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«KpoBb, Hamo 3HATH,
COBCEM OCOOBIil COK»
(H. Tere, «DaycTt»)

NMpeaucnosue

Hexkortoprie ¢opMbl aHeMUIT MPEACTABIISIOT HEMOCPEICTBEHHYIO
YIpo3y XXW3HU WIM HEU30EXKHO CBSI3aHBI C OTCTaBaHUEM IETer
B (DM3MYECKOM, a MHOINA M B YMCTBEHHOM pa3BUTUM. 3a I1OC-
JIEMHWE TOObl HAKOIUIEH OOraThlii KIMHWYECKWI OMBIT, pa3pa-
0oTaHbl HanboJjee MPUEMJIEMbIE U JOCTYITHBIE METOMbI TUArHO-
CTUKM aHEeMUW, IJIS1 MOJABJISIONIEr0 OOMBIIMHCTBA 3a001eBaHUM
HaliieH MOJIEKYJISIpHBIA nedeKT, YTOUYHEeH IaToreHe3. DTo Io-
3BOJIMJIO aBTOpPaM pPYKOBOJCTBA MNPEIJIOXUTh BpayaM YeETKO
c(hOopMyIMpOBaHHbIE AMATHOCTUYECKNE KPUTEPUU, AJITOPUTM
IUarHOCTUKHU, CXeMy Tepanuu. B Hacrosiee BpeMsl IMPOUCXO-
IUT aKTUBHOE BHEAPEHME B IIMPOKYIO BpayeOHYIO MPAKTUKY
reMaToJIOTMYEeCKMX aHajam3aTopoB. OToeiabHasl IlaBa MOHOIpa-
¢un, MOCBSIIEHHAs SPUTPOLIUTAPHBIM ITapaMeTpaM aBTOMaTH-
YEeCKOro aHajau3a KpOBU, MPEACTABISCT OONBbIION MpaKTAYeC-
Kuii mHTepec. Hannume B pyKoOBOACTBE HOPMATHMBOB M CXEM
TEpAIMU C YKA3aHUEM 103 MPEIapaTroB MO3BOJISIET MCITOJIb30-
BaTh M3[IaHME KaK CIIPaBOYHOE.
3as. kagedpoii demckux b6oaesneit Nol CII6TTIMA
npogpeccop JI. B. Dpman
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rNMABA 1

O06w,aqa xapakrepucTuka
reMonoa3a. ApuTponoas.
Mopdonorusa, KuHeTuka,
PYHKUUN SPUTPOLNTOB

KpoBeTBopHass TKaHb (popMHMpyeTcs YK€ Ha paHHUX 3Tallax
sMOpHoreHe3a 4enoBeka. HaumHaeTcsl KpOBETBOpEHHE B KeIl-
TOYHOM MeIIKe Ha 3-ii Hemenle pa3BUTHSI YEIOBEYECKOTO 3MO-
pruoHa. Ha aToM 3Tame KpOBETBOpPEHUE CBOIUTCS B OCHOBHOM
K apurporno33y. Ob6pa3oBaHMe MEpBUYHBIX 3PUTPOOIACTOB TIPO-
HWCXOIUT BHYTPU COCYIOB XKEJITOYHOTO MeIlKa. I[IprMHWTUBHBIC
SpUTPOOIACTEI — 3TO SAPOCOACpPXKAIINE OKPYIJIble KIIETKU
Oonplnx pasmepoB. K KOHIy 6-i1 Hemeau BHYTPUYTPOOHOIO
pa3BUTHSI B KPOBEHOCHOM pYCJie MMEIOTCS TePBUYHBIE 3PUTPO-
IIUTHI, yTpaTHUBIIME SAPO. B kelTo4HOM MeliKe 3MOpHOHA
comepxkarcsl TTOJIMIIOTEHTHBIE CTBOJIOBBIC KJIETKM, JalolIye Ha-
YyajJi0 BCEM POCTKAaM KpOBETBOPEHWUsI, ONHAKO Ha 3TOM 3Talle
OTMEYAeTCsI OMHOCTOPOHHSS HAIpaBIeHHOCTh AP GhepeHIIMPOB-
KU CTBOJIOBBIX KJIETOK B CTOPOHY 3puTpomno33a. Ha 4-5-i1 He-
IeJie XKEATOYHBIA MEIIOK IoaBepraercs aTpouu M KPOBETBO-
peHuEe B HEM IIpeKpallaercs.

Ha 3-4-it Hemenme sMOpHoreHe3a IMPOUCXOIUT 3aKiIamKa Ire-
YeHU, KOTopasl K 5—6-i Hefele CTAHOBUTCSI LIEHTPOM KPOBETBO-
peHus. [lepBbIMU 3JeMEHTaMU, MPOLYLIPYEMBIMU TIEYCHBIO, SIB-
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JISIIOTCSL MIEPBUYHBIC 3PUTPOOJIACThI (MEraao0acThl), KOTOPHIS
TpEBpAIAIOTCS B TIEPBUYHBIE 3PUTPOLIMTHI (MerajiouThl). Ha
2-3-M Mecsle BHYTPUYTPOOHOTO Pa3BUTUSI YK€ HAuMHAIOT 00-
Pa30BbIBATHCS BTOPUYHBIE 3PUTPOOIIACTBI, MOCTENIEHHO 3aMeliast
MIPUMUTUBHBIE 3JIEMEHThI. B mepron neyeHOYHOro KpoBETBOpE-
HUSI OCHOBHYIO MacCy COCTaBJISIIOT SPUTPOUIHbBIE KJIETKHU, HO yXe
Ha 8-10-i1 Hemeje BHYTPUYTPOOHOIO Pa3BUTHUSI OMPEACIISIOTCS
MpeIIIeCTBEHHUKM TpaHyoluToB. KpoBeTBOpeHuUe B NeUeHU J10-
cturaer Makcumyma K 18-20-if Hedesne BHYTpUYTPOOHOTO pas-
BUTHUS U B JaJbHEUIIIEM, KaK MPaBUIO, COBCEM MPEeKpaIaeTcsl K
KOHILy BHYTPUYTPOOHOTO TepUO.a.

B xoHl1ie 3-ro mMecsiia XX1U3HU SMOpHOHA 3aKJIaabIBalOTCS ce-
JIe3eHKa U KOCTHBI MO3r. B cejie3eHKe KpOBETBOpEHUE HAYM-
HaeTcs ¢ 12-i1 Hemenu: 0OpPa3ylOTCS SPUTPOLUTHI, TPAHYIOIU-
Thl, MerakapuoluTel. C 20-i1 Hefxe HaAYMHASTCS] UHTEHCUBHBIN
uM@Ono33, KOTOPHIA MPOAOJIKAETCS B TEYCHHUE BCEU KU3HU
yenoBeka. Cese3eHKa yTpauuMBaeT (PYHKUMU YHUBEPCATHLHOIO
opraHa KpOBETBOPEHMsI M HauyWMHaeT MpOoAyUUpoBaTh B-mum-
GouUThI, CUHTE3UpYIOLINEe MOOYINHBL. B 1umdonosse Takxke
BaXXHa pOJIb TUMYycCa, B CTpoMe KoToporo Ha 9—I10-ii Hexnene
yXe OOHapyXuBaloTCs IMepBble TUMGOLUTHI. TuMyc mpenomn-
penensier nuddepeHUupoBKy T-muMmdoLuToB. PasButue amMm-
daTnyeckoit nepudepuyeckoil TKaHU HaYMHAeTCs B Havase 4-ro
Mecsilia BHYTpUYTpoOHOU Xu3Hu. Ha paHHel ctanuu B IIEPBBIX
JUM(paTUIECKUX y3JIaX MPOUCXOIUT MUETOMN033, KOTOPbIN ObIC-
TPO CMEHSIETCST JIUM(OTI0330M.

B KocTHOM MO3re TeMOIO3TUYECKUE Oyard MOSIBISIIOTCST C
13-14-11 Hemeny BHYTPUYTPOOHOTO pa3BUTHUS B nuadusax oOe-
PEHHBbIX U TuieueBbIx kocTeid. K 15-if Hemene B 3TUX JIOKycax
OTMeyaeTcsi 00uIre 1oHbIX (DOPM TpaHyJio-, IPUTPO- U Meraka-
puonutoB. C caMbIX paHHUX 3TaNoOB QYHKIIMOHUPOBAHUST KOC-
THBI MO3T COAEPKUT MOJUIIOTEHTHBIE CTBOJIOBBIE KJIETKU, CIO-
COOHBIE MPOAYLUMPOBATH JUMGMOUAHBIE W MUEJIOUIHbIE
aJieMeHThI. [To Mepe pa3BUTHsI KOCTHOTO CKeJieTa O4yaru KpoBe-
TBOPEHUSI MEPEMEIAIOTCS B TUIOCKWE TyO4aThle KOCTHU.

K MoMeHTy poxaeHusI JOHOIIIEHHOTO pebeHKa KPOBETBOPE-
HUE OCYILECTBIISIETCSI B KOCTHOM MO3re, e 00pa3yloTcsl KOHeU-
HbIe 3peJible (POPMEHHBIE 3JIEMEHTHI (3PUTPOLIUTHI, TPOMOOLIU-
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ThI, TPaHYJOLIUTHI), U B IMMGMOUIHON TKaHU, MPeNCTaBICHHOM
TUMYCOM, CEJIe3eHKOM, TUM(MaTUIeCKUMHU y3JaMu, B TOM YUCIIe
MeepoOBbIMU OJISIIIKAMM, COJUTAPHBIMU (DOJUIMKYJIAMU, T 00-
pasytorcsd auMdoiuTbl. KoCTHBINE MO3r HOBOPOXIEHHOTO pe-
OeHka cocraBnseT 14 % ero maccel [Masypun A. B., Bopon-
o M. M., 1985] u 3amoyiHsEeT TMOJIOCTU MPAKTUUYECKU BCEX
TpyOuaThix KocTeil. B mpoliecce naibHellero pocra pedeHka
Macca KOCTHOTO MO3ra yBEJIUYMBAETCS W Yy B3POCJIOro YesoBe-
Ka COCTaBJISIET OKOJIO 1,4 Kr, OQHAKO MPOUCXOOUT MOCTEIIEHHOE
3aMellieHue KOCTHOTO MO3ra B TpyOuaThIX KOCTSIX >KMPOBOW
TKaHBIO TaK, 4To B 12—I14 neT oH ucye3aeT u3 Auadu3oB, a B
Bozpacte 20-25 ner — wu3 3nudU30B TpyOUaThIX KOCTEH.
B mocKkuX KOCTSIX KOCTHBIN MO3T COXpaHsIeTCsl B TeUeHUe Bceid
KU3HU. YCTAHOBJIEHO, YTO KOCTHBIII MO3T €KEeCyTOUHO MPOU3-
BOIUT oKoJio 2x10" aputporuTos, 45 x 10° Heitrpodunos, 10’
MoHoLuToB, 175 x 10’ TpomMGomTOB. Bpemst nuddepeHIpoB-
KU Y CO3pEBaHMS KJIETOK B 3PUTPOUIHOM PsIy, BKIIOYAIOLIEM
10-12 pmeneHuit, cocTaBiseT OKoJio 12 cyT; B IpaHyJOLIUTap-
HoM, BkmouatolieM 15—20 menenuii, — 13-14 cyt. Bpems ump-
KYJSIIUM KJIETOK Pa3jiMyHO: 3PUTPOLIUTHI HAXOMSATCS B KPOBSI-
HoM pycie 120 cyt, Tpomboumtel — 10 cyT, a HeUTpoDUIBI —
okoisio 10 4. OtnuyaroTcst U pe3epBHbIE 00BEMbI KJIETOK B KOC-
THOM MO3re: 3pesibix HeiTpoduaoB coaepxutcst B 10 pa3 60jb-
11e, YeM B KPOBSHOM pycJjie, PETUKYIOLUTOB UMEETCSl TPEXIHEB-
HBII 3arac.

ITpoliecc KpoBETBOPEHMSI, COITACHO YMEPEHHO YHUTApHOM
Teopuu, MpeacTaBieH B cxeme KposeTBopeHust M. JI. Yeprtko-
Ba u A. 1. Bopobsena (1973, 1981), roe remoro?3 paccMaTpu-
BaeTcsl KaK cepus IOoCaedoBaTebHBIX KIETOYHBIX OUuddepeH-
LIMPOBOK, MPOUCXOMASIIMX NMEPBOHAYAIBHO U3 HAYAJIbHOW €IUHOMN
cTBOJIOBOM KJeTkM (cxema 1). B 3aBucumMocTu ot Buma obpa-
3YIOLIMXCS] KOHEUHBIX (POPMEHHBIX 3JIEMEHTOB BCE KJIETKU KpPO-
BETBOPHOM TKaHU JEJSATCSI «I10 BEPTUKAIW» Ha KPOBETBOPHBIE
pocTku. B KOCTHOM MO3re CyIIEeCTBYIOT 3PUTPOUIHBINA, MUETO-
WAHBIA (IpaHyJOLMUTAPHbBINA) W MerakapuoLUUTapHBIA POCTKH,
MPOU3BOISIINE COOTBETCTBYIOIIME KIIeTKU. Ilo crenmeHu audg-
(hbepeHILIMPOBAHHOCTU «I10 TOPU3OHTAIN» KJIETKA KOCTHOTO MO3ra
JIEJIAT Ha LIECTh KJIACCOB:
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I — moMMmoTeHTHbIE KIETKU-NPEAIIeCTBEHHUKH (CTBOJIO-
Bbl€ KJIETKM);

Il — yacTu4HO AETepPMMHUPOBAHHBIE KIETKU-TIPEIIIECTBEH-
HUKM, BKITIOYAET B ce0sl KJIETKU, Hecylue 0ojiee orpaHu-
YeHHBIN 3arac MH(opMalm, a UMeHHO: KJICTKU-TIPEAIIECT-
BEHHUKM JUMGOI033a M KIETKU-TIPEAIIeCTBEHHUKU
MUEJIOI033a;

III — yHUIIOTEHTHbIE KJIETKU-MPEAIIIECTBEeHHUKM, TTIO3TUH-
YYBCTBUTEJIbHbBIC, NAIOIIME Hayajo OIHOMY M3 POCTKOB
KPOBETBOPEHUSI, B CBSI3U C YeM pa3IMyaloT KIETKU-TIPEI-
IIECTBEHHUKHM 3PUTPOII033a, MUEIOIN033a Y TPOMOOLIUTO-
1033a;

IV — mMopdonormyeckn pacrio3HaBaeMble MPOJMQEpUpy-
IolIMe KJIETKU, UMEIOIIME OIpeaeieHHbIe Mopdosoruyec-
KUe TPU3HaKU;

V — cospeBarollye KJiIeTKu, MpeacTaBIeHHbIe BCEMU Mepe-
XOIMHBIMU (DopMamu;

VI — 3penble KIETKU: SPUTPOLIUTHI, TPAHYIOLUTHI (HEHUT-
poduibl, 303MHOMWIBI, 6a30(1IIBI, MOHOLIUTHI), TPOMOO-
LIUATHI.

JIJ1s1 OLIEHKM COCTOSIHUSI KPOBETBOPHOW TKAHU CYIIIECTBYIOT
orpeaesIeHHbIE METOIbI, HAIIpUMEP, ITyHKIMS TUIOCKUX KOCTEH,
yaie BCero crepHaibHas nmyHKuus (mo M. WM. ApuHKuUHY) C
TIOCJICAYIOIIMM UCCIEIOBAaHUEM KOCTHOTO MO3ra — MMeJIorpam-
Moii. K MeTomam olieHKM KpOBETBOPHOI TKAHM OTHOCSITCSI TaK-
K€ TpenaHOOUOTICHSI, TTYHKIWS 1 OUOIICUs TUM(PATUIEeCKUX Y3-
JIOB, ceJie3eHKU. B MojydeHHOM B pesyibTaTe CTepHaJIbHOU
MyHKIIMY KOCTHOM MO3Te OIpeaessieTcs, Mpexkae BCcero, ooiiee
cofiepkaHMe BCeX KJIETOK — KJIETOUYHOCTD (SII€PHOCTD WIM LIe-
JIIOJIIPHOCTD) KOCTHOTO MO3Ta U 3aTeM — COJepXKaHUe KJIETOK
B KaXXIOM pOCTKe KpoBeTBopeHusi. IlokazaTenu MuenorpaMMbl
3[0POBBIX JeTell MpencTaBiacHbl B Taba. 1. Heobxogumo otme-
TUTh, YTO, HAUMHAS C TIEPBBIX MECSLIEB XKU3HU, ITOKa3aTeJIM MU-
eJIoTpaMMbl 3[OPOBBIX AETEll HE MMEIOT CYIIECTBEHHBIX BO3pa-
CTHBIX OT/IMuMii. OMHOM U3 INIaBHBIX BO3PACTHBIX OCOOEHHOCTEM
MMeJIorpaMMbl peOeHKa SIBJIsIETCSl 0oJiee BHICOKOE, IO CpaBHE-
HMIO CO B3POCJIBIMU, COAepKaHue TMM(OLIMTOB, YTO OOBSICHSIET-
CsI TIOBBIIIICHHBIM WX COIEpXKaHUEeM B KPOBU JieTeil 10 5-6 yeT-
HEro Bo3pacra.

17



Tabauuya 1

ITokazaTenu MuesorpamMmbl 30O0POBBLIX JeTeir 1—I14 ner

1MManucosal. T., 1978]

Kierku Mannbie (%)
bnacte 0-5
ITpomuenonuThI 0,8
MuenouuThl 2,6-12,0
MeTtaMuenoLUThI 4,6-17,2
IManoukosinepHbie 6,8-33
CermMeHTOsI IEpHbIE 5,2-18,2
Bceeo kaemok neiimpoghunvroeo psioa 36,0-66,0
MuenouuTsl 303MHO(GUIBHBIE 0,2-3,0
MeTtaMueIoUThl 303UHOMDUIbHBIE 0,2-3,0
Do3uHODWIbI NAJOYKOSIACPHbIE 0,0-4,0
Do3uHODMIIBI 0,0-3,2
Bceeo kaemok 303unoguabHoe0 psda 0.5-12,6
Muenouutsl 6a30(hUIbHbIE 0,0-0,2
Bbazodubt 0,0-1,6
Bceeo kaemok 6azoguavroco psda 0,0-1,8
JlumdbouuTsl 11,8-33.4
MoOHOUMTBI 0,0-7,8
[nazmatuyeckue KIETKA 0,0-2,4
DpuUTpoOIaCThI 0,0-2,0
Hopmouutel 6azoduibHbe 0,2-4,8
Hopmouutel nonuxpomatoduibHbie 6,4-24.0
HopMouutbl oKcubuIbHbIE 0,2-1,6
Bcezo kaemok spumpoudnoeo psioa 10,0-26,0
Bcezo sdeprbix muenoxkapuoyumoes eO_jOOxIOQ ~
Meeakapuoyumsot 40-200xl(fh
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ApuUTponoa3s

:apl/ITpOI/Iﬂ,HbIe KIJIIETKM 4Y€JIOBCKA COCTOAT M3 CJIICAYIOIIMX KJlac-
COB:

I — pomoHayanbHasi CTBOJIOBasi KPOBETBOpHAsl KJIETKA;
II — xnerka-TmipeniecTBEHHUIIA MUEIOI033a;
III — yHUNOTEHTHBIE KIIETKU-TIPEAIIIECTBEHHUKU 3PUTPO-

110334, ITO3TUHYYBCTBUTECJILHBIC,
IV — »sputpobaacTsr;

V — cospeBaiolliie KJIETKU: MPOHOPMOILIUT, HOPMOLIUT
0a30(MIbHBIN, MOJIMXPOMATOMDWIbHBIN, OKCUMDUIBHBINH,
PETUKYJIOLINT;

VI — spurpoumr.

B Hacrosiiiee Bpemst BbiIeieHa 1ieiasi TPYIa KIeTOK-TIpe-
IIeCTBEHHULL 3PUTPOII033a, PA3TUYAIOLINXCS IO CBOEH UyBCTBU-
TECJIbHOCTU K 3PUTPOITIOOTHHY U I10 aKTUBHOCTU Y4aCTUs B SpUT-
poros3e B pa3Hble MEPUOIbI XKU3HMU.

KrnerkamMu-Tipe/iireCTBEeHHULIAMU 3PUTPOIT033a SIBJISTIOTCS Oyp-
crooOpasymomiast (OypcTel — OOJMbIINE KOJOHUM) SPUTPOUTHAS
emuaniia BOE-D — 3penmas m He3pesas, a TakKKe CMeIIaHHAsI
IPaHyJIOLUTAPHO-3PUTPOLIMTAPHAS KJIETKA-TIPEAIIeCTBEHHIIA —
KOE-I'D. Monoasie KIeTKU-TIPEIIISCTBEHHULIBI 3PUTPOIT033a
XapaKTepU3yroTCs O4YEHb MCIJICHHBIM Ha4daJIbHbBIM DPOCTOM IIpU
KyJabTUBUpOBaHUM. s uMx mponudepaln B KyJbTypax He
Hy>XKEH 3PUTPOINIOITUH, HO 00S3aTeJIbHO TIPUCYTCTBUE IPYTUX CTH-
MYJISITOPOB TIpoav¢epallii U CO3peBaHNs — TPaHYJIOIUTAPHO-
MakpodarajJbHOT0 KoJIOHUecTUMy upytoniero dakropa (I'M-
KC®) u dakropa crBonoBbix kietok (PCK), xoropsle
MPOAYLIMPYIOTCS MECTHO B CTPOMAJIBHOM MUKPOOKPYKEHUM KO-
CTHOTO MO3ra ¥ MOTYT OBbITh Crielr(UIeCKU YCUICHBI UHTepIIeH-
kuHoM-3 (MJI-3), cekpeTupyeMbIM aKTMBUPOBAHHBIMU T-JM-
¢omuramu. BosHmKaromne B pe3yiabTare JelieHus 0OoJjice
nvdepeHIIMPOBAaHHBIE KIETKU-TIPEAIIECTBEHHULIBI 3PUTPOIIO3-
3a TMOCTENEHHO YTPayMBalOT YYBCTBUTEJIBHOCTh K 3TOMY (hakTo-
Py 4 NpUOOpPETaloT YyBCTBUTEJIBHOCTb K 3PUTPOIOITUHY.

DPUTPONOITUH SIBJISIETCSI BaXKHBIM (haKTOPOM, YYaCTBYIOIIUM
B PETYJISILIMUA 3PUTPOII033a, — BTO TOPMOH IIIMKONPOTEUHOBOW
npuponsl (MojekyisipHast macca 30 400 maabTOH, COOEPXKUT CH-
aoByl0 KHMcCJI0Ty). OCHOBHOE KOJIMUYECTBO 3PUTPOINOSTHHA
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(90 %) oOpasyercss B mouykax (CHMHTE3UPYETCSI KJIETKAMM IOK-
CTarJIOMEpyJISIpHOTO armapaTa U SMUTeUaTbHBIMU KJIETKaMU
TOYEYHBIX KJIyOOUuKOB). [Touku MpoAyLUMPYIOT TPO3PUTPONIOI-
TUH, JIMIICHHBIN crieuuduIecKoi akTUBHOCTU. [Ipoaputpomnos-
TUH TIOCTYMAaET B TJIa3My, TIe MO/ BAUSHUEM CHelubryeckoro
¢epMeHTa — BPUTPOreHUHA TPEBpPaALIACTCSI B aKTUBHBINA 3PUT-
poroaTH. YacTh 3pUTPOIOATHHA TIIa3Mbl UMEET BHETIOYEUHOE
TPOUCXOXKIEHUE — CUHTE3UPYeTCs renarouuTaMyu U TeYeHOou-
HbIMU (DUOPOOJIACTONONOOHBIMU KJIETKaMU. Y 3I0POBBIX JIIO-
JIeil ypOBEHb SPUTPOIOATHHA B IUIa3Me€ BapbUpyeT B Tpele-
nax 0,01—0,03 ME/mkn, mosbimasice B 100—1000 pa3 mpu
BO3HUKHOBEHUM TUIOKCUM JIIOOOTO TeHe3a. DPUTPONOITUH pe-
TyJIMPYeT UHTEHCUBHOCTh Mposrdepaliu U odecrieunnaeT aud-
(epeHIMaluIo CTBOJIOBBIX KIETOK B CTOPOHY 3pUTPOII033a,
BJIMSIET HA TPOILIECC PA3BUTHUS IPUTPOUTHBIX KJIETOK (YCKOpSI-
eT IIOCTPOEHUE TIeMOIVIOOMHA, CIIOCOOCTBYET OCBOOOXKICHUIO
PETUKYJIOILIMTOB U3 KOCTHOTO Mo3ra). MakcUMaJbHOW 4YyBCT-
BUTEJIBHOCTBIO K 3PUTPOIIOITMHY 00JagaloT Haubojee mud-
(epeHIMPOBAaHHBIE KJIETKU-TIPEAIIECTBEHHULIBI 3PUTPOIIO33a
(HauuHas co craguu KOE-D), mogHOCTbIO yTpaTUBIIUE YyB-
crBuTeIbHOCTE K DCK 1 TM-KC® akTUBHOCTH.

CyllIeCTBYIOT 1 IPYTUE PETYJSITOPHI 3PUTPOIIO33a, B YaCTHO-
CTU , CTUMYJIMPYIOIIUM MPOAYKIIMIO 9PUTPOLIUTOB IEHCTBUEM 00-
JIaJalT aHAPOTeHBI, Ojaromapsi CIIOCOOHOCTU IOBBIIIATH OMO-
CHUHTE3 3PUTPOIO3TUHA U, BO3MOXHO, IyTeM HEMOCPENCTBEHHOTO
BO3JEMCTBUSI HAa KJIETKU-TIPEIIIECTBEHHUKN B KOCTHOM MO3re
(MpOTUBOIOJIOXKHOE JAEUCTBUE HA 3PUTPOIOS3 OKA3BIBAIOT 3CT-
pOTeHbI, TO-BUIMMOMY, BCJEACTBUE TMOAABICHUSI 00pa3oBaHUs
9pUTPONO3TUHA). Perynupyiolliee BIMsSIHUE HA SPUTPOTIOI3 OKa-
3bIBAIOT BUTAMUHBI U MUKPO3JEMEHTHI.

B crnenuduyeckoil peryisiiuyM y4acTByeT TakXke WHIMOU-
TOp 3PUTPONO33a — BPUTPOLUTAPHBIN KEWJIOH, BbIAECICHHbBIN
W3 3PEJIbIX 3PUTPOLIUTOB. DPUTPOLMTAPHBIA KEWIOH MpeaoT-
BpalaeT BCTYIUIEHUE KJIETOK B TeHEPAllMOHHBIM LIMKII, TEM ca-
MbIM YMeHbIass TpoaucepaTuBHYIO aKTUBHOCTh 3PUTPOHA.
B sputpounTax Takxke OOHapyKeHO BEIIECTBO, ACHCTBYIOIICE
0 TIPUHIUITY 0OpaTHON MOJOXWUTETbHOU CBA3U, CTUMYJIUPYIO-
LIEE DPUTPOINOA3 — BPUTPOLMUTAPHBINA AHTUIIEHKOH.
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OpUTPOII033 B OOBIYHBIX YCIOBUSIX MpoxoauT ctamuu bOE-D
-> KOE-D wm KOE-T® -> BOE-D -> KOE-D u 3arem -
CTangnio MOPMOJIOTMYECKHN pacIlio3HABAEMbBIX SPUTPOOIACTOB, HO
B OMpeAeIeHHBIX YCIOBUSIX, HAIIpUMEp, MPY HaIIPSKEHHOM SPUT-
poTI033€e, MOXET, Mo-BuauMomy, MuHoBath craguu KOE-D u
BOE-3D. B HacTosi1iee BpeMs MOXKHO CUMTATh TOKa3aHHBIM, YTO
MPY TOBBIIIEHHOW MOTPEOHOCTU B OTACJIBHBIX KJIETKaX KPOBU
Hapsily ¢ OCHOBHBIM KPOBETBOPEHMEM IPOMCXOAUT U Tapa-
JIeJIbHOE, IIIYHTOBOE, 00eCIeYrBalolIee TOMOTHUTENbHYIO ObICT-
pPYyIO MPOAYKIIMIO KaXIOTo U3 PsIIOB KPOBETBOPEHUS U UMEIO-
1Iee CaMOCTOSITEIbHbIE KIETKU-IPEAIIECTBEHHUIIBI.

Mopdonorust KIeToK 3pUTPOUTHOIO POCTKA IpeAcTaBIcHA
B Ta6a. 2. IlepBoii MopdoIornyecky pacro3HaBaeMoi KIIeTKOM
9PUTPOMAHOIO POCTKa SIBJIsIeTCs apuTpooaact. Cremyomme 3a
SPUTPOOIACTOM KJIETKM YTPAYMBAIOT XapaKTePHYIO <«OJIACTHYIO»
MOPMOJIOTHIO SIAEP — 3TO IIPOHOPMOLIUT, HOPMOLIUT (6a30(pUITb-
HBII, MoMXpoMaTo(UIbHbIN, OKCUbWIbHBIN). Ha cTamumu okcu-
(GUILHOrO HOPMOLIUTA MPOMCXOANT EHYKIIealusT KJISTKHU (Jalie
BCETo IMyTeM KapruopeKcuca, HO BO3MOXEH M KapUOoJIU3KUC) U TIpe-
BpallleHUe B 0e3bsiiepHbIN 9pUTpolUT. OCTaTKU siapa B 3pUTPO-
LIMTaX OIpenesiaioTcs: B Buae Tesell Ko, Kojien Kebora, azy-
pODUMIBLHONM 3epHUCTOCTU. B (PU3MOIOTMYECKUX YCITOBUSIX
MHBOJIOLIMA dpa W II€PEXOoJ HOpMOLMTa B KOHCYHYIO CTaIUIO
pPa3BUTHUSI — BPUTPOLIUT — OCYILECTBIISIETCS MapauIebHO Ha-
KOITJICHMIO TeMOIIOOMHA B LIMTOILIa3Me. IIpomMekyTouHol cTa-
Jel MeXITy OKCU(PUILHBIM HOPMOIIUTOM M 3PUTPOLIUTOM SIBJISI-
€TCSl PEeTUKYJIOLIMT.

AKTUBHAasl 4acTb XKM3HEHHOTO IIMKJa PUTPOIIUTOB IpOTe-
KaeT B nepudeprnyeckoit KpoBU, KyJla OHM TMOCTYMAIOT U3 KOCT-
HOT'O MO3ra B CTau1 PETUKYJIOLIMTOB, MPEACTABISAIONINX COOOM
TepexoaHyo (GopMy OT sIIepHBIX HOPMOLIMTOB K O€3bsiIEPHO-
My 3PUTPOLUTY. PeTUKYJIOLIUT — 3TO IPUTPOLUT, COAEpKa-
M 6a30(MIBLHBII KOMIIOHEHT, BBITTATAIOIINN ITPU MPYKU3HEH-
HOl oOKpacke (OpM/UIMAHTOBBIM KpPE3WJIOBHIM CHHUM,
aKpUIMHOBBIM OPAaHKEBBIM) B BUAE CETOYKU. B 3aBucMMoOcCTU
OT PacCIIOJIOXKEHUST U TYCTOThI CeTYaToOl CyOCTaHLIMM pa3iuyaroT
TMISITh TPYMIT PETUKYIOIUTOB (cM. Tabia. 2). Ilpomykuus petu-
KYJIOLIUTOB B KOCTHOM Mo3re cocTasiseT 3 x 10° KiIeToK/Kr B
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CyTKH. B KOCTHOM MO3re peTHUKYJIOUMTHI COXPaHSIOTCS B
TedeHHne 36-44 4, a 3aTeM IOMNAJAIOT B KPOBb, TIE TO3PEBAIOT B
teueHue 24-30 4. B mepmonm nmpeObIBaHMWS B KOCTHOM MO3TE B
PETUKYJIOLMTaX IPOJOJKaeTcss OMocuHTe3 Oenka (TjIo0uHa),
reMa, IypMHOB, MMPUIUHHYKJICOTUIOB, JUMUAOB, (hochaTuaoB.
CospeBaHMe PETUKYJIOLMTA COMPOBOXIACTCS CYIIECTBEHHBIMU
W3MEHEHMSIMI B OOMEHE BEIlEeCTB; IPEeKpaIlaeTcs 3HAYNUTEIb-
Hasl 4acTh CHMHTETMYECKMX IIPOLIECCOB (CHMHTE3 Oejika, rema),
TIOYTH TTOJTHOCTBIO YTPAYMBAETCSI CIIOCOOHOCTD K IBIXaHMIO, CBOM-
CTBEHHAas SApOocOoAepXKallMM 3pUTPOMIHBIM KieTKaMm. Bech
KM3HEHHBIN IIUKJI OT 3pUTPOOJIacTa 10 PETUKYJIOLNTA COCTaB-
ser ot 3-4 mo 57 mHei. B mpoiiecce co3peBaHUS B PETHKY-
JIOLIUTE McYe3aeT ceTdarasl CyOCTaHIIMS M KJIeTKa IpeBpaliaeT-
Csl B 3pEJIbIIA SPUTPOLIUT.

B HopMme spuTpouT nMeeT (popMy ABOSIKOBOTHYTOTO AUCKA,
OKpAIIEeHHOTO B PO30BO-KPACHBIN LIBET C MPOCBETIICHUEM B LIEH-
Tpe.

KommyecTBo 00pasyiommxcs 3puTPOLMTOB 3aBUCUT OT BO3-
pacta pedbeHka. K MOMeHTy poxaeHHs peGeHKa CyTOUHasl Mpo-
IYKIIUST SPUTPOLIUTOB COCTaBIsIET 3 % OT 0OIIeil MacChl IUPKY-
JIMPYIOIIMX 3PUTPOLIMTOB, K 5-My IHIO XM3HM OOpa3oBaHUE
sputpouuToB ymeHbInaercst 100,2%uno0,1 % — x 10-my
IHIO XU3HU. K 3-MecsraHOMY BO3pacTy MPOAYKLIMST 3PUTPOLIU-
TOB COCTAaBIISIET OKOJIO 2 % OT 06I1Iell MacChl SPUTPOLIMTOB U Ha
5TOM YpOBHE COXpaHSIETCSl BO BCe TepHoAbl AeTcTBa. KuHeTrKa
SPUTPOHA COCTOUT M3 HECKOJIbKUX MyTeil. OOLIUii 3pUTPOIT033
— obpa3oBaHie B KOCTHOM MO3Te HEOOXOAMMOTO YuCiia DPUT-
POMIHBIX TIPEIIIECCTBEHHUKOB. DG MEKTUBHBIN 3PUTPOITO33 —
3TO KOJUYECTBO SPUTPOUAHBIX KJIETOK, CO3PEBAIOIIMX IO CTa-
iy spuTpounTta. HeadheKTUBHBIN 5pUTPOIT033 — KOJMYECTBO
SPUTPOUIHBIX KIIETOK, KOTOpbIe He 3aKOHYWIM LUK audde-
PEHLIMPOBKU Y pa3pyLIMINCh B KOCTHOM MO3Tre. DpUTPOUIHbBIE
KJIETKU Pa3MHOXAIOTCS MHTEHCUBHO, B KOCTHOM MO3Ie 3a CyT-
KM nx obpasyercd nopsizka 2 x 10". B mepndepnaeckoit Kpo-
BU B3pOCJIOTO 4esloBeKa Lupkyamupyer 25-30 x 107 spurpo-
LINTOB.

DPUTPOLUT XOPOLIO TPUCTIOCOONIEH IS BBITTOJIHEHUS OC-
HOBHOW (DyHKIIMM — TpaHCIOpTa KUCIOPOAa OT JEeTKUX K TKa-
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Tabauya 2
Mopdoaorus KjieToK IPUTPOUIHOrO POCTKA
Ha3sanue JnameTp SAnpo Hykieo- Iuronnasma
KJIETKH JIBI
Oputpobaact 15-25 Mxm 3aHrUMaeT OOJbIIYIO 1-3 Y3kuM 000KOM OKpPYXKaeT siIpo; HACBIIIEH-
4YacTb KJIETKHU, UMECT HO-CHUHEIO0 1IB€Ta C (bl/lOJ'[eTOBbIM OTTEHKOM
HEXXHO-CETYaTylo (ynsTpaMapuHoOBast)
CTPYKTYpYy
[TpoHopmoLUT 12-18 MxmM CrpykTypa simpa 60- OrtcyTt- bazodunbHas ¢ nepuHykieapHO 30HOMA
Jlee rpybast CTBYIOT MIPOCBETJIEHUS
Hopmonut 10-18 Mxm «KonecoBumHoe» - OrtcyT- bazodunbHas, y3kast co CBET/IbIM Mepu-
0a30(UIbHBII OKpyIJIoit (DOpMBI, TPy~ | CTBYIOT HYyKJIeapHbIM 000IKOM
0asl CTPYKTypa Xpoma-
TUHA C YepeoBaHUEM
TEMHBIX U CBETJIBbIX
yYacTKOB
Hopmormr 9-12MKM «KonecoBunHas» OrtcyT- [Ipeobnamgaer, okpalMBaeTCcsi OCHOBHBIMU U
MOJIMXPOMATO- CTPYKTYpa, siapo 0osiee | CTBYIOT KHUCJIBIMM KpacKaMU 3a CUeT HaJIUu4usl
(UIIbHBIIM IJIOTHOE PUOOHYKJIEMHOBOM KMCJIOTHI U T€MOIJIOOMHA
Hopwmorur 7-10MKM MasieHbKoe IJIOTHOE OrtcyTt- OxcuduibHas ¢ JIETKUM 6a30(DWIbHBIM
OKCUGDWIBHBI («BUIIIHEBAST KOCTOY- CTBYIOT OTTEHKOM

(OpTOXpPOMHBIIA)

Ka»), pacIojioXKeHO
9KCLIEHTPUYHO




Okonuanue mabn. 2

Ha3sanue JnameTp Snpo Hyxkuneo- Iuronnasma
KJIETKHM JIbI
Petukynormr 9-11 MKM OtcyTcTBYET OrtcyTt- CoxpansieT 6a30uamnio B BUIE CETOUKU (CeT-
CTBYIOT yatasi cyObCTaHLus)

I rpymnna: rycrast ceTouka BOKPYT siipa

II rpymma: cerouka pacrosyioxkeHa B Buzie
KITyOKa B LIEHTpE KJIETKU

LI rpynma: ceToyka pacrosioxeHa o Bcei
KJIeTKe

IV rpynmna: cerouka MMeeT BU OTAEIbHBIX
HUTEN

V rpyrna: B BUAe OTACIbHBIX 3€peH WU
0OpBIBKOB HUTEH TT0 neprdepun

DpUTPOLIUT 7-8 MM (o1- | OTCYTCTBYET Orcyt- JBOSIKOBOTHYTBIN TUCK, OKCU(DUIBHBINA C
KJIOHEHHE OT CTBYIOT MPOCBETICHUEM B LICHTPE

5,89 no

9,13 MKM —
dusuosoru-
YecKui
aHM30LIUTO3)




HSIM Y YTJIEKUCIIOTO Ta3a OT TKaHe! K JierkuM. MakcuMmasnbHast
TUIOIIAb TTOBEPXHOCTU Ta3zoo0MeHa obecrieunBaeTcst (hopMoii
KJIETKU — JBOSIKOBOTHYTBIU TUCK. B HOpME 3pUTPOIIUT CIOCO-
0eH 1eopMUPOBATHCS U MPOXOAUTH Yepe3 KAMWJUISIPBI C MPOo-
CBETOM 2-3 MKM; CHOCOOHOCTb 3PUTPOLMTOB K IedopMalu
OCYIIECTBIISIETCS 3a CYET B3aUMOJEUCTBUSI MEXIy Oenkamu
MeMOpaHbl (CErMEHT 3, TTMKOGMOPUH) U IUTOIIA3Mbl (CHEKT-
puH, aHKUpUH). JledeKThl 3TUX OETKOB OOYCIOBIMBAIOT MOP-
donornyeckre U GyHKIMOHATbHBIE U3MEHEHUSI SPUTPOLIUTOB.
3peiblil SPUTPOLIUT HE UMEET IIUTOIIA3MAaTUYECKUX OpTaHelT
sApa U MO3TOMY He CHoCcOOeH K CHUHTe3y OEJIKOB W JIMMUAOB,
OKUCIUTETbHOMY (hOoChOPUIMPOBAHUIO U MOAASPKAHUIO peak-
LM LIMKJIa TPUKApOOHOBBIX KUCIOT. OCHOBHOI MyTh OOMeHa
9HEPTUU B 3PUTPOLUTAX — TJIMKOJIU3, B MPOLECCE KOTOPOTO
npoucxonutr obpazopanue AT® u HAI-H. DHeprust mimko-
JIN3a UCTIOJb3YeTCsl JJIs aKTUBHOTO TpaHCIOpTa KaTUOHOB Ye-
pe3 KJIETOYHYI0O MeMOpaHy U MOAAepKaHUs HOPMAaJbHOTO CO-
OTHOILIEHUSI MEXIY MOHAMU KaJlisl U HATPUsSI B 3PUTPOLIUTAX U
Tia3Me, a TakXke IS COXpaHEHUS LEJIOCTHOCTA MEMOpaHbl U
JIBOSIKOBOTHYTOW (DOpMBI KJIETKU (IUCKOUIHAsI (hopMa TO3BO-
JisieT uMeTh B 1,7 pasza OOJbIIYI0 TOBEPXHOCTh, YeM chepudec-
Kasl, 1 objagaeT OoJIbllieil CIOCOOHOCTBIO K IedopMalliv B Ka-
nusipax). O6pasyromascas HAJI-H wucnons3yercss ans
MOJAepKaHUsI AaKTUBHOTO COCTOSIHHMSI T€MOIJIOOMHA, TIPenoT-
Bpallasi ero oKUcjiaeHue B MeTreMorioorH. Kpome aHaspoOHO-
TO pacUIeIUIEHUS TIIOKO3bl, B 3PUTPOLIUTE CYIIECTBYET MPSIMOE
OKHUCJIEHUE HEOOJBIIOTO €€ KOJWYECTBAa B TMEHTO3HOM LIUKIIE C
obOpaszoBaHueM BoccraHoBieHHOro HAJI® H, KoTophblil UCIIOIb-
3yeTcs IS BOCCTAHOBJICHUSI TIyTaTMOHA MPU YY4acTUM TIIyTa-
TUOHpPeayKTa3bl. CoxpaHEeHHE IJyTaTUOHA B BOCCTAHOBJIEHHOM
COCTOSIHUM HEOOXOAUMO IJis MOANEPKaHUsI aKTUBHOCTU psiia
depmeHTOB, comepxaiux SH-rpynmel, paciienieHus nepeku-
CHM BOAOpOJAA C MOMOIIbIO MIYyTAaTUOHIIEPOKCUIA3BI, MPEaoXpa-
HEHWsSI MeMOpaHbI KJIETKU OT ee JACUCTBUS, a TakKXe HeoOpaTh-
MOTO OKWCJIUTEJIbHOTO AEHATYPUPOBAHUSI TEMOIIOOMHA.

DPUTPOLUTHI UTPAIOT OIPEAEICHHYIO POJib B MPOIIECCaX re-
MOCTa3a, y4acTBYS B (hOPMUPOBAHUHU TIEPBUYHON TeMOCTATHYEC-
KOI MPOOKHM U TPAHCIIOPTUPYS aacopOMpPOBaHHBIC Ha CBOEH ITO-
BEPXHOCTH TUTa3MeHHBIe (PaKTOPHI CBEPTHIBAHUS KPOBH.
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B HoOpMe IIUTENBHOCTh XU3HU 3PUTPOIIMTOB y B3POCIOTO
coctapisier 100-120 gHeit; BpeMsl UUPKYJISIAU 3PUTPOLIUTOB B
KPOBOTOKE Y JIOHOIIIEHHBIX AeTeil coctaBister 60-70 mHelt, a y
HeloHOIIEHHbIX — 35-50 mHeil. B ¢usmonornyeckux ycaoBu-
SIX YUCJIO Pa3pyIIAIOIIMXCSI SPUTPOLIMTOB PAaBHO YKCIY BHOBb
TeHeHepUpPYEMBbIX, Ojarogapsi 4YeMy MOCTOSTHHO COXPaHSIETCs UX
HOpMaJibHOE KOJIWYecTBO. Pa3zpyllieHue 3puTpOLIMTOB MOXKET
TPOM30UTH MO BIUSHUEM Pa3IMYHBIX CIy4allHbIX (PaKTOPOB,
CBSI3aHHBIX C X OBVDKEHUEM U (DU3UKO-XUMUYECKUMU CBOMCTBA-
MM OKpY:Kalolllel Cpefibl, U B pe3yJibTaTe crapeHus. B ¢pusuono-
TMYECKMX YCIOBUSIX CTAPEIOIIME SPUTPOLIUTHI YAAISIOTCS U3 LIMP-
KYJISILIMU W pa3pyIaloTcsl IIPeMYIIIECTBEHHO B CeIe3eHKe, MeYeH!
Y B MEHbIIIEH CTENIEHU B KOCTHOM MO3re (B HOpME KOCTHBIN MO3T
0oJiee aKTMBEH B OTHOILICHUM 3pUTpoKapuouTos, 10-15 % ko-
TOPBIX HE UCITIONB3YIOTCSI B 9PUTPOIIOA3€ M pa3pyllaloTCs) KIeT-
KaMU CHCTeMbl (harolMTUPYIONIMX MOHOHYKJeapoB. M3BecTHO,
yto ¢ppakuus IgG CHIBOPOTKM COACPXKUT ayTOAHTUTENIA TIPOTUB
CTapbIX SPUTPOLIUTOB, NMPUKPETUIEHUE ayTOAHTUTEN K SPUTPOLIM-
TaM TIPUBOAUT K (harourTo3y IOCIeIHUX.

ITponykThsl, BEICBOOOXKIaEMbIe MPU BHYTPUKIETOUHOM Aerpa-
Jaly TeMOIIOOMHA — aMUHOKHWCIOTHI (13 II00MHA), XKene3o (13
reMa) peyTWIM3UpPYIOTCS B OpraHM3Me Ha MOCTPOEHME TeMOIJIO-
O6uHa. I'eMm Mocre OTIIEIUIeHMS XeJle3a B MUKPOCOMax MpeBpalia-
€TCs1 C TIOMOIIIbI0 TEeMOKCUTEHa3bl CHavajaa B OWJIMBEPAVH, a 3a-
TeM (mpu yyactum npyroro HAJI-H-3aBucumoro ¢epmeHta —
OWIMBEpIUHPEAYKTa3bl) — B OMIUpyOuH. Buiupy6uH BBICBO-'
0oxKIaeTcst U3 KJIETOK B KPOBb, II€ CBSI3BIBACTCS C albOYMHUHOM
U TpaHCIIOPTUMpYeTCS B IeyeHb. B remaroumrax OWIMpyouH
KOHBIOTMPYETCs C IJIIOKYPOHOBOI KUCJIOTOI Mpu ToMoIiu Gep-
MEHTAa TJTIIOKYpPOHUITpaHchepasbl U MpeBpalliaeTcsl B psiMoit Ou-
JIMPYOUH, TOCTYMAIOIIMIA 3aTeM C XKeJTYbl0 B KUILIEYHUK.

B HOpMe yacTb 3pUTPOLIMTOB pacIagaeTcsl B COCYIUCTOM PYyC-
Jie, TEMOIJIOOMH COEIUHSIETCS C TallTOIJIOOMHOM B HEOOpaTUMBIIA
KOMILJIEKC, KOTOPBI B CUJTYy CBOEI BEJTMYMHBI HE IIPOHUKAET Ye-
pe3 MovyeyHblid GUAbBTp, a moaBepraeTcsl ObICTpOMY (hepMeHTa-
TUBHOMY pAacCIIIEeTIEHHIO, IJIaBHBIM 00pa3oM, B riedeHu. Eciau BHYT-
PUCOCYAUCTBI TeMOJIM3 3HAYMTEJIEH M TanToIJIOOMH HE MOXKET
CBSI3aTh BeCh BBICBOOOXKIAEMBIN T'eéMOIJIOOMH, €ro M30BITOK IT0-
CTyIaeT B MOYKH, TIPY 3TOM YacTh IKCKPETUPYETCSI C MOYOM (Te-
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MOTIJIOOMHYpPUST), YacTh peadcopOMpyeTcsi B MPOKCUMATbHOM OT-
JieJie KaHaJIbleB (BEPOSITHO, MOCIE MPeNBapUTeIbHOTO paciler-
JIEHWS Ha OTAEJbHble KOMIIOHEHThl B KJIETKaX KaHaJIblIeBOTO
SMUTENMSI), YacTh TeMOIJIOOMHOBOIO Keje3a OTKJIAAbIBaeTCsl B
SMUTEIMM KaHaJblieB B BUAe (heppUTHHA M TeMOCHUIEpUHA U
TOCTETNIEHHO BBIIEJSETCS ¢ MOYOMA.

CtpyKktypa, PyHKUMM, OCOOEHHOCTHU
OMocuHTEe3a U TUNbl remMorsioouHa

T'eMOIOOMH — OCHOBHOI KOMITOHEHT 3PUTPOIIMTOB (COCTaBIISIET
0KoJ10 98 % Macchl 6eKOB IIUTOIIa3Mbl SPUTPOLIUTA), Gaaro-
Japsi KOTOPOMY OCYILECTBIISIeTCSI TJlaBHasl (YHKIMSI KPOBU —
nepeHoc kuciaoponaa. I[lo xumudeckoii npupoe reMorioouH OT-
HOCUTCSI K XpOMOIPOTEUaM U UMEET B CBOEM COCTaBe OEoK
(rmobuH) M Xejie30ColepKalllylo MPOCTETUYECKYIO TpYIITy
(rem).

Tem — KOMIUIEKCHOE COeMMHEHUE Xefle3a U MpoTonophupu-
Ha [X, cocrosiero n3 4 mupposbHbIX KoJiell, coearHeHHbx CH-
Moctukamu (puc. 1). XKeneso, Haxomsieecsl B LIEHTpe MPOTO-
nopdupHUHa, CBSI3aHO C YETHIPbMSI aTOMaMM a30Ta MTUPPOTbHBIX
KOJiel] IBYMSI TJIaBHBIMU U ABYMSI JIOTIOJIHUTEIbHBIMU CBSI3SIMMU.
OpHa U3 ABYX OCTaBIIMUXCSI CBA3EH (KOOPAMHALIMOHHOE YMCIIO
Kelle3a paBHO 6) KCIONB3YeTCs IS COSAMHEHMS C TIIOOMHOM,
Jpyrasi — ¢ KUCJIopoAoM. ['eM oauMHaKoB IJiIsI BCEX BUJOB Te-
MOIJIOOMHA XXUBOTHBIX, PA3IN4ls B CBOMCTBAX OOYCJIOBICHBI OCO-
OEHHOCTSIMU OEJTIKOBOTO KOMITOHEHTA.

I'mobun — TteTpamep, COCTOSIIUI U3 ABYX Map TOJUIIEI-
TUAHBIX LIETIeH, pa3anyrue aMMHOKKUCIOTHOTO COCTaBa KOTOPHIX
OIpeIeIsIET TeTePOreHHOCTh MOJIEKYJIbl TeMOTJIOOMHA YesloBe-
ka. OcHoBHOI KOMMNIOHEeHT remornoonHa (Hb) yenoseka — HDBA
(95-98 % remoryiobMHa KpOBU) COCTOUT M3 ABYX a- U JIBYX
P-ueneii, apyrue Buabl HopMmaibHOro remorioouHa HbA, (2-
2,5 %) u HbF (0,1-2 %) umeror obuiyio ¢ HbA a-nenrtugnyio
LIeTIb, HO OTJIMYAIOTCS CTPYKTYPOU BTOPOW MOJIUIIENITUIHON LIENA
(bopmyna HbA, cc,5,, HbFa,5,). Llemu a u p HbA cocrosit
COOTBEeTCTBEHHO U3 141 u 146 aMUHOKMUCIOTHBIX OCTaTKOB,
CBSI3aHHBIX B T€HETUYECKU OIPENeSIEHHON MOocjenoBaTebHO-
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CTH, B IIEJIOM MOJIEKYJIa TeMOIJIOOMHA CONEpKUT 574 aMuHO-
KUCIIOTHI.

Kaxmas monumentraHas 1erb IOOMHA COeMHEHA ¢ TEMOM
crienuUIecKoil CBSI3bI0 (Ha OMUH IJIO0MH IIPUXOIUTCI4 Tema).

BrocrHTe3 TII0O0MHA OCYIIECTBIISIETCS B 3PUTPOUITHBIX KIIET-
Kax KOCTHOTO MO3Ta IyTeM CMHXPOHHOM TPOIYKIIMK TeMa 1 TJI0-
OMHOBBIX 1IETIel M UX CoYeTaHUsT ¢ 0Opa3oBaHNEM 3aKOHICHHOM
MOJIEKYITHI.

H:.C=CH CHs
He=CHa
N
CH CH
NH
H:C CH CHa
I
H:C— CH2 Ha(i‘.—cua
]
COOH COOH
IIporonmoppupun IX
CHs
=CHa

T'em
H:C— CHa I-h(;.:—c&
::OOH COOH
Puc. 1. CrpoeHue rema.
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CuHTe3 NMOJUMNEeNTUAHBIX 1LIeTIeil, BXOISIIINX B COCTaB IJI00M-
Ha, TPOWCXOAUT IOA KOHTPOJEM CTPYKTYPHBIX M PEryJsTop-
HbIX TeHOB. CTPYKTYpHBIE JOKYChI, OIPEACJISIOINEe CUHTE3
a-liereil B TeUeHUU BCell KM3HU YesioBeKa (3MOpHOHAIBLHOU U
MOCTHATAJIbHOM), JOKaIu3yloTcs Ha 16 mape xpomocoM. CTpyk-
TYPHBIE JIOKYCHI, IeTepMUHUpYIOIIe cuHTe3 {$-, y- u 8-uemnei,
JIOKAJIU3YIOTCST Ha xpoMocoMe 11 B cuermieHHOM Buae. IeHbI-
PeryJISITOPhI 3aHMMAIOT CMEXHBIE CO CTPYKTYPHBIMY T€HAMU 111~
CTpoHbl. B mepBoil mosioBuHE (eTalbHOM XU3HU y YesloBeKa
aKTUBHBI, VIABHBIM 06pa30M, JIOKYCHI a-, y- U e-lieneii (mocnen’
HMI JIMIIIb KPaTKOBPEMEHHO B paHHEM Iepuoje dMOpPUOHAIb-
Hoit xu3Hu). Ilocne poxkaeHUs] OMHOBPEMEHHO C «BBIKJTIOYE-
HUEM» JIOKyCa Y-LieTlell aKTUBU3UPYIOTCS JIOKYCHI |3- 1 8-1ieneit.
B pesynbrate Takoro <«mepekaioyeHUs» IIPOMCXOAMUT 3aMeHa
¢eranpHoro remomioonHa (HbF) remorino6uHoM B3pocioro
(HBA) ¢ manoii ¢pakuueit HbA,. CuHTe3 reMorno6MHOBBIX
Lerieil TIpeacTaBiasieT co00l YaCTHBIM MpUMep OEJIKOBOTO CHH-
Te3a B KieTke. I'eHeTmdeckass MHGOpPMALIMS, OIpPeAeIsIonast
TOCJIeTOBAaTETbHOCTh PACIIOI0XEHNSI aMUHOKKMCIIOT B TTOJIUIIETI-
TUOHBIX LensaX, 3akoaupoBaHa B JIHK ¢ momolipio cocTapsio-
IIUX TeHbl ocHoBaHM. 3akimoueHHas B JJHK undopmaius B
Tpolecce TPAHCKPUITIUM TIepenaeTcsl U3 sapa B LIMTOIUIa3My C
ToMolIbio ocpenuuka — uHgopmarmonHoir PHK (nPHK).
IMocnennss nuddyHaupyer B LIUTOIUIA3My M JEHCTBYET Kak
MaTpulia IIJIsI CUHTe3a OejIKa, IMPOMCXOISIIEro B pudOcoMax.
AMVHOKUCIIOTBI, U3 KOTOPBIX 00pa3yeTcsl MOJUMEeNTUIHAS 1IETTb,
TPAHCIIOPTUPYIOTCSI K pUOOCOMaM C ITOMOIIBIO CHeUuUIHON
tpaHcrioptHoli PHK (TPHK), npuyeM GOMBIIMHCTBO aMUHO-
KHCJIOT UMEIOT pasnnuHble Buasl TPHK.

I'eMoBast 4acTb MOJIEKYJIbI TEMOTJIOOMHA CUHTE3UPYETCST OT-
JIEJIBHO C TIOMOILBIO CEPUN PETyJIMPYEeMbIX SH3UMATHYECKUX CTY-
rneHeit. Ha mepBoM aTamne 6MocuHTe3a MOPGUPUHOB B Pe3yiib-
TaTe COCANMHCHUS INTMIMHA C IIPON3BOJIHbBIM HHTapHOﬁ KHNCJIOTHhI
(sHTapHasl KMCIOTa CBSI3BIBAETCS C KO9H3UMOM A ¢ oOpa3oBa-
HUEM aKTHUBHOU ¢opMbl CyKIMHUI-KOA) cuHTEe3upyercs
8-aMUHOJIEBYJIMHOBAsI KHCJIOTA C TTOMOIIBIO (hepMeHTa CHHTe-
Ta3bl 8-aMUHOJIEBYJIMHOBOM KUCJIOTHI (B 3TOM CUHTE3€ y4acTBY-
eT kodepMeHT BUTaMuHa B ,—nupunokcansdocdar). Ha ene-
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IYIOIIEM 3Tarle M3 ABYX MOJIEKYJ 5-aMUHOJIEBYJUHOBOI KHC-
JIOTBI OJjarogapsti (bepMeHTY Oeruapasbl 8-aMUHOJEBYIMHOBOM
KUCIIOThI  00pa3yeTcst mopGOoOMIMHOreH. 3aTeM M3 4YeThIpex
MOJIEKYJT TTophoOMIMHOTeHa 00pa3yeTcsi BHavYaie ypornopdu-
PUHOTEH, 3aTeM KOMPOMOPp(MUPUHOTEH MPH y9acTuu epMeHTa
IeKapOoKcuiaassl yporopdupuHoreHa. M3 konponopdupuHo-
reHa ToJ BIUSHUEM JeKapOOKCUIa3bl KOMPpONophupruHOreHa
CHHTE3UPYETCS MPOTOMOPMUPUH, KOTOPHIN, COSANHSISCH C Ke-
ne3oM, obpasyer reM. CoeaHeHHUE MPOTONOPGUPUHA C Kele-
30M OCYUIECTBIIIET (PEpMEHT reMCUHTETAa3a.

Tunbl remornoduHa

B sputponuTax sMGproHa, Tutona, pebeHKa U B3pOCIOro uelio-
BeKa B HOpPME MOTYT OIpeAeNiIThbCSl 6 TUIIOB TeMOIJIOOMHA:
aMmbpuoHanbHbI (Gower I, Gower 2 u Portland); detanbHbIiA
reMorioOMH U B3pocible Tuel HbA u HbA,. DnekrpodopeTu-
yecKasl MOIBMKHOCTh TeMOINIOOMHA BapbUpPYeT B 3aBUCUMOCTH
OT €ro XMMUYECKOIl CTPYKTyphbl. Bpemsl TOSIBJIeHUsI TeMOIJIO-
OMHOB B OpraHM3Me U UX KOJIMYECTBEHHBIE COOTHOILIEHUS TIpe/-
CTaBJIeHBbI B Tabia. 3.

OMOpUOHAaJbHbIE TUIILI TEMOIIO0OMHA

Ha panHux crammsx pa3BuTHS 3MOpHOHA YelIOBeKa B KPOBU
COIEPKUTCS ABa TWUIA MENJICHHO MUTPHUPYIOILIEr0 TeMOIJIO0MHA
(Gower 1 u Gower 2) u Hb Portland, snekrpodopernueckas
TMOIBMKHOCTh KOTOpOoro momooHa TakoBoit HbF. ¥V amOpnona
B Bo3pacte 4-8 Hen Hb Gower 1 m Gower 2 COCTaBISTIOT OKO-
10’/ , oT obuero kommuectsa Hb; nona Hb Portland cocrtas-
nser 20 %. K 3 mec recraium JaHHBIE TeMOIIOOMHBI ITOCTETICH-
HO HCYE3aIoT.

DdeTanbHBIE TUITHI TEMOTJIOOMHOB

K 8-HemenbHOMY CpPOKy recTalvy TOMUHHUpPYIOLIMM TuiioM Hb
craHoButrca HDOF, xoTophlil y 1uioga B Bo3pacte 6 MeC COCTaB-
asger 90 % ot obumero koimmdectsa Hb. 3arem ormevaercs
nocreneHHoe cHkeHue ypoBHsa HbF u K MOMeEHTY poxXneHus
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OH cocTaBysieT 0Kojio 70 % ot obliero KonnuecTsa. B mocTtHa-
TaTbHOM TIEPMOJIE YPOBEHb €ro OBICTPO CHMXKaeTcs (Mpuoau-
3UTeNIbHO Ha 3 % B Hedemo) U y pedbeHka 6—I12 Mec oOHapy-
JKUBAIOTCSl JIIIL €ro Ciedbl. Y JeTeil crapilero Bo3pacTta U
B3pocabix HbF cocrasnser Menee 2 %. HbF rereporeHeH, mno-
CKOJIBKY COAEPKUT 2 THUIIA y-lLIeTeil, CUHTE3 KOTOPbIX KOHTPO-
JIMpyeTcs AByMs HA0OpaMM T€HOB. DTU LIEM Pa3InJaloTcs MpH-
cyrctBueM B mo3unuu 136 ocratkoB mmmuuHa (Gy) au6o
anaHuHa (Ay). ¥ HOBOpoXneHHOro cooTHoiieHue Gy u Ay co-
crapisier 3:1.

Tab6auua 3
Tumbl reMOIJIO0MHA B OHTOTeHe3e YeJIOBEeKa
Tun Hb | Llenu Bpemsa nousienun Copepxanne, %
riobu- Y HOBOPOXK- Y B3poc-
HOB AEHHOTO Jioro
Gower I | &g, B 3mGpuonansHOM
nepuoje (nepssie
HECKONbKO HENeNb L i
GepemenHocTH)
Gower2 | oue, To xe — £h
Portland | &5y, re - -
HbF Ya 2-i mecau Gepemen- 70 Ho 2
HOCTH; K 6 Mec mocne
poxaenus pebenka
JIOCTHT3eT YPOBHA
B3pocnoro
Hb A P Y nnona comepxuTCs 30 95-98
B MHHHMANBHBIX (5-45)
KONMYECTBaXx.
Jocturaer yposus
B3pOCIBIX ¥ pebenka
3—6 Mec Ku3HH
Hb A, [ To xe - <0,5 2-3

B3pocabie TUIIBI TeMOTJIOOMHOB

Cunre3 HbA HaumHaercss ¢ 9-HemenbHOro cpoka recTaiuu, Y
miofga B Bo3pacte 6 Mec ompeaeisiercs okono 5-10 % HbA. B
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nanbHeinmeM KonuuectBo HDBA yBenmnuuBaeTcss U1 K MOMEHTY
poxaeHus coctapiseT npubausuteabHo 30 %. HauuHag ¢ nep-
BBIX HeZesb ITOCTHATATbHOM KU3HU pedbeHka cuHTe3 HbBA pesko
yBeJIMYMBaeTcs1 U K 6-mecsuHoMmy Bospacty nojis HbA cocras-
nsiet 95-98 %. HbBA, Kk MOMeHTy poxIeHust pebeHKa orpenessi-
eTcsl B BUJE CJIeNOB, K BO3pacTy 1 Troma JOCTUTaeT HOPMBI U
cocTaBiseT 2—3 %. Ha mpoTsokeHMmM BCeil XKU3HU COOTHOILLIEHHE
HbA u HbAj B Hopme coctaBnser 30 : 1.

N3meHeHna reMornoOMHOB Npu
naronorum

HauGosnee 4yacTo BBISIBISIIOT MaTOJOTUYECKOE TOBBIIICHUE YPOB-
Hsa HbF. Tak, y M1 reTepo3UroTHbIX M0 |3-TamacceMuyt (HOCH-
Teau reHoB P-tamaccemun) ypoBeHb HbF B moctHarambHOM
TepUoAe CHIDKAETCS MEUIEHHO; Y TIOJIOBUHBI U3 HUX B MOCTe-
JyIOILLIe TepUOAbl YPOBEHb ero mnpesbimaer 2 %. s romosu-
TOTHOM TajlacCeMUU U HacjiemyeMoii (hopMbl MEPCUCTUPYIOIIETO
¢eTanbHOro reMorjaoorMHa XapakTepHbl BbiCOKMe ypoBHU HbF.
Vposenb HbF Takke OOBIYHO TOBBIIIEH Yy OOJBHBIX I'€éMOIJIO-
ouHomnatusmu ¢ nopaxenueMm p'-ueneir (Hb SS, SC u npyrue).
VmMmepenHoe nosbiieHne HbF Habmomaercs mpu arutactuyec-
KUX aHeMUsIX, Jieiiko3e (3TO CBSI3aHO C MPUCYTCTBUEM MaJlouuC-
JICHHOH TOIMYJISILMA 3PUTPOLIMTOB, COAEPXKAIUX YBEIMUYEHHOE
komuuectBo HbF). Ilpu cuHapomax a-TajiacceMuu MOTYT BCTpe-
yaTtbcsl TeTpamepsl y- (y, wiu Hb Bart's) wim p*ueneit (P, win
HBbH).

VYposenbr HbA, usmensiercst peaxo. IlpeBblilieHUE BepxHen
rpaHuLbl HOpMBI (3,4 %) BcTpewaeTcsl y HocuTeseil reHa P-ta-
JlacceMud U OOJIbHBIX METajio0JIacTHOM aHeMuell BCJIENCTBUE
HEJOCTaTOYHOCTH BUTaMMHA B, wim posnmesoit kuciaorel. CHU-
kaetcsl yposeHb HDBA, nmpu xenezoneduLUTHON aHeMuM U
a-TaJlacCCeMUM.



rNABA 2

Bo3pacTHble 0CO0OEHHOCTH
nokasareneun nepudpepunyeckoun
KPOBU Y 300POBLIX AEeTEN

Mepuop HoBOpOXAEeHHOEe™

B kpoBu HOBOPOXIEHHBIX JETEil BBICOKO COACPXKAHME SPUT-
POLINTOB M TE€MOIJIOOMHA, 3HAYMTEJBHO IPEBBIIIAIONIEE TaKO-
Boe y Oojiee crapmmx nereil. KommuecTBo 3pUTPOILIMTOB CO-
crapisier 5-7 x 10"°/n, ypoBeHb remorno6una 180-240 r/i,
OCHOBHYIO ¢pakiinio reMorioonHa npencrasisier HbF — 80 %.
3aTeM B TeYeHME BCEro IepHoia HOBOPOXACHHOEe™ ypOBEeHb
TeEMOIJIOOMHA M YMCJIO SPUTPOLIMTOB IOCTEIIEHHO CHIKAIOTCH,
K KOHIIy IIepBOTO MecsIa XM3HM KOJMYECTBO 3PUTPOIIMTOB
CTAaHOBUTCSA PaBHBIM B cpemHeM 4,7 x 10°/1, a ypoBeHb Te-
MorinobuHa — 156 r/n.

B meprione HoBopoXneHHOEe™ OTMEUYeH BBIPAXKCHHBINA aHU-
30IIIATO3 IPUTPOIIUTOB — AWMAMETP 3PUTPOILIUTOB BapbUPYET
ot 3,25 mo 10,25 mxM. CpemHue IToKa3aTeld TPEBBIIIAIOT Ta-
KOBBIE y B3POCJBIX M COCTaBISIOT 8-8,2 MKM. CpemHnit o0beM
¥ TOJIIIIMHA 3PUTPOIIUTOB TAKXKE OOJBIINE, YeM y B3POCIBIX —
100-106 MM’ 1 2,2-2,3 MKM COOTBETCTBEHHO.
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KpoBb HOBOPOXIEHHBIX JAETEN XapaKTEPU3YETCS BLICOKUM
colepxaHueM petukysouuToB — oT 10 go 50 %o. B mepu-
depruyecKoil KpOBU TaKXKe MOTYT BCTpedaTbcs 0o0Jjiee MOJIO-
nple GOpMbl — HOPMOLIHTHI. K KOHIy mepBoil Hemean KOJIM-
YeCTBO PETUKYJOLMTOB yMeHbIIaeTca go 7-10 %o. lLlBero-
BOM MOKa3aTeJb B IMEPUOJE HOBOPOXIEHHOE™ cOCTaBIIIET
1,0-1,1-

3HAYUTEJIBHO KOJIEDIETCS YUCIO TPOMOOLIMTOB B IIEPBLIE YAChI
Xun3Hu pedeHka — ot 140 x 10°/1 no 450 x 10°/n, oTMeuaetcst
BBIPAXXEHHBII aHU30LIMTO3 TPOMOOIIMTOB ¢ HATMIMEM TMTaHTCKMX
¢opMm. K KoHIy rieprona HOBOPOXIeHHOe™ 3TU BJIEHUS HcYe-
3aI0T.

KonanyecTBo JIeiiKOLIMTOB 3HAYUTENLHO BbILIE, YEM Y B3POC-
JabIX, U Kojebnercs or 10 mo 20x10°/1. MakcuMabHBIi
JIEAKOLIMTO3 HAOIIONAIOT B IIEPBBIE YaChl I1OC/IE POXKIECHUS, 3a-
TEM YKCJIO JIEUKOLIMTOB MOCTEINEHHO YMEHBIIAETCS M K KOHILY
nepBoil Hemeau coctapisger 10 x 10°/1. 3aTeM BHOBb BO3HU-
KaeT HeOOJIbLIOE MOBBIIIEHNE M K KOHIYy NHepHoa HOBOPOXK-
JeHHoe™ JeiikoLuTsl cocTaBisiior 12 x 10°/1. B neitkouurap-
HOI (bopMyJie NPU POXIEHUM NPe0dIagaloT HEUTPODHIbI —
60-70 %, HabGaIOHAETCS CIBUI BJIEBO A0 MUEJOLIMTOB, MHOIAA
npoMueaouuToB. Yuciio TMMGOLIMTOB MPU POXIEHUU COCTAB-
nger 20—30 %. K KOHIy NepBBIX CYTOK KOJIMYECTBO HEHUT-
PO MIbHBIX JIEMKOLIMTOB HAYMHAET IMOCTENEHHO YMEHbIIATHCS,
OJIHOBPEMEHHO yBeIMYMBAETCS Ynciao JuMpouuros. K 5—7-my
IIHIO TIPOMCXOIMT TaK Ha3bIBa€MbII ITEPBbI MMEPEKPECT KPUBOM
HENTPO(PUIBLHBIX TPAHYJIOLXTOB Y TMM(OLIUTOB, KOIIa IPOLICHT-
HO€ OTHOLIEHME MX CTAaHOBUTCS PaBHBIM U COCTaBJSET
43-45%.

B manbHeleM Ha TPOTSDKEHUU TepUOaa HOBOPOKIEHHOC-
TH B NepudeprIecKoil KPOBU KOJTNIECTBO TUM(MOLIUTOB YBEJIH -
YUBAETCSI, a HEUTPOMPUILHBIX T'PAaHYJOLUTOB YMEHBIIIAETCS.
K koHn11y mepriofa HOBOPOKIEHHOCTH TTPOMUETIOLUTHI U MUEJIO-
LIMTHI MCUE3al0T U3 TieprudepruecKoil KpOBH, a OCTAlOTCS B OC-
HOBHOM CETMEHTOSIIEPHbIE HEUTPOGDUIIBI U HEOOJTBILION TTPOLIEHT
MaJIOYKOSIEPHBIX HEUTpodmioB. KoamuecTBo MOHOLIUTOB TTOCTIE
poxmeHnst Konebnercs mo 10 %, B TedeHMe TEepBBIX IBYX He-
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IIeJTb SKU3HU OTMEYaeTCsT He3HAYMTENbHBINM pocT. Ynciao 303u-
HODWIBHBIX TPAHYJIOLKUTOB ITOC]E POXKIECHUS MOXKET COCTaB-
716 oT 1 1o 10 %, HO yXe B MepBble JHU TOCTUTAET OOBIYHOTO
ypoBHS. B0o3MOXXHO Ham4re MOIOOBIX GOpM 303MHOMMIBHBIX
IPaHYJIOLUTOB — METaMUEJIOIMTOB, MUEIOLIMTOB, KOTOphIe K
KOHIIy TIeprofa HOBOpOXIeHHOe™ yXe He BCTpedaloTcs. ba-
30(MITbHEIC TPAHYIOIUTEI MOXHO BBIIBUTH B TIepr(pepuIecKOi
KPOBU Cpa3y Tocje POXICHUS, B TOCICAYIONEM OHU BCTpeYa-
I0TCd penKo. Y HOBOPOXIECHHBIX B TeprdepuIecKoil KpOBU
HepeaKo 0OHAPYXMBAIOT TIa3MaTHIeCKUe KICTKU, SBIISIOIIC-
¢S TIPOM3BOTHBIMU B-T1MbOIUTOB.

CKOpOCTh OCeaHUsI IPUTPOIIUTOB Y HOBOPOXKIEHHBIX COCTaB-
JsieT 2—3 MM/ 4.

KpoBb geteil nepBoro roga XXusHu

CHIXeHMe KOJMYecTBa TeMOMIOOMHA U 9PUTPOLIMTOB, HavyaB-
1eecsl B Mepuoie HOBOPOXAeHHoe™, mpopoikaeTcsl y netei
MepBbIX MecsleB XU3HU, JOCTUras B Bo3pacTe 3 mec ¢Gu3no-
JIOTUYECKOTO MUHUMyMa, — <«(DU3UOJOrnYecKass aHeMMUs».
DPUTPOLIUTHL IIPU 3TOM MOIYT cHIKaThes 10 3,0 x 10'?/1, re-
MoroouH — 10 90 /71, peTUKyIoUMTE — 10 2 %o. Bro
MOATBEPXKIAET MPEANOJIOXEHUE O TOM, YTO B OCHOBe (pusuo-
JIOTUIECKOTO CHIDKEHHSI YPOBHS 3PUTPOIIUTOB JIEXKUT (HHU3NO0-
JIOTUYeCcKasl He3peaoCTh 3PUTPOUTHOIO POCTKA KOCTHOTO MO3-
ra (HemoCTaToOK 3pUTPOIIOSTUHOB, CIa00 pa3BUThIE PELICHITOPHI
KJIETOK-TPENIIECTBEHHULL K 3PUTPOIO3TUHAM, WHTEHCUBHBIN
pacnan 3putpouuToB, comepxamux HbF). Bo BropoM momy-
TOOUM XU3HU KOJMYECTBO 3PUTPOLIUTOB MoBbILIaeTCs 10 4,0-
4,5 x 10"/n, comepxaHue remormobuHa — o 110-120 r/x,
PETUKYIOIUTOB — 10 5-10 %o0. OmHaKo y YacTH JeTell B CBSI3U
C MHTEHCUBHBIM POCTOM pebeHKa W HENOCTAaTOYHBbIM 3K30TeH-
HbIM O0ECTeYeHUEM €ro Keje30M, OOYCIOBJIEHHBIM OCOOEHHO-
CTSIMU BCKapMJIMBaHUsI, MOXET Pa3BUThCS XKeJie3oneduinuTHas
aHeMusI.

V neteif TiepBOro Toia yKe HeT BBIPAXKEHHOTO aHM3OILIMTO3a
SPUTPOLINTOB, TTPe0GIamaroT MaKPOITUTHI.
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KonuuectBo TpoMOOLIMTOB B Mepuepudeckoil KpoBU CTa-
6uIbHO 1 cocTapisieT 180-350 x 10°/11; aHM301MTO3, UMEBILIMIA-
csl B IEpuo/ie HOBOPOXIEHHOE™, yKe HE OTMedaeTcsl.

KonuyecTBo JIeliKoUTOB y JIeTeil IepBOro rofa XXU3HU KO-
JiebsieTcsl B IIMPOKUX Tpeaesiax, OHO HECKOJIBKO BHIIIEe, YeM B
Gosiee craplieM Bo3pacTe, M cocTasasier 10-12 x 10°/1.

C 4-6 mMec B seiikoLUTapHOM (PopMyIie MpeodIagaroT JIUM-
douutel — 60-65 %, HelTpOPUIbHBIE TPAHYIOLIMTHI COCTAB-
qsoT 25-30 %. Cpenn HERTPOMUILHBIX I'PAaHYIOLMTOB OC-
HOBHYIO 4YacCTb COCTaBJISIIOT CETMEHTOsIAepHbIE (OPMBI,
MMPOMUEJIOIUTHI ¥ MUEJIOLUTHI B MepUdepuvecKoil KpoBU 3110~
POBBIX JeTeil He BCTpedaloTcsl. D03MHOGUIbHBIC IPaHYIOLIM-
Thl 1 MOHOLIUTHI B KOJUYECTBEHHOM OTHOIICHUW 3HAYUTE/Ib-
HbIX U3MEHEHUI HE MPEeTEePIIEBaIOT.

CKOpOCTb OCeIaHUs SPUTPOLIMTOB COCTaBIsAET 6-8 MM /4.

KpoBb peteu crapwe ropa

B koHIIe mepBoro roga Xu3HU KOJWYECTBO SPUTPOIIUTOB, Jieii-
KOLIUTOB Y TPOMOOLIMTOB CTAHOBUTCSI OTHOCUTEJIBHO ITOCTOSTH-
HbIM U COCTaB Tepudepryeckoil KpoBU IMOCTENEHHO Mprodpe-
TaeT YEPThl B3POCJIbIX JIIOACH.

B Bo3pacTte mocie roma 3pUTPOUUTHI cocTaBisoT 4,0-
5,0 x 10"/1, remorno6un — 120-160 r/a, peTUKYIOLUTHI 5-
15 %o0. OnTuManbHbIi ypOBEeHb CYTOYHON MPOAYKIIMU U TEMO-
JIN3a DPUTPOILIMTOB YCTaHABIMBAETCI K 5-6 rogaM >KU3HM;
JMaMeTp PUTPOLIMTOB CTAHOBUTCS TaKUM e KaK Y B3POCIbIX
yXe B 3-4 roma, OO 3TOro Bo3pacTa B KPOBU IIpeoOJIagaloT
MakpouuThl. LIBeTHOIT TToka3aTesib HaxonouTcs B Tmpeaenax 0,85-
1,0.

KonnyectBo TpoMOOuUTOB HaxoguTcs B Tmpenenax 180—
350 x 10°/x.

IMocne roma KOJWYECTBO JIGMKOLIMTOB B KPOBM JeTel CO-
CTaB/IsieT MPUOINU3UTENbHO, KAaK U Y B3pocibix, 4-9 x 10°/x1.
ITpoucxoauT u KauecTBEHHOE M3MEHEHUE cocTaBa Oeoll Kpo-
Bu. [locie roga yucio TUMGOIMTOB HaYMHAET YMEHbIIIAThCS
M OJHOBPEMEHHO BO3pPAcTaeT YMCIO0 HEUTPOMPUIbHBIX TpaHy-
JIoUMTOB. B X0me 3TOro mpoliecca B BO3pacTe 5-6 JIeT CHOBa
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OTMEUAIOTCS paBHbIC UX KOJIMYECTBA (BTOPOii nepekpect). OKOH-
yarebHOE comepkaHue HelTpoduios 60-65 % u muMbOLIUTOB
25-30 % ycTtaHaBIMBaeTCsl B MpPEMyOepTaTHOM WJIM ITy0epTaT-
HOM BoO3pacTe. Y 3I0pOBBIX AeTeit crapiue 1 roma u3 nepude-
pUUYECKOI KPOBU MCUE3AIOT U TJIa3MaTUYECKUE KICTKMU.

IMokazaTtenu reMorpaMMBbl Y 3I0POBBIX IeTell Pa3IMIYHOTO BO3-
pacTa TpeAcTaBiieHbl B Ta0J. 4-9.

Tabauua 4
HeKOTOpble nmoxka3sarTteJ/ii reMorpaMmMbi

Y HOBOPOXKIEHHBIX JeTel
[Typ A. ®@., IIla6anos H. I1., 1970]

Bo> DpuTpo- lemo- | TpomGo- | Jleiiko- | Peruky- | CO3,
pacr, LHUTHI, [JIOOUH, LTI, LWTBI, | JIOUUTHL, | MM/4
JIHH 1x10%/x /1, 1x10/n | 1xWin %

luac | 5,23-6,65 | 185-231 | 180-366 | 11,6-204 | 1,3-4,3 1,6-34

1 | 6,41-6,77 | 192-232 | 217-437 | 114220 | 1,143 | 1,1-39

2 5,39-6,71 | 185-223 | 194-422 | 10,1-19,9 | 1,1-3,7 | 13-43

3 5,24-6,60 | 186-230 | 1937407 | 7,8-15,2 | 1,0-3,0 | 12-4,0

4 5,12-6,48 | 184-224 | 186-382 | 7,6-13,6 | 0,8-2,6 | 1036

5 5,11-6,37 | 175-213 | 185-359 | 7,9-13,7 | 0,6-1,8 | 1,1-4,1

6 5,03-6,27 | 178-212 | 209-391 | 8,3-14,7 | 0,5-1,7 | 13-4,1

7 5,06-6,22 | 175-219 | 199-401 | 8,1-14,3 | 0,4-14 1,1-43

8 4,99-6,19 | 174-216 | 188-372 | 8,2-14,0 | 0,4-1,2 | 1,5-5,

9-15 | 4,81-6,01 | 168-208 | 208-410 | 8,4-14,1 | 0,4-1,2 1,9-6,1
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Tab6auua 5

JleiikomrapHasa ¢opMyia KpoBH HOBOPOKIEHHBIX,
[Typ A. @., labanos H. I1., 1970]

Bospact | Mueno- Mera- Manouko- | Ce
rvento- | Jiumbounts | MoHounrn So3uno- B

UHTHI | MHeJIoUMT siepHbie | s o

| . epH epHbIe Guam Puan
:-ii yac 04 04 0,5-11,3 51.4-720 16,1-33,3 3,1-9.5 1,0-5,0 0-1
2-: JieHb 0-1,5 04 08-12,4 49,6-72,8 15,5-31,7 4,1-10,5 0,7-3,5 0-1
3-,1 ZieHb 0-2,5 0-5 0,5-11,3 46,9-69,1 18,6-34.8 4,7-12,1 0,8-5,0 0-1
4:5& JeHb 0-1 04 1,0-6,6 41,5-63,5 21,9-40,3 5,9-14,3 1,7-5,7 0-1
: JeHB 0-0.5 0-3 12-54 36,0-59,0 26,1-47,1 5,6-15,0 1,6-6,2 0-1
6:: JieHb 0-2 04 1,3-5,1 324-54,0 | 30,7499 6.4-14.4 1,8-6,0 0-1
= AeHb 0-2 0-3 1,145 40,5~54,5 31,5-53,7 6,8-14,2 1,563 0-1
8-ii JIeHb 0-1 04 1,446 29,0470 36,5-55,1 6,1-14,9 1,7-5,7 0-1
i :t:u 3:(: t 04 1,2-4.6 29,5484 37.0-55.4 6,0-14,2 1,5-5.7 0-1
AHH 0.9-4,1 26,3-47,5 38,0-57,8 6.2-14,8 1,9-6,3 0-1

Tab6auua 6

HekoTopble noka3aTe/iM reMOrpamMMbl y 37I0POBBIX JieTeil B Bo3pacte 1—12 mecsues
[Typ A. @., lla6anos H. I1., 1970]

Bo3pacr, | SpHMTpOUMTEI, FemornoGun TpomGouurel, Jleiikouursi, Pernxynoun- | CO3, mm/uac
mec 1x10%a r/a, 1x10°a 1x10%a i, %

1 4,1-53 124-166 214-366 7.6-12.4 0,49-1,09 3-7

2 3,648 110-148 207-373 7.2-11,6 0,57-1,33 4-8

3 3,8-4.6 111-135 205-395 7.3-11,1 0,51-1,25 5-9

4 4,048 112-132 205-375 7,1-11,5 0,39-1,13 4-10
5 3,745 112-132 203-377 6,6-11,6 0,45-1,01 4-10
6 3.84.6 115-135 206-374 6,7-11,3 0,39-0,97 5-9

7 3,84,6 111-129 215-365 6,6-11,4 0,44-1,12 5-11

8 3,8-4,6 110-130 199-361 7,2-114 0,45-1,09 S 4-10
9 3,8-4.6 110130 205-355 7,1-10,9 0,45-1,16 4-10
10 3,846 110-130 203-357 6,8-11.4 0,44-1,04 4-10
11 3,94,7 110-130 207-353 7,0-10,8 0,43-1,07 5-9
12 3,947 109-131 \ 218-362 6,8-11,0 0,41-1,17 4-10




Tabauua 7

JleiikonurapHast opmyJia y 300pOBBIX AeTeil B Bo3pacre 1-12 mecsaues, %
[Typ A. ®@., a6anos H. I1., 1970]
Bo:pe:c-r, Heiitpoduam JiambpounTe Monounts So3uHoduasl
Nano4KoaaepHele CerMeHTOAIEPHbIE
! 09-3.1 17-39 46-70 42-11,8 1,8-6,2
2 0.9-3,1 16-34 52-72 44-116 1-5
3 0.8-32 18-36 51-71 4-10 1-5
4 1.0-3,0 19-39 48-68 3,7-10,3 1-5
5 0,9-3,1 21-39 48-68 3,7-10,3 1-5
6 0,8-3.2 20-40 47-69 3.9-10,1 1-5
7 0,9-3,1 20-40 48-68 4-10 1.9-5.1
8 0.8-3.2 21-43 45-67 3,8-102 1-5
9 0,8-3,2 22-42 46-66 4-10 1-5
10 0,8-3,2 24-44 44-64 4-10 1248
1 0.8-3.2 25-43 43-65 4-10 09-5,1
12 0,8-3.2 23-43 44-66 4-10 0,8-5.2
Tabauua 8
HekoTtopble moka3zaTeau reMorpaMMbl Y 310POBBIX JeTeil B Bo3pacte 2—15 jer
[Typ A. @., Ia6anos H. I1., 1970]
Boapacrt, | Jpurpountsbi, | I'emorsobun, | TpomGounTsi, JlefikouuTsl, Peruxynouurnl, | CO3, Mm/uac
mec 1x%10'%a r/n, 1x10%a 1x10%a %
2 4,044 110-132 208-352 6,6-11,2 0,34-1,0 5-11
3 4,044 111-133 209-351 6,3-10,7 0,33-1,03 5-11
4 4,044 112-134 196-344 6,0-9,8 0,38-0,96 6-12
5 4,044 114-134 208-332 6,0-9.8 0,30-0,96 5-11
6 4,1-4,5 113-135 220-360 5,8-9,2 0,36-1,04 5-11
) 4,044 115-135 205-355 5.9-9.3 0,25-0,97 6-12
8 4,2-4.6 116-138 205-375 5,7-89 0,38-0,98 5-11
9 4,145 115-137 177-343 5,7-8,7 0,38-0,82 6-12
10 4246 118-138 211-349 5,8-8.8 0,32-1,0 5-11
11 4,2-4,6 114-140 198-342 5,4-8,8 0,38-0.94 4-10
12 4,2-46 118-142 202-338 5,6-8,6 0,36-0.86 5-11
13 4,2-4.6 117-143 192-328 54-8,0 0,34-0.94 6-10
14 4.2-46 121-145 198-342 54-8.2 0,31-0,89 4-10
15 44438 120-144 200-360 5,5-8.5 0,36-0,84 5-11




Tabauua 9

JleiikonmTapHas (popMyJia y 3M0POBBIX JeTeil B Bo3pacte 2—15 jer, %

[Typ A. @., lacanos H. I1., 1970]

Bospacr, Heiitpoguasnt JIumdounte MouounTsl Jo3unoPpHALI
Fois MNAJN0MKOAAEPHLIE CerMeHTORAepPHbIE
2 1-3 28-48 37-61 5-9 17
3 1-3 32-54 34-56 4-8 LY e
4 24 34-54 33-53 4-8 2-6
5 * 33 35-55 33-53 3-9 2-6
6 1-3 38-58 30-50 3-9 2-6_
7 1-3 39-57 32-50 48 -5
8 1-3 41-59 29-49 4-8 £ %
9 1-3 43-59 30-46 4-8 1,5-4.5
10 1-3 43-59 30-46 4-8 1-5
1 1-3 45-57 30-46 3-9 1545
12 1-3 44-60 29-45 4-8 is ©
13 1-3 45-59 30-44 48 08 &
14 1-3 46-60 28-44 4-8 3-8 7
15 1-3 45-61 29-45 3-9 1-5




OcobGeHHOCTU nNoKa3aTenen
nepudepuyeckoin Kposu
Y HeOHOLUEHHbIX AeTeun

KommuecTBO 3pUTPOLIMTOB W TEMOTIIOOMHA OOBIYHO COOTBET-
CTBYeT IOKa3aTeJsIM y IOOHOIIECHHBIX IeTel, XOTSI MOXKET
OTMEUYaThbCsT HEKOTOpPOe CHIKEeHWe 3TUX IapaMmeTpoB. Cpe-
oM (Qpakmuii TeMorioOMHa y HEJOHOIICHHBIX IeTeil OTMe-
JaeTcsl YBeJIWYEHHE MeETreMoOTrsIoOMHa. XapaKTepHBIN TIph-
3HAaK KpacHOW KPOBU HEJOHOIIEHHBIX IeTell — yBeIWdeHUe
MOJIOABIX 3PUTPOMIHBIX 3JIEMEHTOB: PETUKYJIOLMTOB, HOP-
MOLMTOB U Jdaxe mnosiBieHUe »spurpobsiactoB. Habmo-
nmaroTcs 0ojiee BBIpaKeHHBIE, YeM Y JOHOIIECHHBIX, aHN30IIN-
TO3, TOJIMXpoMasusg. Y 4YacTH HEJOHOIIEHHBIX NIeTeil Ha
3-4-M MecdIe XW3HW pas3sBUBAeTCS IMO3MHSASA aHEeMHUS HeIo-
HoOIIeHHBIX. OTHOBPEMEHHO C pa3BUTHEM aHEMUM CHITKaeTCS
uBeTHO mokasateab g0 0,6-0,7, MOCKOJIbKY OCHOBHBIM
MaTOTeHETUYECKNM MEXaHW3MOM pa3BUTHUSI aHEMWU SIBIISIET-
¢ JeUIINT Xeie3a. AHM3OINTO3 COXpaHSAETCs IMTENbHO,
Ha (oHe pa3sBUTUI aHEMWU HAOJIOJaeTCs TaKXKe TONKWIO-
LUTO3.

KommuecTBO NEWKOIIMTOB TOCIE POKICHHUS HaXOAWUTCS B
IIMPOKUX TIpenesaxX, OJHAKO YV HEeJTOHOIIEHHBIX JeTel JeHKO-
OUTO3 M HelTpoduie3 MeHee BBIpaXKeHBI, YeM Yy JTOHOIIEH-
HBIX. B meitkomurapHoii (popMyse XxapakTepeH BBIpaskeHHBIN
CIBUT BJIEBO IO TPOMHUENIOIINTOB, a MHOTIIA IO MHUEI00IaCTOB,
a TaKKe OTHOCHUTEIBHO OOJIbIIIOE KOJMYECTBO JUMQOIINTOB,
IpudeM 3TOT MPHU3HAK TeM OoJiee BBIpaxKeH, YeM OOJIbIIIE CTe-
MeHb HeTOHOIIEHHOCTH. B mampHelImeM KOJMYeCcTBO JICHKO-
LIMTOB OBLICTPO YMEHbLIIAETCI KU B TedyeHHe 3-6 Mec ¥y
HEJOHOILIEHHBIX OHO cocTaBiseT 5-6 x 10°/1. 3arem Komu-
YeCTBO JICHKOIIMTOB MOXKET BHOBb YBEJIMUMBATHCS, TOCTUTAS
10 x 10°/n. Ha BTOpOit Hefene XU3HU U3 MepudepruyecKoii
KpOBM HEIOHOIIECHHBIX JeTei OOBIYHO MCYE3aloT ITPOMHUENIO-
OUTHl 1 MUCITOIIATHI.
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KonuyectBo TpomMGouuToB coctasiser 150-500 x 10°/x,
0oJice pe3KO BBIpaXXeH aHM30LMUTO3 TpomOoruToB. Komuue-
CTBO TPOMOOLIUTOB B TEepBbIe 6 MecsleB XKU3HU y HEIOHO-
IIEHHBIX JeTeil MEHbIIe, YeM y TOHOIIEHHBIX; BO BTOPOM IO-
JIyTOIUU Pa3INUMil B COACPXKAHUM HET.



FNABA3

OOwume ceepeHns 00 aHeMuUsx.
Knaccudpukauma anemumn

AHEMUS — COCTOSIHME, XapaKTepu3yIollleecs YMEHbBIICHUEM
colepXaHuUs TeMOIIO0MHA M /MJIA KOJIMYECTBA 3PUTPOIIMTOB
B eAMHMIIE O0beMa KPOBU, IPUBOISINEE K HapyIIEHWIO CHa0-
JKeHUsI TKaHel KHCIOpomoM (TUITOKCHHU). AHeMMeEH cliemyeT
CUMTATh CHIKEHME YPOBHSI 3PUTPOLIUTOB a0 3,8-3,6 x 10"/1
W HUXe, coaepxkaHus reMomtoomHa no 115-110 r/n u
HITXE.

ITockonbKky B OopraHM3Me IPOMCXOOUT ITOCTOSTHHOE WHTEH-
CHBHOE 00pa30BaHME SPUTPOIIMTOB M OMHOBPEMEHHBIN MX pac-
mmaj, IoJ aHeMUel TTOHMMAIOT COCTOSIHUE, XapaKTepH3yolleecs
HapyllleHneM OajlaHca 3PUTPOLIMTOB, TO €CTh CHIDKEHMEM WH-
TEHCMBHOCTM OO0Opa30oBaHUS WM TOBBIIMIEHHOW JEeCTPYKIIME
SPUTPOIINTOB, MO0 coueTaHeM 0bonx (akTopoB. B OOmBIIMH-
CTBE CJIy4aeB KOJMYECTBEHHBIC IIOKa3aTeId TIeMOITIOOMHA M
3PUTPOIIUTOB SIBJISIOTCSI BIIOJIHE AOCTATOYHBIMU IS PacIlio-
3HaBaHUs aHeMUM. TakK KaK OCHOBHOI (DYHKIIMEH SpUTPOII-
TOB M HAXOMSIIETOCS B HUX T'€éMOITIOOMHA SIBJIIETCS TPaHCIIOp-
TUPOBKA KUCJIOpoAa K TKaHSIM, YMEHBIIEHHWE KOJIMYeCTBa
3PUTPOIIUTOB M TEMOIIOOMHA OOYCJIOBJIMBAET pPa3BUTUE TKaHE-
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BOii runokcuu. IIpu 3ToM MMEIOT 3HaYeHUE He TOJBKO CTENeHb
aHEeMUHM, OBbICTPOTA PA3BUTHS, HO U CTENEHb U CKOPOCTh ajar-
TallMi OpraHM3Ma K W3MEHMBIIMMCS YCIOBHSIM CYILECTBOBA-
HUSL.

AHeMUM pa3zHOOOpa3HbI MO STUOJIOTUM, TATOTeHe3y U KIU-
HUKO-TeMAaTOJIOTMIECKUM OCOOEHHOCTSIM; OHU TPEACTABIISIOT
co00l1 He HO30JIOTMYECKYIO €IUHMILY, a CBUAETEIBCTBYIOT O Tia-
TOJIOTUYECKOM TIpoliecce. AHEMUM MOTYT ObITh KaK CaMOCTOSI-
TeNbHBIM 3a00JieBaHMeM (HalpuMep, HACIeACTBEHHBI MUKPO-
chepounTO3, amjgacTUUecKass aHeMuss W Jpyrue), Tak u
CUHIPOMOM pa3JIMYHBIX 3a00JieBaHUi (CUCTeMHBIC 3aboeBa-
HHS KPOBM, CHCTEMHbIE 3a00JIEBAHUS COCIUHUTEIEHON TKAHU U
npyrue). B ¢Bsg3u ¢ 3TMM Bce KinaccuU(UKALMU, MMOCTPOSHHBIE
[0 3TUOJIOTMYECKOMY M MAaTOTeHETUYECKOMY MPUHIUITY, 4Ype3-
BBIUAfHO OOIIMpPHBIE. B HacTosiiiee BpeMsl, KiacCUPULIUPYS
aHeMUU, TPUACPXUBAIOTCS TATOTEHETUYECKOrO TMPUHIIUIIA,
JIexarero B ocHoBe Kiaccupukamuii I'. A. Anexceesa (1970),
B. U. Kanunuuesoit (1983). 1o mexaHu3MaM, TPUBOISIIMM
K aHEMU3alluu, BCe aHEMUU MOTYT ObITh pasle/ieHbl Ha 3 TpyII-
TIBL:

1) aHeMHUM, BO3HMKIIME BCIIEACTBUE HAPYIIEHHOTO KPOBO-
o0OpazoBaHus (Ie(UIIMTHEIE, alIaCTUYECKUE);

2) aHEeMHUH BCJIEACTBUE TOBBIIIEHHOTO Pa3pyLIeHUS SPUT-
POLIMTOB (FE€MOJIUTUYECKHE);

3) aHemMuH, CBA3aHHBIE C KPOBOMOTepeld (ITOCTreMopparu-
YeCcKHe).

Takoe feneHne aHEMMil B OIIPENEIEHHON Mepe YCIOBHO, TaK
KaK HEpEeIKO CYIIECTBYET COBOKYITHOCTbH MEXaHM3MOB, OOYCIIOB-
JIMBAIOIIMX aHEMM3aI1I0, HAIIpUMep, TIPU aruIaCTUYECKON aHe-
MHUM OJHOBPEMEHHO YMEHBIIIA€TCsS aKTUBHOCTb BOCITPOM3BEIE-
HMSI SPUTPOLIMTOB Y CHIKAETCS WX ITPOAODKUTEIBHOCTD KU3HH,
npu B,-neduImMTHBIX aHEMUAX TOBBILICH TEMOJIU3 U Hapyliie-
HO 00pa3oBaHMe HOPMOIIMTOB, MPH XPOHUYECKON ITOCTTeMOppa-
TMYECKON aHEMUH TPOMCXOIUT KPOBOIIOTEPs M pa3BUBAETCS Jie-
GunT XKenesa.

Haunb6omee mompoOHast KiaccuduKkalys aHeMUid pa3padboTa-
Ha JI. Y. Unenbconom (1979).
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1. AHemuu, cBsI3aHHBIE C KPOBOIIOTEPEIA:
1. Octphie mocTreMopparnyeckue aHeMuu;
2. XpOHMYECKUE TTOCTTEMOPParuyecKue aHeMUM.

II. AHeMuu, cBsI3aHHBIE C HapyIIEHHBIM KPOBOOOpPA30BaHU-
eM.

1. AHemuu, cBsI3aHHBIE C HapyllleHMeM 00pa3oBaHUs Te-
MOIJIOOMHA;

1) aHemuu, cBsSI3aHHBIC ¢ AeUIIUTOM XKeje3a (Kee-
301e(UIIMTHBIC aHEMUH);

2) aHeMuH, CBSI3aHHbIE C HapylIeHWEM CHHTE3a WU
YTWIN3AUUKU TTOPOUPUHOB (CUIEPOAXPECTUIECKUE
aHeMuu).

2. AHemuu, cBs3aHHble ¢ HapyieHueM cuHteza [JJHK u
PHK (meranoGmacTHble aHEMUU):

1) aHemuu, cBsi3aHHbIe C AedUIUTOM BUTamMuHa B,
(B,-neduunrtHas aHemust);

2) aHeMMU, CBSI3aHHbIE ¢ JeUIIUTOM (hOJIMEeBOM KuC-
JI0TH ((houeBoaeUIIMTHAS aHEMUSI).

3. AHemmu, CBSI3aHHBIE C HapylIeHUEM IIPOIIECCOB Hesie-
HUST 3PUTPOIIUTOB (AU3IPUTPOTIOITUUECKUE aHEMUM):

1) HacieACTBeHHbIE TU3IPUTPOIIOITUYECKHE aHEMUU;
2) mpuoOpeTeHHbIE TU33PUTPOIIOITUYECKIE aHEMUM.

4. AHemuu, CBSI3aHHBIE C YTHETEHUEM Tpoiudepanu Kie-
TOK KOCTHOTO Mo3ra (arjiacTuyeckue aHeMMU):

1) HacnencTBeHHbIE (DOPMBI;
2) npuobpeTeHHbIE (hOPMBI.
II. AHeMuu, CBSI3aHHBIC C TIOBBIIICHHBIM KpOBEpa3pyIlIeHUEM
(remonuTUYECKE AaHEMUU).
1. HacnencTBeHHBbIE TeMOJIUTUYECKUE aHEMUU:

1) HacaenCcTBEHHBIE TEMOJIMTUUYECKIE aHEMUHU, CBSI3aH-
HbIEC C HapylIeHeM MeMOpaHBl 3PUTPOLIMTOB;

2) HacJIeACTBEHHBIC TEMOJINTUYECKUE aHEMUH, CBSI3aH-
HbBIC C HapylIEHNEM aKTUBHOCTH (DEPMEHTOB IPUT-
POLIMTOB;
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3) HacIeACTBEHHbIE TEMOIMTUUECKIE aHEMUU, CBSI3aH-
Hble C HapylleHWEM CTPYKTYypbl WIA CHUHTE3a re-
MOTJIOOMHa.

2. IlpnobpeTeHHBIC TEMOJTUTUYECKIEC aHEMII:

1) reMoTMTHYECKIE aHEMUU, CBSI3aHHBIE C BO3NEHCTBUEM
aHTUTEeN (M30MMMYHHBIE, TPAHCUMMYHHEIE, TeTepo-
WMMYHHEBIE, ayTOUMMYHHEIE);

2) TeMOJIMTUYECKIE aHEMUHN, CBSI3aHHBIE C U3MEHEHU-
€M CTPYKTYpbl MeMOpaHbI, OOYCIOBJICHHBIM COMa-
TMYecKoir Myrtanueit (0one3nb MapkuadaBbl —
Mukenn);

3) TEMOJIMTUYCCKUC aHEMUU, CBA3AHHBIC C MCXaHNYC-
CKHMM ITOBPEKICHNEM 000J109KH SPUTPOLUTOB,

4) reMOJIUTUYECKIE aHEMUHU, O0YCIOBIEHHbIE XUMUUEC-
KUM TIOBPEXICHUEM 3PUTPOLIUTOB;

5) reMOoJUTHYEeCKe aHEMHUH, O0YCIIOBIICHHBIEC HEAOCTAT-
KOM BUTaMUHOB (neduuut Buramutos E, B,, do-
JINEBOI KUCIIOTHI);

6) reMOJUTUYECKNE aHEeMUM, OOYCIIOBJICHHBIC pa3py-
IIEHUEM BPUTPOLUTOB Tapa3uTaMu (IL1a3MOIMI
MaJISIpUN).

KinHnueckue mposiBieHUST 3aBUCIT OT STHUOJIOTUM, BBIpa-
JKEHHOCTH M CKOPOCTU Pa3BUTHUSI aHEMUM, a TaKXKe OT afariTa-
LIMOHHBIX BO3MOXHOCTE! opraHu3Ma pebeHka. BenenctBue mo-
HWXXEHUS COIepXKaHUSI SPUTPOLIMTOB U TeMOIIOOMHA B KPOBU
HEeN36eXHO BO3HUKAIOT CUMIITOMBI, O0YCJIOBJICHHBIE TKAHEBOM
TMIOKCHE ¥ Ha3blBaeMble oOllieaHeMruecKUMU. Tak, O0IbHbIE
KAJIYIOTCSI Ha CJIaboCTh, BSUIOCTb, ILIYM B yIIaX, TOJIOBOKpYXe-
HHE, OIBIIIKY, OECCOHHMUILY VT COHJIMBOCTD, CyO(heOpHINTET, CHA-
JKEHHYIO TOJIEPAHTHOCTb K (u3mdeckuM Harpyskam. [lpu oc-
MOTpe OOHAPYXMBAIOT OJICTHOCTb KOXU U CIM3UCTBIX 000JI0YEK,
BO3MOXKHA OIYTJIOBATOCTh, MACTO3HOCTD JIMIIA U TOJICHE, TaXu-
Kapausi, TJIyXOCTb CEPACUYHBIX TOHOB, CUCTOJMYECKUI IIyM,
Ha SIPEMHBIX BEHAaX — <IIIlyM BOJYKa», MOXET ObITh pacIlIMupe-
HHME TpaHUII cepalia BIEBO.
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Hapsiny ¢ oblieaHeMUYECKMU CUMITTOMAaMM KaXKIbIi Bapu-
aHT aHEeMUII MMeeT M CBOM XapaKTepHbIE CUMIITOMBI, HATOTHO-
MOHMYHbIE UMEHHO TaHHOMY BHIY aHEMUM.

JlabopaTopHoe oGcnepoBaHne

JIaGopaTopHoe oOcienoBaHuE OOJHLHOTO aHEMHUEW BKJIIOUaeT
onpele/iecHue YPOBHS 3PUTPOLIMTOB, TeMOIIOOMHA, TeMaTOKPUTa,
PETUKYJIOLIMTOB, WHAEKCOB KPacHON KPOBU, CPeIHEro oobema 1
JuaMeTpa 3pUTPOLIMTOB, MOp(MOIOruIecKoe UccieaoBaHue Mas-
Ka nepudeprueckoit KpoBU.

VpOBEeHb BPUTPOLUTOB U I'eMOTIobMHa

B 3aBucumocTtu ot KOHLECHTpal 1 reMorJIoOMHa U KOJIMYeCcTBa
SPUTPOLMTOB B COMHUILIC o0beMa KpOBHM BBLIACJIAIOT TPpU CTCIIC-
HN aHEMUU.

1. Jlerkass aHemusi — coAep:KaHUe TeMOIJIOOMHA B Mpeae-
gax 110-90 r/n, Koaum4ecTBO 3pUTPOLIUTOB CHUXKEHO OO
3,5-3 x10"?/n.

2. AHeMusi CpelHeUl TSXKeCcTU — TeMOIVIOOUH B Ipezesiax
89-70 r/n, KOJIMYECTBO 3PUTPOLIMTOB CHUXKEHO MO 3-
2,5x10" /.

3. Tsoxenast aHemMusi — colepXkaHWE TeMoryioOMHa MeHee
70 r/a, YMCIO IPUTPOLUTOB MeHee 2,5 x 107/1.

FemaTtokpur

JlaeT mpeacTaBiieHWE O COOTHOILICHMM MEXAy OOBeMOM ILIa3-
Mbl U 00bEMOM (POPMEHHBIX 3JIEMEHTOB KPOBU.

BenvunHa remaToKpuTa y AeTeil pa3HbIX BO3PACTHBIX TPYIII
npenacrasieHa B Taou. 10.

YT00bI MpaBUILHO OLICHMBATh MOKa3aTe/lb TeMaTOKpUTa, He-
00XOIMMO YYMUTHIBaTh BIMSIHUE HA HEro COOTHOIICHUSI oObeMa
TJ1a3Mbl KPOBU M 9PUTPOLIUTOB.
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Tabauua 10

I'eMaTOKpUTHAS BEJIMYMHA M IPUTPOIMTOMETPHIECKHE
MOKA3aTe)IM Y 3[I0POBBIX JeTeil pa3iMJHoro Bo3pacrta

Tomoposa U., 1973)

(110 06061IeHHbIM JaHHBIM Typa A. ®@., 1970;

Bos- I'emato- | Cpemnmii | Cpennmii | Cpennsisi Cpennee

pacr KPHUT, | auMaMerTp | o0beM TOJMIMHA | coaepKaHue

I/n SPUTPO- | 3PHUTPO- 3pUTPO- reMorJioouHa

Ta, 1UTA, muta, MKM | B 1 aputpo-

MKM MKM’ nure, nr
Hogo- 0,57 8,12 106 2,0 36
POXIEH-
HbII

1 neHb 0,56 7,92 106 2,0 36
2 IHS 0,55 8,1 105 2,3 35
3 aHs 0,55 8,08 103 2,3 35
4nHs 0,55 8,2 103 2,3 35
5 nHei 0,53 8,2 103 2,3 35
6 nHei 0,52 8,16 103 23 35
7 nHeit 0,50 8,14 98 2,3 35
2 Hex 0,47 8,14 90 2,3 34
1mec 0,45 7,83 90 2,3 33
2Mmec 0,39 7,5 80 2,3 33
3 Mmec 0,37 7,45 80 2,3 34
4 mec 0,36 7,4 80 2,3 34
5mec 0,36 7.4 77 2,3 34
6 Mec 0,36 7,35 77 2,3 33
8 Mec 0,36 7,35 78 2,1 33
10 mec 0,35 7,3 77 2,1 32
12 mec 0,35 7,0 77 2,1 32
2 roma 0,36 7,26 80 2,1 34
4 rona 0,37 7,3 80 2,2 34
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Okonuanue maba. 10

Bos- I'emaro- | Cpennuii | Cpennuit | CpenHss CpenHee
pact KPHT, IUaMeTp 00BeM TOJNUIMHA | CcoAepXaHue
YA SPUTPO- | BPUTPO- 3PUTPO- reMorjioouHa
1LIMTa, LuTa, 1uTa, MKM | B 1 aputpo-
MKM MKM’ LuTe, 1T
6 ner 0,38 7,3 80 2,2 34
8 ner 0,39 7,34 80 2,1 34
lner 0,39 7,36 80 2,1 34
12 ner 0,39 7,4 82 2,0 34
14 ner 0,39 7,5 82 2,1 34

Tak, HanpyuMep, TIPU CTYILIEHUU KPOBU (ITOHOC, PBOTAa) 00BEM
SPUTPOLIUTOB YBEIMIMBAETCS 3a CUET YMEHBIIIEHHUsT 00beMa I11a3-
MBI, a He BCJIGACTBHE YBEJIMUEHUS JEMCTBUTEIILHOTO YHC/IA SPUT-
POLIMTOB B KPOBU. BenuunmHOI reMaToKpuTa MOJb3YIOTCS IS
pacueTta MacChl 3pUTPOLIMTOB, LIUPKYIUPYIOIIUX B KPOBU, U He-
KOTOPBIX APYTUX MoKa3aTeseil KpaCHOM KpOBH, HAIIpUMEp, Cpell-
Hell TIPOLIEHTHOM KOHILIEHTPALIMU TeMOIIOOMHA B OTHOM 3PUT-
pPOLIUTE U CPeTHEro 00beMa OJHOTO SPUTPOLIUTA. -

CopepxaHue peTUKyJIoLUTOB

B 3aBucumocTy OT (PyHKIIMOHAIBLHOTO COCTOSIHMSI KOCTHOTO
MO3Ta, €ro CIIOCOOHOCTU K pereHepallid M KOMITEHCALIUU BbIfie-
JISTIOT CIIEAyIoe aHeMUMU.

1. PereHepatopHble — peTuKyaouuro3 or 15 no 50 %,
(1,5-5%).

2. T'uneppereHepaTopHble — PETUKYJIOLUTO3 CBbIIIE 50 %0
(6onee 5 %).

3. T'uno- wnm apereHepaToOpHble — HU3KUIA PETUKYJIOLM-
TO3, HeaJeKBaTHBIN CTEIEHM TSKECTH aHEMUU WA OT-
CYTCTBHE PETUKYJIOLUTOB B TepudepruecKoil KpoBU.

Jns cyxmeHus o6 aIeKBaTHOCTH OTBETAa KOCTHOTO MO3ra C
MOIPaBKOM Ha TSLKECTh aHEMUM MOXKHO BBIUMCIUTH PETHKYIIO-
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LIMTAPHBIA MHAEKC (HOPMAaJIM30BaHHOE KOJMYECTBO PETUKYJIO-
LIUTOB).

PU = xonuyecTBO pETUKYJIOLUUTOB X———OJbHOTO
HopMaJibHbIN Ht

VY 3nopoBeix moneii PU paBen 1,8; y OOJBHBIX ¢ aHeMUEH
PU Gonee 3 cooTBETCTBYET aleKBATHOMY OTBETY KOCTHOTO MO3ra
Ha aHEMUIO (HaIrpuMmep, Mpu KPOBOTEYeHUH WK reMonuse); PU
MeHee 3, yacTto MeHee 1,5, yKa3bIBaeT Ha CHIKEHHOE 00pa3oBa-
HME KJIETOK B KOCTHOM Mo3re. YBenuueHue PU cBugetenb-
CTBYET O CTUMYJISILIMM KOCTHOTO MO3ra 3PUTPOIO3TUHOM, YTO
CITOCOOCTBYET HE TOJIbKO TOBBILICHUIO MPOAYKIIUM PETUKYJIO-
LMTOB, HO W HUX Oojiee paHHEMY TMOCTYIUIEHUIO B KpOBb.
B kpoBu 0Ka3bIBalOTCSl He3peble PETUKYJIOLIMTHI, KOTOPBIE LIUP-
KyJIUpyroT TaM Oojiee 1 cyT. Cpok 3aBHUCHUT OT BpeMEHH, Tpedy-
IOIIErocsl JJIs CO3PEeBaHUSI PETUKYJIOIUTOB, U KOPPETUPYET C
ypoBHeM remaTtokpuTta. [Ipu rematokpure, paBHoM 45 %, petu-
KYJIOLIUT TIpOBeAeT B nepudepruIecKoil KpOBU TOJbKO 1 JeHb;
pu 35 %, 25 % v 15 % — 1,5, 2 1 2,5 A1HST COOTBETCTBEHHO.
Munexc npoaykuuu petukyiaonutos (MUITP) mo3Bonsier yrou-
HUTb BpeMsl MpeObIBaHUSI PETUKYJOLWTOB B MepudepruIecKoii
KpPOBU MO (popMyJie:

DPETUKYJIOLUTAPHBIN MHAEKC

BpeMsl CO3PEeBaHUSI PETUKYJIOLUTOB

MUHpekcbl KpaCHOW KPOBU

IMon vHIeKcaMy KpacHOU KPOBU ITOHMMAIOT CpelHee ComepxKa-
HUE FeMOIJIOOMHA B OOHOM 3PUTPOLIUTE, CPEIHION KOHLIEHTPALMIO
reMorjio0rHa B OJHOM 3PUTPOLIMTE U LIBETHOM IOKa3aTesb.

CpenHee coiepXaHUe TeMOIIOOMHA B OJHOM 3PUTPOLIMTE
BBIYUCIISIETCS] IO (popMmyJie:

Hb r/n
YUCIIO PUTPOLIUTOB B MITH
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B HopMme coaepkaHuWe TeMOITIOOMHA B OJHOM 3PUTPOIIUTE
cocraBisieT 33-36 Tir.

IBerHoii mokazareib. BenmarHy 33 T, COCTaBIISIIOIIYIO HOP-
MY COJEp>XKaHHUSI TeMOIIOOMHA B OITHOM 3PUTPOLUTE, YCIOBHO
MPUHUMAIOT 32 €NUHUIYY M 0003HAuYaloT KaK ILIBETHOM IMOKa3a-
teap (LIIT). ITo IIIT cyasaT o ToMm, sSIBJISIETCSI JIU CoOIepXKaHUe
reMonIoOMHA B 3PUTPOLIMTAX HMCCIIEAYEMOro JMla HOpMalb-
HBIM, TTIOHVKEHHBIM WJIU TTOBBIIIEHHBIM 110 OTHOILIEHUIO K HOP-
Me, 4TO UMEeT BaKHOE IMarHOCTMUECKOe 3HaUYeHUE.

LIT Beraucasiercss mo opmyiie:

3x Hbr/na
TpY MepBbie UMMPHI YKCIa SPUTPOLIUTOB B MITH

B zaBucumoctu ot BenmuuHbl LI BbiaenssioT Tpu (OpMBI
aHEMUU:

1. Hopmoxpomubie — IIIT = 0,85—1,0

2. I'umoxpomusle — ILIT < 0,85

3. I'nnepxpomubie — IIIT >1,0

T'unepxpoMusi, TO €CThb YBEJIMUEHUE CPETHErO COAEPXKaHMS
reMorjo01Ha B omHOM 3puTpouuTe, gaiomee LIIT Benme eqmuHm-
1Ibl, 3aBUCUT UCKJIIOUUTEJIBHO OT YBEeJIUUYEHUsI o0beMa 3pUTPO-
LIUTOB, a HE OT MOBBIIIEHHOIO HACBIIEHUS UX T€MOTJIOOUHOM.
DTO 00BSCHSIETCS TEM, YTO KOHILIEHTpALMs TeMOIJIO0MHA B 3pUT-
poOLIMTe MMEET TpPeAe/bHYIO0 BEJIUYMHY, HE IIPEBBILIAIOIIYIO
0,36 nr B 1 MKM’ Maccel aputpouuta. I1pu ycioBuM mpeaeib-
HOIA HACBIIIIEHHOCTU T'eMOIJIOOMHA CPpEeAHUE IO BEJIMYMHE dPUT-
pouuTHl, UMerolme oobeM 90 MkM®, comepxaT 30 MT reMorio-
6una. Takum oOpa3oM, yBeJIWYeHUE COIEpKaHUs reMOro0nHa
B 3PUTPOIIMTE BCETAa COYETAETCS C MAKpPOILIMTO30M.

l'unoxpoMusi — yMeHBIIIEHUE CPEIHEro COAePXKaHUs TeMO-
JIo0MHa B omHOM 3puTponute, natomee LIIT ke 0,85, Mmoxer
OBITh CJIEJICTBUEM JINOO YMEHBIIICHUSI 00beMa IPUTPOIIUTA (MUK-
pOILIMTO3), JMOO HEHACHIIIEHHOCTH HOPMAJIbHBIX I10 00BEMY
SPUTPOLIUTOB TeMOIJIOOMHOM. [MIOXpoMusi SIBIISICTCSI MCTHH-
HBIM TIOKa3aTejeM WM neuluTa Xejae3a B opraHu3Me, Wid
XeJjie30pedpakTepHOCTH, TO €CTh HEYCBOCHUS XKeJie3a IPUTPO-
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IIMTaMU TIpY HapylIeHWH cuHTe3a reMa. CpemHee comepKaHWe
reMOTJIOOMHA B OTHOM 3PUTPOIIUTE B 3TUX CIIyJasdX CHIKAeTCs
mo 20 mr. TakuM o6pa3oM, ecid TUIIePXpOMUS 00s13aTeTbHO
coyeTaeTcsl ¢ MaKpOIIMTO30M, TO TUTIOXPOMUS He BCeraa Xapak-
TEPU3YeTCST MUKPOILIUTO30M, a MOXET OBITh ¥ TP HOPMOILIUTO3¢
1 JaXe MaKpOIIUTO3e.

Cpennssi KOHIIEHTPAMSA I'eMOIJIOOMHA B OTHOM 3PUTPOIIM-
te. Jlaer mpencrasieHne 06 abCOMOTHOM HACHIIEHUH SPUTPO-
IIMTa TEMOTJIOOMHOM.

Boruucnsiercst mo dopmysie:

Hbr/n
BemmumHa Ht B n/1* x 10

B HOpMe cpemHSIsT KOHLIEHTpALsT TeMOITIO0MHA B OMHOM 3PUT-
poumte paBHa: 32-36 % — HopMoxpomus; < 30 % — rumnoxpo-
MHS

Cpepuuii 06'seM BPUTPOIIITA

Boruucisiercss mo opmynam:

i B VR4 0, AN JO
O

Il O) AT
YHCITO SPATPC apHTpoﬁTL(—uH B (MJIH) B 1 MK KpoBU

Ht (1 /1) x 1000
YHCJIO 3PUTPOLUTOB (MJIH) B 1 MKII KpoBU

.

B 3aBrCHMOCTH OT BEJIMYMHBI CPETHETO 00beMa SPUTPOIIUTOB
aHEeMUM OCNATCS Ha:

— HopmouuTapHble — 80-94 MkM’;

— MuKpouuTapHble — < 80 MKM';

— MakpoLuTapHble — > 94 MKM'.

OnameTp 3puTpouUTOB

B HopMme GONBIIMHCTBO 3PUTPOLIMTOB MMeEET AuaMeTp 7,2-
7,9 MKM — HOPMOILIMTHI.

* Bermunia reMarokpuTa BBIpakaeTcs B JUTpax Ha autp (/7).
Hanpumep, 36 % paBusercs 0,36 /.
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Puc. 2. Kpusas [lpaiic-/I)xoHca B HOpME M TIATOJIOTHU.



DPUTPOLIUTHI C TUAMETPOM MeHee 7 MKM — MUKPOLIUTHI.

DPUTPOLIUTHI C TUaMeTpoM Oojiee 8,5-9 MKM — MaKpOLIMTHI,
Oosnee 12—14 MKM — MeTrajJOLIUTHI.

BosMoxkHa rpagudeckasi peructpalus pacrpeneaeHus 3puT-
POILIMTOB IO BEIMYMHE — 3PUTPOLIUTOMETpUUECKAst KpuBasi (Kpu-
Bast Ilpaiic-/IxxoHca). KpuBas Ilpaiic-/IxkoHca B HOpMe Iipa-
BWJIbHOW (DOPMBI ¢ BepIIMHOM (MMMKOM) Ha 7,5 MKM UM IOBOJbHO
Y3KUM OCHOBaHMEM B Tpeneiax 6-9 MKM.

ITpu Makpo- 1 MeraJouUTapHbIX aHEMUSIX KpUBasi UMEET T10-
Jioryio (opMy ¢ IIMPOKMM OCHOBaHMEM (TOKazaTeslb HaJId4us
aHM30LIMTO3a) C IBYMS WM HECKOJbKMMM BEpIIMHAMU U CIABU-
TOM BIIpaBO, TO €CTb B CTOPOHY OoJibllx nuameTpoB. Ilpu aHe-
MMSIX, TPOTEKAIOIIX ¢ MUKPOILIMTO30M, MUKPOCKHEPOLIUTO30M,
KpuBasi TakKe pacTsHyTa, HO CIBUHYTa BJIEBO — B CTOPOHY
MEHBIIIMX OTUaMeTpoB (puc. 2).

Mopdonormyeckne ocCo6eHHOCTU 3PUTPOLUTOB

WM3meHeHUsT B 3pUTpOLIMTAX MPU aHEMUSIX KacaloTCsl BEIUYM-
HbI, (DOPMBI, OKPACKU U PA3TUYHbIX BKIIIOUEHUIA.

BemmumHa

SIBneHue, xapakTepusylolleecsl SIBHbIM pa3jIMuieM B BEIUYM-
HE SPUTPOIIMTOB, Ha3bIBACTCS AHU3OLIMTO30M. AHU3OLIMTO3
HaOJII0JaeTcsl MOYTU TIPYM BCEX aHEMUSIX, HO Oojiee TsKesble
aHeMUU COITPOBOXIAIOTCS W 0oJiee BbIPAXKEHHBIM aHU30IIUTO-
30M.

MukpounTo3 HabaogaeTcs TPy IeULINTE Kejie3a, CUIepo-
axpecTUYeCKMX aHEeMMSIX, TajacCeMuM (IPU BTUX COCTOSTHUSIX
MMKPOIIMTO3 OOBIYHO COYETAETCSI ¢ TMUITOXPOMMEN); MaKpOLIM-
TO3 — TIpu fAeduuure BUTaMuHa B, 1 (osimeBoii KUCIOThI, TIpH
aruIacCTUYECKUX aHEMMUSIX, HACAEACTBEHHBIX TU33PUTPOIIOITU-
YECKUX aHEMMUSIX.

@®opma

OPUTPOLIUTHI MOTYT TE€PSITh HOPMAJIbHYIO TMCKOUIHYIO (hOpMy,
CTAaHOBMTHCS BBITSIHYTBIMU, 3BE3AYaThIMU, I'PYIIEBUIHBIMU U TaK
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nanee. MameHeHue opMBbI 3pUTPOLIMTOB HA3bIBACTCSI MMOUKUIIO-
1IUTO3.
Ilpu aHemusix BcTpevaroTcs cienytolye GopMbl 3PUTPOLI-
TOB.
1. AKaHTOLIMTHI (JIMCTOMOAOOHBIE KJIETKH; IIIIOPOOOpa3HbIe
KJIETKU) — BPUTPOLIUMTHI B BUJE JIUCTHEB PACTEHUsI aKaHTa
C 3yO4yaTbIM KOHTYPOM.
Bcerpevatorest mipu:
* abeTauIIONpPOTEHHEMUHN U APYTUX HACJIEACTBEHHBIX Te-
MOJIMTUYECKUX aHEMUsSIX, OOYCJIOBJIIEHHBIX HapylllEeHUEM
CTPYKTYPBI JTUITUIIOB MEMOpaHbl 3PUTPOIIUTOB;
* MMKPOQHTMOMNAaTUYECKON reMOJIMTUYECKOMA aHEMUU;
* IBC-cungpome;
* 3a00JIeBaHUSIX TICUYCHU,
* T0CJi€ CIUIEHIKTOMUU Y TIPU THITOCIIJICHU3ME;
* nedunure ButamuHa E;
* TUNIOTUPEO3E;
* CHHIpOME MajibabCOPOLIUM.
2. JlakpuoLuUThl («CNe30MoJ00HbIe KIETKU») — HAMOMM-
HalOT KaruTlo WJIM TOJIOBAaCTHUKa.
Bcerpeuatorcst mipu:
* OOJIBIIION TaJacCeMUU;
* JIEHKO3PUTPOOIACTUYECKUX PEaKIIUsIX;
* Muenopuopo3e;
* MUEJOMUIHON MeTarja3uu;
* Y HOBOPOXXIIEHHBIX.
3. Jermauuthbl («HaAKyCaHHbIE KJIETKW») — OOpa3yroTcs
npy yaajeHun TeJiell [eifHila KieTkaMu peTUKyI03HA0-

TC.HPIEUH)HOVI CUCTEMbBI C 4aCThblO MCM6paHbI U TeMOIJIO-
OuHa.

Bcerpevatorest mipu:
* nedunure I'-6-D/I;
* HeCTaOWJIbHBIX T'eéMOIJIOOMHAX.

4. JIpenaHoLMTBl — CEPIIOBUIHbBIEC SPUTPOLIUTHI, COMEPKa-
mue HbS.
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Bcerpeuarorcsa mipu:
* CEpPIOBUIHO-KIIETOYHON aHEMUM;

* reTepo3uroTHeIXx remorntoouHomnatusax (HbSC, HbSD,
HbS-tanaccemus).

5. KepaTouTsl 1 MM30IUTEl — 3PUTPOLIMTHI, TIOABEPITII-
eca ¢parmentanuu. Kepatomutel — 0ojiee KpyIHbBIE
¢dparMeHTHI, MPEeACTaBIISTIONIME CO00M KaK Obl pa3pe3aH-
HbIE SPUTPOLIUTHI C HEPOBHBIM KpaeM Ha MecCTe pas3pesa
(3puTpoIMTHI B BUIE 1ieMa — IuieMoBUaHbIe). 11n30-
IUTBL — 0oJiee MeJIKMe HEepaBWIbHON (DOPMBI YaCTHUIIBI
SPUTPOLIUTOB (pe3yJIbTaT pacliaga KJIeTku Ha 2-3 ¢par-
MeHTa). X BO3BHMKHOBEHUE CBSI3aHHO C MEXaHUYECKUM
TOBPEXICHUEM 3PUTPOLIMTOB (MMKPOAHTHMONaTHIecKast Te-
MOJIUTUYECKAs. aHEMMSI).

Bcerpeuarorca nipu:

* TPOMOOTUYECKOW TPOMOOLIMTOIIEHUUECKOI MypIType;
+ IBC-cuHapome;

* TeMOJIUTUKO-YPEMUUYECKOM CHHIIPOME;

* CHUCTEMHBIX 3a00JIeBAHMSIX COCIUHUTEIBHON TKAHU;
* MMMYHHBIX BacKyJIUTaX;

* MOpaXXeHMSIX KJIanaHOB CepAlia WA ONEPaTUBHbBIX BMeE-
IIATEeJIbCTBAX Ha HUX (IIPOTE3UPOBAHUE);

* MaplIeBOi TeMOIJIO0OMHYPUM;

* BKJIAMIICHUU,

* cunapome Kazabaxa — Meppurra;
* TpOMO0O3¢ IMOYEYHBIX BEH, YPEMUU;
* OCTPOM TYOYJISIPHOM HEKpPO3€;

* TJoMepyJoHedpuTe;

* CHUCTEMHOM aMWJIOWIO03E;
* UPPO3E TICUCHU;

* IMCCEMUHMPOBAHHOM KaHIIEPOMATO3e;

* peakUMsIX OTTOPXEHUS TPaHCIUIAHTaTa;

* TsKesioM gedunmre I-6-DJ1, mansapun.



6. Komomwtel (MUIIEHEBUIHBIE 3PUTPOLIMTHI, TapTeTHHIE
KJIETKN) — TUTOCKME KIIETKM, OTJIMYAIOTCS OT JICTITOLIM-
TOB XapaKTepHBIM TEMHBIM TISITHOM B IeHTpe. OcMOTH-
YecKash pe3rCTEHTHOCTh KIIETOK TTOBBIIIICHA, YTO 0GYCIIOB-
JIEHO YTOJIIIEHUEM MeMOpaHBI.

Berpeuarores mpu:
* TaJlaCCeMUU;

° FeTCpOSPII‘OTHOfI S—TaI[aCCeMI/II/I;

* remormoonHonarusix (HbAC, HbCC, HbSS, HbSC, HbAE,
HbEE);

* 3a00JIeBaHMSIX TICYCHU,
¢ TS2KEJIOM ,E[e(bI/H_[I/ITC 2KeJe3a,

* BPOXJIECHHOM Ae(UIINTE aKTUBHOCTU JICLIUTUH-XOJIECTE-
pUHanuaATpaHchepasbl;
* TIOCJIE CTIJIEHOKTOMUU.

7. JlenToumThl (IJIAaHOLMTBI) — IUIOCKUE KJIETKU C OJen-
HOW LIEHTPaJbHOI 30HOM M TEMHOOKpAIIEHHON mepude-
pueil B BuIe KOJIblIa (COOTBETCTBEHHO PACITOJIOXKEHUIO
reMoIIO0rHA).

OOHapyXUBaIOTCS TIPH:
* XeJe30m1e(UIMTHON aHEMUN;
* TaJacCeMUM.

8. MeramooBaouutel — Oombiiue (B 1,5-2 pa3a GoJblie
HOPMAaJIbHBIX) OBaJbHBIC 3PUTPOIUTHI 6e3 IIeHTPaTbHO-
ro mpocBeTieHMsA. OOHapYXKMBAIOTCS TP METaTo0IacT-
HBIX aHEMUSX, Pa3BUBAIOTCA M3 KOCTHOMO3TOBBIX IIpel-
IIECTBEHHUKOB B YCIIOBUAX HApYIIEHHOTO MeTaboam3Ma
HYKJIEMHOBBIX KMCJIOT (Ie€dUUMT BUTaMMHa B, mmm
¢omnaToB).

9. TTOMKMIOIUTEI — KJIETKH NPUIYIINBON (GOPMBI (BBITSI-
HyTBIE, 3Be3MJaThble, TPYIICBUIHBIC W IPYyTHE).

Berpeuarorcs mipu:

¢ HaCJI€ACTBCHHOM HOfIKMHOHHTOSC;
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* OXorax;
* MuesIopHOpPO3E;

* TaJacCeMUU;

* neuLmUTe XKeje3a;

* Merajo0JacTHOM aHEeMUU;
* MUEJIOAMCIUIA3UU.

10. TTy3bIpuaThie KJIETKM — Ha MOBEPXHOCTU SPUTPOIMTA
MMeeTCsl My3bIpEK WM BOJIIBIPh, MEXaHU3M 00pa3oBaHUS
HE SICEH.

BCTpC‘{alOTCH npn MMMYHHBIX TEMOJJIMTUYECKUX aHEMMUAX.

11. CromaTrouThl — 3PUTPOLIUTHI, UMEIOIIME YIIMHEHHYIO
(B Buze pTa) LIEHTPAIBbHYIO 30HY MPOCBETICHMUSI.

Bcerpeyvatorest npu:
* HaCJIeICTREHHOM CTOMAaTOLIUTO3E;
* TajacceMuu;
* OCTPOM QJIKOTOJIU3ME;
» 0one3nu Rh-null (oTcyTcTBHE pe3yc-aHTUTEHOB);

* 3200J1eBaHUSX TIeUeHU (LIMPPO3e, OOCTPYKTUBHBIX 3a00-
JIEBaHUSIX);

* HOBOOOpPa30BaHMUSIX;

+ nedexrax Ma'-K -HacocoB MeMOpaHBL;

* [IPU OTCYTCTBUM NATOJOTMU B HEOOJIBILIOM KOJIMYECTBE;
« apredakre.

12. Chepouutsl — KJeTKU cepudeckoii ¢GopMbl 0e3 LeH-
TPaJIbHOTO IIPOCBETIEHMUSI.

Berpeuatorcst nipu:

* HacJIeICTBEHHOM MUKpocdepo1nuTo3e (HO UMEIOT yMEHb-
IIEHHBIA JUaMETD);

* AQyTOMMMYHHOM T'eéMOJUTUYECKON aHEMUU;

* HecoBMecTuMocTu o ABO;
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* MUKPOAHTMOMNATUYECKOW reMOJUTUYECKON aHEMUMU;
* CEpIOBUIHO-KJIETOYHOM FEMOJIMTUYECKONH aHEMUU;
* TUIEPCIUIEHU3ME;

* geulrTe NTUPYBAaTKUHA3HI;

* Y HOBOPOXJIEHHBIX;

* Mocjie TeMOTpaHChYy3Uid.

13. DummnTouuThl (OBAJIOLUTBI) — JIBOSIKOBOTHYTHIE 3PUT-
pouuTsl B hopMe JIUICa ¢ OUNONSPHBIM PaCIOIOXe-
HMEM OCHOBHOI MacChl TeMOTJIOOMHA.

Berpeuatorest nipu:
* HACJIeICTBEHHOM 3JUIMIITOIIUTO3E;
* IMppO3ax MeUeH!,
* OOJIBIION TaJIaACCEMUU;
* CepNOBUAHO-KJIETOUHOW aHEMUU;
* geduLUTe XKee3a;
* Merajo0JacTHOI aHEeMMU,
* TSKEJbIX OaKTepUaTbHBIX UHGMEKIUSX;
* JIEUKO3PUTPOOIACTUUECKUX PeaKIUsX;
* MaJispuu;

* MpU JIOOOM BapUaHTEe aHEMHU MOXET ObITh OOHapyXKe-
HO 710 10 % 3M11MNTOIUTOB.

14. OxuHoUUTHI (IIMILKOBUAHAS KJIETKA, SITOJ0TMOI00Has
KJeTKa, 3yOuartasi KIeTKa) — SPUTPOLIUTHI, UMEIOILKE OT
10 m1o 30 OTpOCTKOB OAHOIO pa3Mepa, paBHOMEPHO pac-
MpeeIEHHBIX 110 TTIOBEPXHOCTU KJIETKM, KJIeTKa HallOMM-
HaeT 1Mo (opMe MOpPCKOro exa; BO3HUKAIOT MpU H3Me-
HEHUSIX KJIETOYHOTO MUKPOOKPYKEHMSI.

OOHapyXUBaIOTCS IpPU:
* ypemuu;
* JeruapaTaluy;

* 3200JIcBaHUSIX TIEYCHMU;
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* neduLUTe MUPYBAaTKHHA3HI;

* SI3BEHHOI 0O0JIE3HU, OCIIOXKHEHHOI KPOBOTEUEHUEM;
* KaplUUHOME XeyaKa;

* HEMEMJIEHHO TOocJieé TeMOTpaHChy3Uit;

* runogochareMunu;

* TUTIOMarHMeMUH;

* penKoi BPOXIEHHOU aHeMUU, OOYCIIOBJICHHOW CHU-
xeHneM KoHuentpauuu K' B spurpouute;

* apredakTe.

Oxkpacka

Okpacka 3pUTPOLMTOB 3aBUCUT OT KOHIIEHTpalUWMU B HUX Te-
MOIJIOOMHA, (POPMBI KJIETKU U MPUCYTCTBUSI 0a30(pUIbHON Cyd-
craHuuu (6a3odunbHas cybcraHius, coctosimasi u3 PHK u
npoTonop@upuHa, MPUCYIIa MOJOIbIM 3PUTPOUIHBIM KIIETKaM
U Mcye3aeT NpU CO3pEeBaHUM IPUTPOLIMTA). DPUTPOLIUTHI, HOP-
MaJTbHO HACBIIICHHbBIE TEMOIIOOMHOM (CpPEIHSISI KOHLIEHTPAIUS
B mpenenax 33-36 %) B Ma3Ke KpOBM HMMEIOT PaBHOMEPHYIO
cpemHeil MHTEHCUBHOCTU PO30BYIO OKPAacKy — HOPMOXPOMHbBIE
SPUTPOLIUTHI; TPU YMEHBUIEHWHA KOHLEHTPALIUM TeMOIIOOUHA
SPUTPOLIUTHI OKPAILIMBAIOTCS MEHEe MHTEHCUBHO — TUITOXPOM-
HbIE DPUTPOLIUTHI, B JIENTOUUTAX (IJIOCKUX 3PUTPOLIMTAX) OK-
palieHa TOJAbKO HauOojiee TojicTasi mepudepudyeckas 4yacTb B
BUJIE KOJIbIIA.

PaznuuHast okpacka OTAETbHBIX 9PUTPOILIUTOB B Ma3Ke Kpo-
BU — aHuzoxpomus. HaOmomaeTcs mpu mnocTreMopparu-
YEeCKUX aHEeMUSIX, HEPEAKO TpPU XKeJIe30IeDUIIUTHBIX aHe-
MMSIX.

DPUTPOLUTHI, comepxalye 0a30(pUIbHYIO CYyOCTAHIIUIO, MO-
IyT OKpaliuBaTbcsl 0a30duiIbHO (MPU paBHOMEPHOM pacrhpe-
neneHur 0a30(UIbHON CyOCTaHIIMM) WIK Yalle MOJIMXpOMaTo-
(GunpbHO (MPU MATHUCTOM paclpeAcsieHWM, KOraa YJacTKu
0a30(UJIBHON CYOCTaHIIMUA YEPEOYIOTCSI C YyYAaCTKaMU TeMOIIO-
6una). [MonuxpomaToduisl B PUKCUPOBAHHBIX Ma3Kax, OKpa-
IEeHHBIX a3ypoM [1-303MHOM, COOTBETCTBYIOT OOBIYHO PETHUKY-
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JIOLIMTaM, B KOTOPBIX 0a30(uiibHasI CyOCTaHIIUS TIOCJIe CIely-
AJIbHOM CYIPaBUTAJILHOW OKPACcKW MPUCYTCTBYET B BUIEC HUTEH
u rpanyi. Iloaromy mnoiuxpoMaTobwinus W PEeTUKYJIOLMUTO3
OOBIYHO BBISIBJISIIOTCSI MMapaJIEIbHO U MMEIOT OJIMHAKOBOE KJTU-
HUYECKOE 3HAUECHUE.

Bxmouenunga

Buympuspumpouyumapnste e6xarouenus (6 uxcupo-
BAHHOM Ma3Ke KpOoGu)

Hopo

TMosienenue B mepudepuieckoit KpoBU OKCUMPUIBHBIX (OpTO-
XPOMHBIX) HOPMOIIMTOB. DTO TIOCHEIHSSI CTaausl Mepen yaaie-
HUEM siipa W TIpeBpallleHWeM KIIETKM B PETUKYJIOIMUT. Bcrpe-
4aroTCsa IIpU BbBIPaAXKCHHOM aHEMHWYECKOM KpU3EC (MHTCHCI/IBHblﬁ
TeMOJIN3, MAaCCUBHOE KPOBOTEUECHUE), JEHKOIPUTPOOIACTUIECKIX
peakuusix.

Teavuya 2Koaau

OcTaTku siapa, COXpaHUBIIMECS B 3PUTPOLIMTAX M3-3a Hapy-
IIEHHOTO 00e3bsIIPUBAHUSI HOPMOLIMTOB, MMEIOT KPyIiiyto op-
My, OKpalllMBaIOTCSI B TOH XpOMaTHHA, COIAEpKATcsl B KJIETKE
10 OJHOMY, pexe Io nBa. BcrpeuaroTcs mpu Merajao0JacTHOM
aHEeMMU, TIOCJIe CIUICHIKTOMUM WM (DYHKIIMOHAJIBHOM acIlie-
HM3MeE, MPU IU3IPUTPOIIOITUYECKIX aHEMUSIX, Y HOBOPOXIECH-
HBbIX.

bazogpuavnasa zeprnucmocms 3pumpouumoes

ArperupoBaHHasi 0a3oduiibHasE CyOCTaHLMSI B BHUAE CHHUX
TpaHysi, OOHApyXWBaeTcsl MpU Merajo0JacTHBIX, CUIEpoaxpe-
CTUYECKUX aHEMMUSIX, TaJaCCeMUU, CBUHIIOBOM MHTOKCHUKALIMU,
aJIKOTOJIbHOM MHTOKCUKALIMM, OTPABJICHUSAX TSXKEJIbIMUA METal-
JIaMM, IUTOTOKCUYECKOM NEHMCTBUM JIEKAPCTBEHHBIX IIpernapa-
TOB.
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Koavua Keoboma

ITonHble WM HEMOJHBIE KOJblA MO0 MOChbMEpPKOoOpa3Has hu-
rypa; MOTYT ObITh MpPEICTaBJIEHbI TpaHyJlaMU KpaCHOBATO-CH-
Hero 1BeTa. OOpa3yloTCs U3 MUTOTUYECKWX HUTEW WU sIIep-
HOoit MemOpaHbl. OOHapyXMBalOTCS TpU METajo0JacTHOMN
aHEMUU.

Kpucmaaaot zemoeaoouna C

IMectuyronapHble WM POMOOBUIHBIE KPUCTAIbI, MOTYT OBITh
WCKPUBJIEHBI, HEMPaBUIbLHOI (DOpMBI, ¢ Oosiee CBETIION 30HOM
Mexay kpuctauiamu. Bcerpewaiorcss mpu SC-reMonyioOMHoIA-
TUU.

2Keaezocodepocamue epanyavt
(meavuya Ilannenceiimepa)

DTO CBsI3aHHOE C MUTOXOHAPUAMMN BHYTPUKIICTOYHOC 2KCJIC-
30, HE BKJIIOUEHHOEe B remorjoduH. HereMoriodbuHoBoOe
XeJie30 OOHApYKMBAIOT TPU CBETOBO MUKPOCKOMUU C MC-
MOJIb30BaHUEM CHELMATBHON LIUTOXUMUYECKON oKpacku (Oep-
JNMHCKas jaszypb). Knerku, copepxaliue rpaHyjbl Xejesa,
Ha3bIBAIOTCS CUAEpOOIacTaMM, CUAEPOLMTaMU U cuaepodara-
MMU.

KonuyecTBo cuaepolMTOB (3pesibIX 3PUTPOLIMUTOB C Ipa-
HyJaMM 3XeJie3a) B KPOBU 3JOPOBBIX JIIOAEH COCTaBIsSET OT
O g0 1,1 %, rpaHyn HEreMOIrJIOOMHOBOTO 3Kejie3a B CUAEPOLIU-
Tax KpoBu OT 4 10 17 yCIOBHBIX €IUHULI, CUACPOIIUTOB KOCT-
HOTo Mo3ra 3710poBbIx Joaeit or 0,2 no 2,1 %, uucio rpaHyn
OT 2 10 34 YCIOBHBIX €AUHMULI, COASPKAHUE CUAECPOOIACTOB B
KOCTHOM MO3Te 3[I0pOBBIX Jogeii — oT 2 g0 46 %, 4ucio
rpaHyi xeje3a oT 2 1o 115 yclIoBHBIX €IWHUIL.

Cunepo0iacTbl 0OHAPYKUBAIOTCSI B TOBBIIICHHBIX KOJUYE-
CTBax IIpU CHUIACPOAXPECTUUYECCKUX U TE€MOJUTHUYCCKHUX aHECMMU-
AX, MOCJIEC CINVIEHOKTOMHWU U IIPpHU TUIIOCIUVICHU3ME, HCUYEC3aloT
OHU TIPU XKeJie30Je(PUIUTHOU aHEMUU.
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Buympuspumpouumapmnuste éxarouenus, oonapyicuea-
emble npu CynpasumdaibHoOU OKpAacke

Pemuxyaouumot

B HopMe 3puTpoLMTBEl B OKpallleHHBIX Ipernaparax 0eccTpykK-
TypHbI. TONMBKO B MOJIONBIX 3PUTPOLIMTAX (PETUKYJIOLUTAX) MpU
CYMNpaBUTAJIBHON OKpacKe BBISIBJISIETCS] 3€pHUCTO-HUTYATasl Oa-
30(uabHasI cyoCcTaHIIMS.

IMoncuer perukynouutoB mpousBoautcs Ha 1000 3putpo-
uuToB. B HOpMe conepkaHne peTUKYJIOIUTOB B KpoBU 2—15 %»
(0,2-1,5 %). BosMoxeH moacyeT aOCOJIOTHOIO KOJHUYECTBa
PETUKYJIOLIMTOB, PaBHOIO MPOU3BENCHUIO MPOLIEHTHOTO COMEpP-
JKaHUSI PEeTUKYJIOLMTOB M 4Hucja 3pUTPOIUTOB. B HopMe 3Ta
BemunHa cocrtapister 50 000-60 000 / mko.

VYpoBeHb PETUKYJOIMTOB IPOMOPLUMOHATIEH aKTMBHOCTHU
9PUTPOII033a: MOCTOSTHHO HU3KOE YUCJIO PETUKYJIOLUTOB IMpU
aHEeMUU yKa3bIBaeT Ha CHWKEHHBIN (1e(eKTHBII) 3pUTPOII0I3,
B TO Xe BpeMs MOBBILIEHHOE YWCIO PETUKYJIOLIMTOB CBUIE-
TEJLCTBYET 00 ero aktuBauuu. Petukynonuro3 (60-100 %< u
BBIIIIE) CONPOBOXKIAET OCTPOE KPOBOTeUeHME (HAOII0JaeTcsl Ha
3-4-i1 neHb mocyie KPOBOTEUEHUS ), TEMOJIMTUUECKHE aHeMUU (Kak
OTBET Ha TMOBBILIEHHYIO IMOTPEOHOCTh B HOBBIX 3PUTPOLIMTAX),
YBEJIMYUBASICh IIOCJE OCTPhIX 3MU30A0B remoyu3a go 200-
250 %o (uHoTrHa M BbIIIE). B HelleYeHHBIX CITydyasx Kene30/e-
(UIIMTHON aHEMUM KOJMYECTBO PETUKYJOLIMTOB B KPOBU HOP-
MaJibHOE, MEerajo0JacTHON aHEMUM — TTOHMXKEHHOE.

HccaenoBanue peTUKY/IOIUMTOB TP aHEMUU BaXKHO HE TOJIb-
KO JIJIs TIpoBeaeHus1 1uddepeHIIabHOro 1uarHo3a, Ho U s
OLIEHKU 3()HEKTUBHOCTY MPOBOAMMON Teparuu IMpernaparamu
XKenesa, BUTaMUHOM B,,, donnesoit kucioroit. CreneHb peTu-
KYJOIIMTAPHOTO OTBETa 3aBUMCUT OT KOJIMYECTBA U CIlocoba BBe-
JEHUsT TIperapaTa, WCXOQHOIO YPOBHSI aHEMUU, PEaKTUBHOCTU
KOCTHOro Mo3sra. Yucjio peTMKYJOLIMTOB HAaYMHAET YBEIUYM-
BaTbCsl ¢ 4-TO AHS TIOC/Ie Havaa JIeUeHUsI, JOCTUTaeT MaKCUMy-
Ma Ha 7-10-1 neHb (PeTUKYJIOLMTApHBIM KPX3) U BO3BpalllaeT-
Cs1 K HOpME K KOHILy TPETbEN HENEIU.
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Teavua Ieiinua

Ilocne MHKyOMpoOBaHMS C alETWIMDEHUITUAPA3UHOM U OKpa-
IIMBAaHUSI KPUCTATMYECKUM (PUOJIETOBBIM TE€MOINIOOUH JeHa-
TYpUpPYEeTCS M BBITJISIAUT KaK CMHUE OKPYIJIble MPELUNUTATHI.
B HopMmanbHBIX 3pUTpOLIMTaX coaepxkutcs oT 1 mo 4 Ttenen
TeitHiia, a mpu MaTOJIOTMYECKUX COCTOSTHUSIX — 5 1 6onee. O0-
HapyxuBaiorcs: rpu gaepurure I-6-DJI, mIyraTMOHpPEIyKTAa3kI,
HeCTaOUJIbHBIX TeMOIJIOOMHAX, TIPU MPUMEHEHUN TTpernapaToB-
OKUCJIUTEJIEH.



rNABA 4

ApuTpoumnTapHbie napamMmeTpbl
aBTOMAaTU4ECKOro aHanmns3a
KpPOBMU

B HacTroda1mee BpeMs TTOJYYUIN PpaCIIpOCTPaAaHCHUE aBTOMAaTHU4CC-
KNE TEeMaTOJIOTUYCCKUE aHaJIn3aTOpPbI.

INpyBonM MeXayHApOIHbIe 0003HAYCHMS TTapaMeTpOB aHa-
J3a KPOBHU.

JlefikonnThI WBC, x10°/n
DPUTPOLITEI RBC, x10%/n
I'emornoOuH HYB, r/n
T'ematokpur HCT, %
CpenHuii 00beM 3pUTPOLIMTA MCV, fl (pn)

CpenHee cojepxaHue remMorioonHa B sputpouute MCH
CpenHsist KOHLIGHTpals TeMortoouda B spurpouure MCHC, %
[lvpora pacmpemeNeHUsT 3pUTPOITUTOB 1o o0beMy RDW, %

TpoMOOLUTEL PLT, x¥O’/n
JIvMOTUTHI LYM, %
I'panyonmThI GRAN, %
JleiikouThl cpeqHero pasmepa MID, %
CpenHuii o0beM TpomOoLMTa MPV, fl ()
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Cpenu 3pUTPOLIMTAPHBIX MAapaMETPOB BBIAESIOT YHUCIO
9PUTPOLIUTOB, TEMATOKPUT, COAEPXKaHUE TeMOIJIOOMHA U IPUT-
polLuTapHble MHAEKCHI: cpeaHuii oobem sputporurta (MCV),
CcpelHue coaepxkaHue remornyioorHa B aputpounte (MCH), cpen-
HSIST KOHILIEHTpauusl reMorioouHa B sputpouure (MCHC) u
IIMpYHA pacrpenesieHusI S3pUTpoLuToB 1o 0obemy (RDW), 1o
€CTb CTEINEeHb aHU301[UTO3a SPUTPOLIUTOB. ABTOMAaTUUECKUE aHA-
JIU3aTOPbI MTPOU3BOMST PACUET IPUTPOLIUTAPHBIX WHIEKCOB Ca-
MOCTOSITEJTbHO, HO TPU HEOOXOOMMOCTU WX MOXHO OIpese-
JINTh U BPYYHYIO, UCIOJb3Ysl OOBIYHBIN KJIMHWYECKWU aHaIu3
KPOBU U YYUTBHIBAsI MEHBIIYIO TOYHOCTbH IOACYETA.

YcraHoBIEHO, YTO MPU HEKOTOPHIX MATOJOTUYECKUX COCTOSI-
HUSIX TEMaTOJIOTMYECKUI aHalIM3aToOp MCKaXKaeT IoKa3aTeau
9PUTPOLIUTOB, FEMOITIOOMHA, TEMAaTOKPUTA, YTO TIPUBOIUT K U3Me-
HeHuto MCV, MHC, MCHC. Hanpumep, KOJIUYECTBO SPUTPO-
LIUTOB MOXET OBITh JIOXKHO 3aBbIIIEHO MPY JUMOOLIMTAPHOM JIEH-
KouuTose Boime 50x10°/m1 — B HOopMme Majible JTUMQOLUTHI
BCEr/a MOACYMTHIBAIOTCS KaK 3PUTPOLIMTHI, HO B CUJTy UX MaJiO-
TO YKCJa CYLIECTBEHHOIO BJIUSIHWSI HA Pe3ybTaThl HE OKa3bIBa-
10T. JIOXKHO HM3KUM YHWCJIO 3PUTPOLIUTOB MOXET OBbITh MPU Ha-
JIMYUU B KPOBU XOJIOAOBBIX arrjlOTUHMHOB — aHaJIU3aTop
CUMTBHIBACT arnIOTUIITAOBbIE TPYIITBI 3PUTPOLIMTOB KaK OIWH
o0beM. ['emarosornyeckuii aHaaU3aTOpP OIpPEAEIIIeT reMaToK-
PUT ¢ TOYHOCTBIO 10 1 %, B TO BpeMsl KaK PyYHOI METOJI 3aBbi-
11aeT pe3ynbrat Ha 2-3 % u3-3a HEBO3MOXHOCTU IIOJTHOTO yaa-
JIEHUS TITa3Mbl MEXKIY KJIETKaMU JaKe NP LIEHTPUMYTUPOBAHU.
O0beM OCTaTOYHOU MEXKJIETOUHON TIa3Mbl 3aBUCUT OT (hOpPMbI
SPUTPOIIUTOB U JIOXKHO 3aBBIIIAET TeMATOKPUT TIPU CEPIIOBUII-
HO-KJIETOYHOU aHEMUM, Xee30AeULIUTHON aHEMUU, OOJTBIIIOM
KOJIMUECTBE KJIETOUHBIX (DparMEeHTOB, MPU HATUYUU KPUOITPOTE-
VHOB M TUTAHTCKUX TPOMOOIIUTOB.

CaeneHus1, IPeaoCTaB/sSIEMbIE IPUTPOLIMTAPHBIMU MHIEKCAMU,
MMEIOT HEOMHAKOBYIO 1IeHHOCTh. K Hanbosiee AMarHOCTUYECKU
3HaYMMbIM oTHocsiTcst MCV, MCHC, RDW.

MCV — otHouieHue of1iero oobemMa 3pUTpOLMTOB B JaH-
HOM o6beMe KpoBu (Ht) K yncmy apuTpoLIMTOB B TOM ke 00be-
Me. IlTokazarenb MCV usMmeHsieTcsl B TeUeHUE XU3HU (TabJI.
11).
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Tabauua 11

3navennsa MCYV y nereid pa3HOro Bo3pacra
[Miller D.etal., 1990]

Bospacr MCV,I1(dbn)
HogopoxxneHHbIit 128

1Hen 100-112

6Mec 78

1 ron 77-79

4-5 51eT U crapiie 80

W3 Tabauiiel BUAHO, YTO Y HOBOPOXKIEHHBIX O0BEM KJIETKU
oueHb BenmuK (128 1), ¢ KOHIIa MepBOM HEOeNM IT0OKa3aTesb
CHMXKAeTCs M CTaOMJIM3UPYETCS B BO3pacTe 4-5 leT — HUXKHSS
rpanniia HopMmbl 80 ¢, MCV Hmke 80 ¢ paciieHMBaeTCS Kak
MMKPOLIMTO3, BbIIEe 95 b1 — Kak Makpouuto3. OmucaHo 3Ha-
YUTEJIbHOE KOJIMYECTBO COCTOSTHUI, TIPY KOTOPBIX olieHka MCV
3aTpyaHeHa. [laleHTsl, UMEIOIINE NBE MOITYJISIIUM PUTPOLIM-
TOB (MMKpPO- M MakKpouuTo3), MoryT umerb MCV B mpexnenax
HOPMBI, TaK KaK aHAJIM3aToOp BBIIACT yCPeOHECHHOE 3HAYCHUE.
IIpn xomomoBoit ayroarrmornHamuu pe3yabrar MCV moxer
OBITh JIOXXHO 3aBBIICHHBIM M YCTpaHSETCS TPU HarpeBaHUM
npoowl. IlceBmoyBemmuenre MCV MOXET NpPOMCXOOWTH TP
BBICOKOM PETHKYJIOLIUTO3€, a TAKXKe MPU XPOHUIECKOM JTMMPO-
JIEUKO3€ C BBICOKUM JTUM(POLIHTO30M, TIPU AMAOSTUIECKOM KETO-
anmao3e (Kak CJEICTBHE TUIIEPOCMOJISIPHOCTU TLIa3Mbl). YBe-
mmaenne MCV gBisieTcsl paHHUM TIPU3HAKOM MeTal 06IacTHOM
a"Hemuu. OtHocuTenbHOe 3aHkeHrue MCV MoXer cTaTh Clel-
CTBUEM COCTOSIHWIA, XapaKTepU3YIOLIUXCS YBEJIMYEHHBIM KOJIU-
YeCTBOM (hparMeHTOB 3PUTPOLIMTOB. BakHO, YTO yMEHbIIIEHME
JIaMeTpa 3PUTPOLIUTOB NPU MUKPOCHEPOIIUTO3E HE COMPOBOXK-
nmaercss Hu3KMM MCV. B cBsI3m ¢ 3TMM HeoOXOauMO M3ydeHHe
Ma3Ka nepudepruIeckoil KpoBU C MOICUSTOM TUAMETpa 3PUTPO-
LIMTOB U TIOAPOOHBIM OIMUCAaHNUEM MOP(HOIOTUM KIIETOK.

IMapamerpsr MCH 1 MCHC y 3m0p0BBIX OCTarOTCSI CTaOMITh-
HBIMUM He3aBUCUMO OT Bo3pacta. MCH — oTHoOlIeHWe KOoanue-
crBa remMoryioonHa B 100 MJI KpoBM K YMCITY SPUTPOIIMTOB B TOM
e o0beMe KpoBU. Tak Kak copepkaHue TeMOITIOOMHAa OTHOCH-
TEJIBHO MOCTOSIHHAS BeJnurHa, Baprauy MCH B ocHOBHOM ori-
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penensitorcest BenmuuHoit MCV. Tloatomy naHHBIN TMokKaszaTesb
CaMOCTOSITEJTbHOTO 3HAUEHUST HE UMEET M BCerma COOTHOCUTCS C
MCV. MCHC — xonuuectBo remoryioorHa (r) B 100 M aput-
pouutoB (36 /100 Ma — mpedenbHas 3arpy3Ka 3pUTPOLIUTA
TeMOIJIOOMHOM TPV HOPMaJIbHOM OOBbEME SPUTPOIIUTA). bosb-
11ee KOJIMYEeCTBO reMOITIOOMHA BO3MOXHO B pe3yJibTaTe yBelu-
yeHus1 oovema sputpounta. MCHC mnpexncrasisieT coboil He
MPOLICHT, a OTHOIIEHUE Beca K 00bEMy, MTOITOMY TEPMUH «Cpell-
HsIS KOHLEHTPALIUSI TeMOIJIOOMHA» B BPUTPOLIMTE HETOUYECH, TaK
KaK KacaeTcsl He ofHoro spurponura, a 100 My 3pUTPOLIMTHOMN
MAacCCHhl.

vene_Hbg/dLx100 = HbjL/dl ”
Mo Ht % RBC m' /ml x MCVil
_ MCHC pg g

MCV il ~ 1

HopwmasibHble 3HaU€HUSI 3PUTPOLIMTAPHBIX UHIEKCOB COCTaB-
nsior: MCV - 80-94 ¢, MCH - 21-37 nor, MCHC - 32-
36 r/n.

HuarHoctuyeckoe 3HadyeHue mMmeroT RDW u rucrorpamma.
B omnuue ot onucanust maska nepudepuyeckoit kposu, RDW
JaeT KOJIMYECTBEHHYIO OLIEHKY pa3dpoca 3pUTPOLIMTOB IO 00be-
My, TO €CTb HaIJISIAHO B LIM(pax MoOMoraeT opeaeauTh CTeIeHb
aHM3ouuTo3a. I'Mcrorpamma rpaduuecku OTpaxaeT 4acToTy
BCTPEYAEMOCTU SPUTPOILIMTOB Pa3HOTO OoOBbEMa.

I'padmueckuit aHaMU3 pacrpeneseHus: IPUTPOLIMTOB TIO UX
00beMy MO3BOJISIET BBISIBUTh MMKPOLIMTO3, XapaKTEPHBIA IS
Keyne30Je(ULIMTHON aHEeMHUM, a Takke HaOJIoJarolIUiAcs Mpu
TUTIEPTUPEO3€E, AHEMMUSIX, COMTPOBOXKIAIOIINX 3a00JI€BAHUSI, CBSI-
3aHHbIE C KPOBOIOTEPE MM HapylIEHUEM YTUIU3AlUU KeJle-
3a U €ro BKJIIOYEHHUSI B TeMOITIOOMH (3J10KauyeCTBEHHBIE HOBO-
00pa3oBaHUsl, CUCTEMHBIE 3a00JIeBaHNS COEAMHUTEILHOM TKAHN ).
MakpoIlMTo3 MOXET XapaKTepu30BaTh MeErajgobjJacTHOE Kpo-
BETBOPEHUE MpHU AeduuuTe ButaMmuHa B, u donuresoit kucio-
Thl 1 HEKOTOPBIX BPOXICHHBIX HAPYIIEHUSIX CUHTE3a ITypUHO-
BBIX U MTIMPUMUAMHOBBIX OCHOBAaHUI. MaKpOLIMTO3 BCTpeUaeTcsI
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Takxe Ha (poHe HOPMOOJIACTUYECKOTO KPOBETBOPEHMUSI TIPU TU-
MOTUPEO03e, arjlaCTUYECKUX aHEMUSIX, MUEJIOAUCIUIa3UU, HOBO-
00pa3oBaHUsIX, JeiKo3aX, MOpaKeHUU MeYeH!, JIEYEHU U TTPOTHU-
BOCYJIOPOKHBIMU TIperapaTaMu U IIUTOCTaTUKAMMU, aJIKOTOJIU3ME.
Hanuune npu3HakoB aHeMUHU 0e3 HapylIeHUs 00beMa SpUTPO-
LIUTOB XapaKTEPHO JJIsl paHHEW CTaauu JedulnTa xejesa, Xpo-
HMYECKOW MOYEUHOW HEeJOCTATOYHOCTHU, TTPUOOPETEHHBIX TeMO-
JIMTUYECKUX aHEMUU, HechepoUMTAPHBIX TeMOTUTUYECKUX
aHeMuii (hepMeHTONaTU), BTOPUYHBIX aHEMUI, Pa3BUBAIOIIUXCS
Ha (pOHE IJUTENIBHO TEKYIIMX COMAaTUYECKUX 3a0oJieBaHMIA,
BO3MOXHO TpY arjlacTUueckux aHeMusix. IlpenMeToM aHaiu3a
CTAaHOBUTCS U cama ¢hopMa rMCTOrpaMMbl pacrpeeIeHUsT IPUT-
pouUTOB TI0 00beMy. OOBIYHO THCTOTpaMMa UMEET YHUMOAATb-
Hyl0 (hOpMy, TO €CTh (POPMY OMMHOYHOIO NMUKA — TOMOTEHHasl,
«HOpMaJibHas» (hopMa raycCOBCKOIO pacrpeniesieHus, Xapak-
TepHast JJis 3M0pOBOro yeynoseka. [lpu HapyllleHUM 3pUTPOIIO-
93a BeiuurHa RDW MoXeT u He U3MEHSIThCSI, CBUIETEIBCTBO-
BaTb O COXPaHEHUUM <«HOPMAJIbHOTO»  paclpeneeHus
3PUTPOLIUTOB 110 00beMy. B 3aBUCHMMOCTU OT caMOli BEJIMYMHBI
o0beMa BPUTPOLIMTOB MOXKHO BBIIEIUTH CIEAYIOIIME BapuaH-
ThI: TOMOTE€HHbBI MUKPOLIMTAPHBIA -— TIPU TaJIACCEMUU; TOMO-
TeHHBI HOPMOLIMTAPHBIA — IPU OCTPO KPOBOIIOTEPE, TEMOJIU-
3¢, aHeMHUHU TIpU XPOHUYECKOM JUM@OJIeliKo3€e; TOMOIeHHBIN
MaKpOLMUTAPHBI — TpU arlaCTUYECKUX aHEMUSIX, MUEJIOAMC-
rnactTuiyeckoM cuHapome. [Ipu yeenuueHun RDW rucrorpam-
Ma CTaHOBUTCSI 0oJjiee IIMPOKOH B OCHOBAHUM C YBEJIUYEHUEM
¢dopmbl. TIpu HeKoTOphIX 3a00JI€BaHUSX THUCTOrpaMMa MOXET
UMeTh 0oJsiee CIIOXKHYIO (hopMy — reTeporeHHbIi Bum. Ilmato
cjieBa OT MUKa CBUIETENILCTBYET O MPUCYTCTBUU SPUTPOLIUTAP-
HbIX (hparMEHTOB, YTO HAOIIONAETCS MPU OXOrax, TpaBMaTH-
YeCKOM MOBPEXICHUM KJIETOK TPU HATWYMU MPOTE30B Kilama-
HOB cepjlla, NMpU KpU3E CEPNOBUIHO-KJIETOYHOU aHEMUHU,
TPOMOOTUYECKOW TPOMOOIIUTONEHNYECKON MypIType, TeMOJIUTU-
KO-YPEeMUUYECKOM CUHIpPOME, TMO3JAHUX CTagusX Meraaobact-
Holi aHemMuu. [IBa mmka sputpouuToB Mexmy 50 u 140 ¢
yKa3bIBalOT Ha MPUCYTCTBUE JBYX MOMYJSIUA 3PUTPOLIMTOB,
OlHA M3 KOTOPBIX TMpelicTaBjieHa KJIETKaMU C WU3MEHEHHBIMU
pa3MmepaMu (yBEJIUUYEHHBIMU WM YMEHBIIEHHBIMU), a Apyras
SPUTPOLIMTAMU, BBEACHHBIMU TIPU TpaHChy3UM WK 00pa3oBaB-
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IIMMHCS TIocJie crienuduyeckoit Tepanuu (HarpuMmep, Mpu Jie-
YeHUU Xefie301eUuiuTHON aHeMum). [IBa Mka spuTpOIIUTOB,
OIWH U3 KOTopbix Oosbiie 140 ¢, ykasblBalOT Ha HaJIUYUe
SPUTPOILIHTAPHBIX ArrTIOTUHUHOB. J{OMOJHUTENbHBINM KJIETOY-
HbIli MK B 30He 200 (b1 MOXET CBUAETENbCTBOBATH O XPOHU-
yecKoM JMMQoJieliko3e ¢ IpeodnagaHueM MallbIX JUMQOL-
toB, MCV 1ipu 310M yBenmuuBaeTcsi, a MCHC ctaHoBUTCS HILKe
HopMmbl. [lpu yBenuueHnu RDW B 3aBuUcMMOCTM OT oObema
SPUTPOLIMTOB BBIACISIOT CJIEAYIOLINE BAPUAHThl TMCTOIPAMMBI:
TETEPOTreHHbIN MaKPOLUMTAPHBIN, TETEPOr€HHbIA HOPMOLIUTAPHBIN,
TeTEPOreHHbIA MUKPOLIMTAPHBIA.

Takum o0Opa3oM, pacueTHbIE TOKa3aTeJu KpacHON KpOBU
(MCV, MCH u RDW) npaor BO3MOXHOCTb AuGhepeHIInpO-
BaTh aHeMuu: HopMasibHble BenuuHsl MCV, MCH u RDW B
COYETAaHWU C HU3KUM YPOBHEM 3PUTPOLIMTOB U TEMOIIOOMHA
HaOJIIONAIOTCSI MPU TeMOJUTUYECKOU aHEMUM; BBICOKUE 3Haue-
Hust MCV, MCH u RDW Ha ¢oHe HU3KOro ypoBHSI FeMOIJIo0u1-
Ha W 3PUTPOLIUTOB XapaKTEePHBI JJIsI MErajo0acTHbIX aHEMUIA;
cHkeHue rnokaszareneit MCV, MCH Ha ¢oHe HU3KOro coaep-
>KaHUS TEMOIJIOOMHA, HOPMaTbHBIX IMMP IPUTPOIIUTOB U BHICO-
Koro tiokazatesii RDW cBUIETENbCTBYIOT O Kene30aehUulinT-
HOI aHEMUU.

OrnpenesieHue mapaMeTpoB aBTOMAaTUYECKOTO aHajnu3a Kpo-
BU SIBJISIETCS CKPUHWHTOBBIM T€MaTOJIOTMYECKUM KCCJIEIOBaHU-
€M, TIO3BOJISIIOIIUM TIPU a[IeKBAaTHOU OLIEHKE MOTyYEHHBIX PE3YJib-
TaTOB COPUEHTUPOBATHCS B OCOOEHHOCTSX aHEMUYECKOTO
CUHJIpOMA U YTOYHUTH TepeuyeHb HEOOXOMUMBIX CIELMATbHBIX
METO/IOB UCCJIEAOBAHMSI.



rNABAS

AHemMum, cBI3aHHbIE
C KpoBonoTepeun
(noctremopparnyeckue)

OcTpas nocTtremopparn4yeckas aHemus

DTO COCTOsSIHVE pa3BMBAETCS B pe3yJbTaTe OMHOKPATHOM Mac-
CUBHOM KPOBOITOTEPU.

[Tpyu4rHbBI, MPUBOISAIIME K PA3BUTHIO OCTPOI MTOCTTEMOPparu-
YECKOM aHEMMM y JETeW pasIMYHbIX BO3PACTHBIX TPYIIN, Mpea-
cTaBJIeHbI B Ta0O. 12.

KnuHnyeckas kapTuHa

HeGosnbline KpoBOIMOTEPU Y AETENM CTApIIEro BO3pacTa HE BbI-
3BIBAIOT BBIPAXKEHHBIX KIMHAYECKNX CUMIITOMOB U ITEPEHOCST-
Csl OTHOCHTEJIBHO XOPOIIIO. 3HAYMTEIbHAS TTOTEPS] KPOBU JEThH-
MM TIEPEHOCHUTCI XyXKe, 4YeM B3pOCIBIMU. HOBOpoOXIeHHBIE
0COOEHHO ITUIOXO TEePEHOCIT OBICTphIe KpoBomotepu. IloTeps
10—15 % obwema tmpKymupytomeii kposn (OLK) y HoBopox-
JEHHOTO BBI3LIBAET CHMIITOMBI IIIOKA, TOINA KaK y B3POCIHBIX
norepst 10 % OILIK xoMmeHcupyeTcss caMOCTOSITENIbHO, 0e3
BBIpAXKEHHBIX KJIMHUYECKUX PACCTPOMCTB. Y NETEH CTapiero
Bo3pacTta K 1oky npuBoauT moteps 30—40 % OLIK. Buesan-
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Hag moteps 50 % OLLK HecoBMmecTMMa ¢ XM3HBIO. B TO Xe
BpeMSsI, €CIM KPOBOTEYEHME MPOMCXOMAUT OTHOCUTEILHO MEICH-
HO, pebeHOK crtocobeH repeHecty norepio 50 % OLIK u maxe
Ooee.

Kimnnaeckast KapTHa OCTpOii OCTreMOpparnieckoi aHeMUK
CKJIaZbIBAETCS U3 IBYX CUHAPOMOB — KOJUIAIITOMIHOTO Y aHEMU-
YecKoro, 00ycIIoBIeHHBIX pe3kM yMeHbIeHneM OLIK. TMpn3Ha-
K1 KOJUIAIITOMIHOTO CUHAPOMA IIpeo0IanaloT Hal aHEMITIECKIM.
Mexny CTeneHbI0 TUITOBOJIEMUU M CTaavell HapylIeHUs TeMOIu-
HaMMKJ MMEIOTCS YeTKMe B3amMooTHolleHus (tabn. 13). LleHt-
paym3anus KpoBooOpaleHus: Bo3HuKaeT npu aedunmure OLK,
paBHOM 25 % oT BO3pacTHOM HOpMBI (15 MII/KT), TiepexomHast
cramust — nipu 35 % (20-25 MJI/KT), a AelieHTpaau3aluus — Tpu
45 % (27-30 mn/kr). [IpusHaKM AeKOMITEHCALIMA TeMOIUHAMU-
KU: TaxuKapaus, apTepuanbHas TUIIOTOHUSI, OJIEMHOCTh KOXU 1
CIM3BUCTBIX 000JIOUEK, JIMIIKHIA TIOT, 3aTyMaHEHHOE CO3HaHUE.

Tabauua 12

ITpyyuHBI OCTPOI MOCTTEMOPPATHIECKON AHEMUN
y aerei

JleTn paHHero Bo3pacra,
JOIIKOJBHUKH M IIKOJIBHUKHI

HoBopoxxneHHbie 1eTu

/. Kposomeuenus

1. ITpenaranbHbIe

1) pemomamepunckue mpancghysuu
(CTIOHTaHHbBIe, BbI3BAHHBIC HapyX-
HbIM TIOBOPOTOM IUIOAA 3a TOJIOBY,
TpaBMaTUUECKUM aMHUOLIEHTE30M)
2) unmpanaayeumaphovle
3)pemponaayenmaptoie
Mex061M3HeIOBbIE

2. aTpaHaTajibHbIe

1) namoanoeus nynosumot

Pa3pbiB HOPMaJILHOM TTYTIOBUHBI
Pa3pbiB BApMKO3HO-M3MEHEHHOM ITy-
TTOBMHBI WM aHEBPU3MBI TTyTTOBUHBI
I'emMaTOMBI TTYTTOBMHBI

Pa3pblB aHOMaJIbHO PaCIONIOXEHHBIX
COCYIOB TYTIOBUHBI

2) namoanoeus naayeHmolt
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1. TpaB™mbl, NpuBeIIINE K HAPYZK-
HbIM M BHYTPEHHMM KpOBOTeYe-
HUSIM (OCOOEHHO OITacHBI Mpody3-
Hble apTepuaibHble KPOBOTEUEHUS
MpU TpaBME MAaruMCTPaJIbHBIX apTe-
puil: aopThl, TOAB3IOIIHBIX, Oe-
PEHHBIX, TJICYEBBIX).

II. KpoBoTedyeHusi mocJjie MeJKMX
XUPYPrUYEeCKMX omepanuid (3KCT-
pakuusi  3y0a, TOH3WIIIKTOMUS,
afeHOTOMUSI) - vallle y aeTeil ¢ ¢o-
HOBOM TMATOJIOTMEW CUCTEMBI TIe-
MocTasa (HacleACTBEHHbIE TPOMOO-
LIMTOTIATUM, KOAryJomaThm)

I11. FOBeHn/IbHBIE MATOYHBIE KPO-
BOTe4eHHs1 (Jalle y neBodyek ¢ do-
HOBOHM TMAaTOJIOTUEN CUCTEMBI TEMO-
crasa).



PaHHsis1 oTCNoliKa HOPMaJIbHO PAcHo-
JIOXKEHHOM TUTALIEHTBI

IpemnexaHue rialeHThI
[MoBpexaeHWe TUIALIGHTHI TIPU Keca-
PEBOM CeYeHUU

XopHoaHToMa

MynabTUIONBYATOCTD TUTALICHTHI

3. ITocTHaTAIBLHBIE

1) napyxcuote

KpoBoTeueHus: M3 TMyNMOYHBIX COCYIOB
(TpaBMa COCY/IOB TTyNOBUHBI, MOTHSITHE
HOBOPOXK/ICHHOTO BBILIIE YPOBHSI IUTa-
LICHTBI MPY HEeTIePEeXKaToi MyTOBUHE)
edekT yxoma 3a OCTaTKOM ITyITIOBUHBI
(npope3biBaHKE  TYMOYHBIX  COCYIOB
CKOOKO#1 ParoBrHa, HEIOCTATOUHO rep-
METHYHas TiepeBsi3Ka MyMOBUHHOTO OC-
Tarka, CJIMIIKOM 3HEPIrUYHOe ynaleHne
MYIIOBUHHOTO OCTaTKa B MOMEHT €ro
OTIIAIeHUST)

KwuineuHsie KpoBoTeUEHUST
STporeHHble (IMArHOCTUUYECKUE Be-
HETyHKIIVH)

2) gHympennue
Kedamorematoma
IMonanoHeBpoTHYEeCKUe
JIVSTHUS

CyOnypanbHple WIM  cybapaxHOM-
JaJIbHbIe KPOBOUBTUSTHUS
BHyTprXenya04KoBbIe
HUS

3a0pIOIIMHHbBIE KPOBOWBIUSHUS
IMonxarncynbHble TeMaToMbl WM pa3-
PBIBBI TICYEHU

Pa3pbIBbI cene3eHKN

H. I'emoppacuueckas 6oae3nv Ho-
BOPOHCOCHHBIX
1I1. ITamoaozusacucmemovizcemocmasa

1. HacieaACTBEHHBIE ¥ IPHOOPETEH-
HbIE KOaryJonaTuu

2. TpoMOoUMTONIEHHYECKAs MypITypa
/V.ABC-cunopom
OcmpasnevenounasHedocmamou-

KpPOBOU3-

KPOBOM3JINA-

IIpodonxcenue maba. 12

IV. CrpeccoBble KpOBOTe€YE€HMS
(oxord, TIoYeYHas  HEIOCTaTou-
HOCTb, 3a00JI€BaHUSI COECIMHUTEb-
HOI TKaHU U ApYTHE)

V. KpoBoTeueHus1 U3 KeJTyI0IHO-
KUIIEYHOTO TPAKTAa:

1. Bapuko3Hoe pacimpeHue BeH -
meBona W Kedyaka MpU CUHIPOME
TOPTATIbHON TUIIEPTEH3NU

2. $I3Ba xemynka v ABEHaIATU-
MEePCTHOM KULLIKU

3. SI3BeHHO-HEKPOTUIECKUI SHTEPO-
KOJIUT

4. JINBepTUKYJI TTOAB3IOITHON KMWIII-
K1

5. [onur ToaCcTOM KUILIKK

5. XuarajbHasl TpbDKa

7. Axanasusl TMILIEBOAA

8. KopoTkuii uieBom

9. TpemmHa 3agHero mpoxona

VI. Jleiiko3bl ¥ 3JI0KA4Y€CTBEHHBIE
ONyXO0JIH

VII. AniacTuyecKne aHeMHuu

VIII. IlaTosorusi cucrteMbl reMo-
crasa:

1. HacnencTBeHHBIE 1 TTpHOOpE-
TEHHbIE TPOMOOLIUTOTIATUI

2. HacnenctBeHHBIE U TIpHOOpe-
TEHHBbIE KOATyJIOMaTH1

3. TpoMOoITOIIEHNYECKast IypIIypa
IX. KpoBoTeuyeHnsi B MOMEHT XH-
PYPru4ecKux onepanyia npu
TpaBMax COCyIOB

X. IBC-cunapom

XI. Pa3pbiB aHeBpU3M COCYIAOB C
KPOBOTE€YEHHEM BO BHYTPEHHHUE
OpraHsl

XII. KpoBoTeyeHune U3 reMaHTHOM
XIII. OcTtpasi meyeHOYHASs] HEIO-
CTATOYHOCTh

XIV. ArporenHas anemusi (B pe-
3yJabTaTeé TIOBTOPHBIX MHOTOKpAT-
HBIX B3ATHIl KPOBU [UISI UCCIENO-
BaHUI)
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Tabauuya 13

Kiunuyeckue mMpU3HAKH CTAJAUl HAPYIIEHUS T€MOJIMHAMUKHU

Cramma
LenTtpanu-
3aus
KPOBOOO-
panieHus

[TepexonHas

JeueHrpa-
JIA3aLnst
KPOBOOO-
panieHus

Tepmu-
HaJIbHAast

npH IIOKe
[deroynpkuad. K., 1994]

KimHuyeckas XapakTepuCTHKA CTAIMIA IIOKA
[McuxomoropHoe BO30OyXIeHWe Wi yrHeteHue. CucCTO-
smueckoe AJl B mipenenax Bo3pacTHOM HopMbl win + 20 %.
YMeHbIIIeHUe TyJIbCOBOTO naBieHMs. [lylbc HampsikeH,
Ttaxvkapaust 10 150 % oT BO3pacTHOW HOPMBI, WHOTAA
opagukapmus. Oppiiika. KoXHBIE TIOKpOBBI  OJIeIHBIE,
XOJIOMHBIE, «MPaMOPHOCTb», ITMAHOTUYHBIA OTTEHOK CJIM-
3UCTBIX 000JI0YEK, HOTTEBBIX JIOXK.

Pe6enok 3aropmoxkeH. Cucronmueckoe AJl CHUXEHO, HO
He Gosee, yeM 10 60 % oT Bo3pacTHOW HOpPMBI. [lyiibc
caboro HarrojiHeHus1, vactota Gosiee 150 % ymapoB oT
BO3pacTHOI HOpMBI. Onbiiika. Pe3ko BbipakeHa GJIieTHOCTh
KOXHBIX TIOKPOBOB, OTYETIIMBBIN aKpoliraHo3. Onurypus.
Pe6enok 3aTtopmoxeH. Cucronuueckoe Al Hike 60 % ot
BO3pacTHOW HOPMBI, nuactoimnyeckoe Al He orpe-
nensiercs. Tlyabc HUTEBMIOHBIN, Taxukapmust Oonee 150 %
OT BO3pacTHOW HOpMBI. KOXHBIE TIOKPOBBI OJIeTHO-1IMAHO-
TUYHbIe. [IpIXaHWe Jactoe, MOBepXHOCTHOe. LleHTpasbHOe
BEHO3HOE JaBJICHWE BBIIIE WIM HIDKE HOPMBI B 3aBU-
CHMOCTH OT CTETNICHU CepIeYyHON HeIOCTaTOYHOCTH. [1oBBI-
IIeHNe KPOBOTOUMBOCTU TKaHEW. AHYpUSI.

KimmH1Ka aroHaJIBHOTO COCTOSTHUS.

KnuHuueckass kapThuHa OCTpOI MOCTIEeMOpparuyeckoi aHe-
MHUM Y HOBOPOXIEHHBIX MMEET CBOM OCOOEHHOCTU. OTMmeyva-
eTcs OJIEMHOCTh KOXHBIX MOKPOBOB WM CIU3UCTBIX O0OJIOYEK,
aIuHaMUs, MbIIIIEYHAs! TUTIOTOHUS, C1a0bIii KPUK, OJBIIIKA, CTO-
HyLIEE AbIXaHWE, TPUCTYIIbI allHO3, TaXUKapAus, HEPEIKO CUC-
TOJIMYECKUIA 1IyM, 3aMajeHue rnepenHeil OproIHoi CTeHKU (CBSI-
33HO CO CMa3MOM KPOBEHOCHBIX COCYIOB OPraHOB OpIOIIHOM

MOJOCTH).

KnuHuueckue maHHBIE Yy HEKOTOPBIX HOBOPOXIEHHBIX HE
COOTBETCTBYIOT TsXKecTu aHemMuu. [Ipu ocTpoit KpoBomoTtepe
MOTYT OBITH TIPU3HAKU TUIOBOJIEMUM (TaxXWKapaus, TaXUITHO3,
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HUTEBUIHBIN MYyJIbC, apTepUaibHasi TUTIOTOHMUS, BSUIOCTb, CUMII-
TOM OeJioro msiTHa 6osee 3 ¢) IpyU HOPMAJIBLHOM LIBETE KOXKHBIX
MOKPOBOB. BJIeMTHOCTh MOXET MOSIBUTHCSI OTCPOYEHHO — Yepe3
HECKOJIBKO 4acoB WM Ha 2-3-i1 neHb. Eciu GiiegHOCTh OT™ME-
YaeTcsl, TO BaXKHBIM MPU3HAKOM aHEMWU SIBJISIETCSI OTCYTCTBUE
ee IMHaAaMUKKU Ha (hOHEe OKCUTEHOTeparuu.

ITpu mocTreMopparnyeckom II0Ke KJIIMHUYECKUE MPOsIBIIe-
HMST MOTYT Pa3BUBAThCSI B TEUEHUE OJIMDKAWIIIETO BpEMEHM TOC-
Jie KpOBOITOTepU: Taxukapaust (cBbiine 160 ya/MWUH), Taxuil-
HO3, MPUCTYIBl alHO3, pe3Kas apTepuajibHasi TMIIOTOHUS
(Y OHOIIIEHHOTO HOBOPOXIEHHOTO CHUCTOJMYECKOE NaBJieHUE
Huxe 50 MM pT. CT., a y HEJJOHOIIIEHHbIX MeHee 45 MM pT. CT.,
y IETeN ¢ OYeHb HU3KOM MAaccoy Tejia MPU POXIACHUU — HUXKE
35-40 MM pT. CT.), TIpU3HAKAMU KOTOPOW MOTYT OBITh OTCYT-
CTBME TIPOIIYTBIBAEMOrO IyJbCa Ha JIyY€BOW U KyOUTaJbHBIX
apTepusiX, OJINTYpUST WIKM aHypusl, JieTaprusi ujiu Koma. Pa3zpu-
The yKazaHHOU kiuHuku Il craguu moka MoxeT ObITh OTaaIe-
HO OT MOMEHTAa KpOBOTeueHWs1 Ha 6-12 u u maxe 24-72 u
[LIpioyneknud. K., 1996].

OTCyTCTBME TeNaToCIUIEHOMETAIUM, OTEKOB, MKTEPUIHOCTU
rnomMoraet B nuddepeHINaTIbHON AUATHOCTUKE C TEMOJUTUYEC-
KOW 060JIe3HBI0 HOBOPOKIEHHBIX.

AwnarHo3s

JIMarHo3 oCTpoii MOCTreMOpparuyeckoil aHeMUM U reMoppar-
YeCKOro II0Ka YCTaHaBJIMBAIOT Ha OCHOBAaHWU COBOKYITHOCTU
AHAMHECTNYCCKUNX, KIMHNYECKUX U1 na60paT0pr1x JAaHHBIX. Oc-
HOBHO€ 3HAYC€HUE MMCIOT KIIMHUYECKUEC NJaHHbLIC, YaCcToTa ITyJib-
ca, apTepuajibHOE JaBJIeHUEe, TUype3.

I'emaroyiornyeckasi KapTMHa OCTPON IMOCTIEMOpPpPArnyecKom
aHEeMMU 3aBUCUT OT Mepuoa KpoBoroTepu. B paHHMI nepuon
KpoBoroTepu (pediekTopHas cocyaucTas daza KOMIIEHCALIN)
B CBSI3M C TMOCTYIUIGHUEM JETIOHMPOBAHHON KPOBU B COCYIHCTOE
pycJIo U YMEHbIIIEHWEM ee o0beMa B pesyJibTaTe pethIeKTOPHO-
Iro Cy>K€HUA 3HAYMTEJIbHON YacTu KarmnisdpoB KOJNMYECTBEHHbIC
rokazatefid 3pUTPOLIMTOB U TeMOIJIOOMHA B eauHUIE oObema
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KPOBU HAXOJSTCSI HA OTHOCUTEIHHO HOPMAJIbHOM YPOBHE U HE
OTpaXaroT UCTUHHOW aHeMU3aluu. DTO Takke 00YCIOBIEHO TEM,
YTO TMPOUCXOMUT MapajuieSibHasi MmoTepsi Kak (POpMEHHBIX 3Jie-
MEHTOB, TaK U TUIa3Mbl KpOBU. PaHHUMU NpU3HaKaMu KPOBOIO-
TepU SIBJISIOTCS JEHKOLIMTO3 C HEUTPODUIC30M U CIABUTOM BJie-
BO U TPOMOOIIUTO3, KOTOPbIE OTMEUAIOTCS YK€ B TEPBbIE YaChI
TocJie KpoBOMOTepU. BripaxkeHHas aHeMUsI TIOCIe KPOBOITOTepH
BBISIBJISIETCSI HE Cpa3y, a CIycTsl 3 JHS, KOTia HacTyraeT Tak
Ha3bIBaeMasl TuapeMudeckast paza KOMIeHCalluK, XapaKTepusy-
IOLIASICSI TIOCTYTUIEHWEM B KPOBEHOCHYIO CUCTEMY TKaHEBOW XU~
koctu. B 3TOi1 (haze mporpeccupyloilie yMeHbIIIaeTCsl KoJuye-
CTBO JPUTPOLIMTOB W TEMOTJIOOWHA, BBISIBISIETCS WCTUHHAS
CTerneHb aHeMU3alMKu 0e3 CHUXKEHUSI 1IBETOBOTO IMoKa3aTesisi, TO
€CTh aHEMUSI UMEET HOPMOXPOMHBIN XapaKTep U SIBJISIETCSI HOP-
MouuTtapHoil. Yepes 4-5 gHel mocjie KpOBOIIOTEpU HACTyIIaeT
KOCTHOMO3roBasi (baza KomrmeHcauuu. OHa XapakKTepusyeTrcs
HaJlMyueM B MepudepuvecKoil KpoBU OOJBIIIOT0 KOJIMYECTBA
PETUKYJIOLIMTOB, a y JeTeid paHHEro Bo3pacTa MOIYT TOSIBISITh-
¢Sl HOPMOLIUTHI. YCTaHOBJIEHO, YTO IIPU OCTPOM IMOCTreMoppa-
TMYECKON aHEMUM 3HAUYMTESIbHO YBEJIMYUBAETCs TTposidepaTuB-
Hasl aKTUBHOCTh KOCTHOTO M0O3ra — 3((EKTUBHBIN 3PUTPOII0I3
YBEJIMYMBAETCSI IPUMEPHO B 2 pasza MO CPaBHEHUIO C HOPMOMA.
DTU U3MEHEHUSI OOBSICHSIOT YCWJIEHUEM MPOIYKIIUU 3PUTPO-
TO3TMHOB B OTBET Ha TUMoOKcHio. OIHOBPEMEHHO C BBICOKUM
PETUKYJIOIIUTO30M B Mepudeprnyeckoil KpoBU OOHAPYXKUBAIOT
MOJIOZIble KJIETKU TPAaHYJIOLUTAPHOTO psifia, OTMEYAEeTCsl CABUT
BJIEBO, MHOTAA JO METAMUEJIOIMTOB W MMEJIOLMTOB Ha (oHe
JeiikounTo3a. BoccTraHoBIeHME MacChl PUTPOLIMTOB MPOUCXO-
JIUT B Te4eHue 1-2 Mec B 3aBUCUMOCTU OT 00beMa KPOBOITOTE-
pu. Ilpu atom pacxomyeTcst 3anmacHoil (poH[ Xkejie3a OpraHu3-
Ma, KOTOPbI BOCCTAHABIMBAETCSI CITYCTSI HECKOJIbKO MECSIIIEB.
DT0 MOXET MPUBOAUTH K PAa3BUTUIO JJATEHTHOTO WJIM SIBHOTO
nedunnTa xejesa, pyu KOTOPOM B TiepudepruiecKoil KpoBU MO-
JKET OTMEUYAThCsI MUKPOIIUTO3, TUTTOXPOMUSI SPUTPOIIUTOB.

Y HOBOPOXIEHHBIX BaXKHA KOMILIEKCHasI KIMHUKO-J1abopa-
TOpHAasl OLIEHKA TSDKECTU aHeMUU. Y HOBOPOXKIEHHBIX TepBOiA
HEeeIN XU3HU KPUTEPUSIMU aHEMUU SIBJISIIOTCSI: ypoBeHb Hb
Huoke 145 T/71, KONMM4ecTBO 3puUTpoLuToB MeHee 4,5 x 107 /1,
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Ht menee 40 %. J1nsi qMarHOCTUKY aHEMUM Ha BTOPOil Hexese
JKM3HU MCIIOJIb3YIOTCS 3TU K€ ToKasaTelu, Ha 3-ii Hemese u
MO3aHEee aHEMUIO NTMArHOCTUPYIOT npu ypoBHe Hb < 120 r/n,
KOJIMUECTBE SpUTpoLUTOB MeHee 4 x 10"’ /1. Eciu B aHamHese
HOBOPOXIEHHOTO €CTh (haKTOpPhl PHCKa Pa3BUTHUS ITOCTIEMOp-
paru4yecKkoi aHeMUu, TOJHBIN KIIMHUYECKUM aHAJIU3 KPOBU He-
00XOIMM TpPU POXICHUU U Jajiee CIEAyeT OIpenessaTh ypo-
BeHb Hb u Ht B mepBble CyTKM XU3HU Kaxable 3 yaca mocie.
B ananuze nepudepudeckoii Kposu ypoBeHb Hb 1 konnuecTBo
9PUTPOLIMTOB MEPBOHAYATIBLHO MOTYT OBITh 1axke HOPMaJbHBIMU,
HO YyX€ 4epe3 HEeCKOJIbKO YacoB B pe3yjbTaTe reMOAWHAMUKU
yMEHbIIAIOTCA. AHEMUSI HOPMOXPOMHasi, MOTYT ObITh TPOMOO-
LIMTO3, JIEMKOIUTO3 CO cABUTOoM BieBo. Ilpu moctremopparu-
yeckoM 1moke OLIK Bcerma Hike 50 MJ1/KT Macchl Tejla, a LieH-
TpanmbHOe BeHo3Hoe naBiaeHue (LIBJI]) Hike 4 cMm Bom. CT.
(0,392 kIla) BIIOTH A0 OTpUIATENbHBIX BeaW4UH [LIpIOy/Ib-
kuH 9. K., 1996].

JleueHune

JleyeHne OONBHOTO C OCTPOII KPOBOITOTEPEH 3aBMCUT OT KIIMHU-
YeCcKOl KapTUHBI M 00beMa KpoBomoTepu. [ocrnuranuzaiuu
TojjieXar BCce JeTU, Y KOTOPBIX MO KIMHWYECKMM WJIM aHaMHe-
CTUYECKMM JaHHBIM INpearnoaraeTcss Kpopomnoreps 6ojee 10 %
OlIK.

O0BeM IUPKYIMPYIOLIECH KPOBU M MOKa3aTeJId TeMOIMHA-
MUKW JOJKHBI OBITh OLIEHEHbl HeMeieHHO. MCKIounTebHO
BaXHO MHOTOKPAaTHO M TOYHO OIPENEssiTh OCHOBHbIEC ITOKa3a-
Teau HeHTpaabHoi reMoguHaMuku (YCC, AJl 1 ux oprocTatu-
yeckue udmMeHeHus1). BuesamHoe ysenueHrne YCC MoxeT ObITh
€IMHCTBEHHBIM MPU3HAKOM peIMAMBa KPOBOTEYeHUST (OCOOEH-
HO MPU OCTPOM KeJTyTOYHO-KUIIIEUHOM KpoBoTeueHuu). OpTo-
cTaThyeckasl TUIOTOHMST (CHMXKEeHMe cuctonumdeckoro Al >
10 MM pt. cTr. u yBennuenue YCC > 20 ya./MUH TIpU Tepexo-
JIe¢ B BePTUKAJIbHOE TTOJOXEHME) CBUIETENbCTBYIOT 00 YMEpPEH-
Hoit kpoBoroTepe (10-20 % OLK). AprepuasbpHasi TMIIOTO-
HUS B TOJOXEHUU JieXa CBUIETEJIbCTBYET O OOJIBIIOM
kposomnorepe (> 20 % OLIK).
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OOIIETPUHSTO, YTO MPU OCTPOI KPOBOIIOTEPE TUIIOKCHST BO3-
HUKaeT y pebeHka mociie morepu > 20 % OLIK. Hdetu BBUmY
0oJIee HU3KOTO, YeM Y B3POCIIBIX, CPOACTBA TeMOIIOOMHA K KHC-
JIOPOMY CITOCOOHBI B PSIZIE CIydaeB KOMIIEHCUPOBATh KPOBOIIOTE-
pio u ipu ypoBHe Hb < 70 r/n. Pematb Bonpoc o TpaHchy3umn
Yy KaXxnoro pedeHKa HYy:KHO MHIWBUAYaJIbHO, YUUTHIBAs TIOMUMO
BEJIMYMHBI KPOBOIIOTEPH, ITOKa3aTesleil TeMOIMHAMUKI U Kpac-
HOI KpOBM TaKue (PaKTOpPhI, KaK CIIOCOOHOCTh KOMIIEHCUPOBATh
CHIDKEHHYIO KMCJIOPOIHYIO (DYHKIIMIO, HAJTMYME COIMYTCTBYIOIIMX
3a00JIeBaHUI U IP.

JleyeHne OONBPHOTO HAaYMHAETCS KaK C HEMEMJIEHHOM ocTa-
HOBKM KpPOBOTEUYEHMSI, TaK M BBIBEACHUS peOeHKa M3 IIoKa.
B Oopr0be ¢ IIOKOM OCHOBHYIO pOJIb MIPaeT BOCCTAHOBIICHHUE
OLK kpoBe3aMEHUTEISIMU M KOMIIOHEHTaMM KpoBU. OO0beM
KPOBOIIOTEPH MODKEH OBITH 3aMEIeH 3PUTPOLIMTHONM Maccoit
wii (IIpA ee OTCYTCTBMM) ILIEAbHOW KPOBBIO MajbiX (mo 5-7
ITHEei) CpoKOB xpaHeHMs. TpaHchy3nn KpUCTAUIOMIHBIX (pa-
ctBop Punrepa, 0,9 % pactBop NaCl, nakracoi) u/UJIu Koji-
JIOUIAHBIX (PEOTONUITIOKUH, 8 % pacTBOp XenaTuHous, 5 %
pacTBOp anbOyMUHA) KPOBE3aMEHUTENEH JOJKHBI ITPEIIIeCTBO-
BaTh reMoOTpaHCchy3UsIM, YTO 103BoysieT BocctaHoBUTh OLIK,
KyUpPOBaTh HAPYIIEHWUS] MUKPOLMPKYJISIIIAU U TUTTOBOJIEMUIO.
LenecoobpasHo nmepBoHadanbHO BBecT 20 % pacTBOpP IIIOKO-
3bl (5 MJI/KT) ¢ UHCYJIMHOM, BUTaMMHOM B, 1 kokapbokcuna-
30if (10-20 Mr/kr). CKOpPOCTh BBEIEHMSI KPOBE3aMEHUTENEH B
YCJIOBUSIX OCTAHOBJIEHHOTO KPOBOTEUEHMSI TOJDKHA OBITH MU-
HumMyM 10 mMa/kr/4. O0beM mepelrBaeMbIX KpOBe3aMeIlaro-
IIUX PACTBOPOB MOJKEH IIPEBHINATH (IMIPUOIU3UTEIHLHO B 2—3
paza) o0beM 3PUTPOILIUTHOI MAaCCHI.

IIpn Bocctanosnennn OLIK kpoBe3zaMeHHMTENSIMI HEODOXO-
MO CJIEAUTDb, YTOOBI TeMaTOKpUT ObL1 He Hipke 0,25 1/71 B
CBSI3U C OIACHOCTBIO Pa3BUTHSI TeMUYECKON rumokcuu. TpaHc-
¢y31sT 3pUTPOLIMTHOM MacChl BO3MeIaeT Ne(UIIUT SPUTPOLIM-
TOB M KyIHpYyeT OCTpylo TUmokcuio. o3y remorpaHcdy3un
BBIOMPAIOT MHAUBUIYAJIbHO B 3aBUCMMOCTHU OT BEJIMYUHBI KPO-
Bomotepu: 10-15-20 mu/Kr Maccel, IIpM HEOOXOOMMOCTA M
Oosiee. BoccTaHoBneHe reMOTMHAMUKI, B TOM YMCJIE LIEHTPAIb-
HOTO BEHO3HOTO JaBJieHUsI (OO0 6-7 MM BOA. CT.), SIBISIETCS
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rokaszaTeJieM JI0CTaTOYHOCTH U 3((PEeKTUBHOCTU UH(PY3UOHHO-

TpaHC(hY3NOHHOI Tepaluy OCTPOM KPOBOITOTEPH.
INokazaHusIMM K TpaHCHY3MM SPUTPOIIMTHOM MAacChl TP

OCTpOI KPOBOMOTEpH SABISIOTCS [ArpaneHko B. A. 1996]:

1) octpast kposonotepst > 15-20 % OLIK ¢ nmpuszHakamu
TUTIOBOJIEMUM, HE Kynupyemasi TpaHC(y3UsIMU KpoBe3a-
MEHUTEJEH;

2) omepauuoHHas KposomoTeps > 15-20 % OLK (B co-
YEeTaHUU C KPOBE3aMEHUTENSIMU);

3) mociaeonepamonHbii Ht < 0,25 1/ ¢ KIMHAYECKUMM
nposiBneHusiMa anemu (Ht < 0,35 n/1, Hb < 120 v/n)
MPU TSIKENbIX PECTPUKTHMBHBIX 3a00jieBaHUSIX (MCKYCCT-
BEHHasl BEHTWISILIUSI JIETKUX);

4) Ht < 0,25 n/n1 Hb < 80 r/n ¢ KIMHUYECKMMU TIpO-
SIBJICHUSIMA aHEMUU, aKTMBHOE KPOBOTEUEHUE;

5) arporenHas aHemus (< 5 % OLK) BciaeactBue B3s-
THSI TPOO KPOBU HA J1laOOpaTOpHBIE WCCIEIOBAHUS
(Ht< 0,40-0,30 n/m).

IMokazaHus K miepeMBaHUsAM KPOBU: OCTpasi MaCCMBHasi Kpo-
BOMOTEPSI, OMepali Ha OTKPbITOM cepatie. HeoOXxomumo moMHUTB,
YTO MPU TEPEMBAHUN KPOBU BEJIUK PUCK MEpPenayu BUPYCHBIX
nHbeKMit (rermatuta, uuromeragosupyca, BUY), cencubummsza-
LIMH.

HoBopoxxneHHbIe ¢ OCTpOl MOCTTeMOpparnyeckoil aHeMuei
U TeMOpparuvyeckuM IIOKOM TpeOYIOT MHTEHCHBHOI Teparuu.
HoBopoxkneHHbII B COCTOSIHUM 1110Ka TOJKEH ObITh MOMEIICH B
KyB€3 WJIM TOJ MCTOYHUK JIYYUCTOrO TEIjia, YTOObl MOJIEPXKATh
TeMIepaTypy Teja Ha ypoBHe 36,5 °C, u obecrieyeH WHTaJIs-
LIUSIMU KUCJIOPOTHO-BO3AYIITHBIX CMECE.

IMokazaHusIMU K TeMOTpaHChY3USIM Y HOBOPOXKICHHbBIX SIB-
msmores [Toom A., 1992]:

1) aHemMusi ¢ COKpATUTEIbHON CEPIAEYHON HEIOCTATOYHOC-
ThO0 (110 1 MJI/KT Macchl Tejla, MEUICHHO B TeYeHUE 2—
4 4); MOBTOpPHBIE MEPEJUBAHUS, €CTM HEOOXOIUMO;

2) Hb < 100 r/n ¢ cuMIToMaMy aHEMUM;
3) Hb < 130 r/n y pgereil ¢ TSDKEABIMU PeCIIMPATOPHBIMU
00JIe3HSIMU;
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4) Hb < 130 r/n mipy poOXKIECHUM;
5) morepst OLIK 5-10 %.
st TpaHChY3UM UCIIONIB3YIOT 3PUTPOLIMTHYIO Maccy (maB-

HOCTBIO He OoJiee 3 mHel KOHCepBallMK), KOTOPYIO B KOJIMYECTBE
10-15 MJa/KT Maccel Tela BBOAAT MemjieHHO (3-4 Kariud B
MMHYTY). DTO NPUBOAUT K MOBBIIICHUIO YPOBHS TeMOIIOOMHA
na 20-40 r/n. Tlpu TsXKenblx aHEMUSIX HEOOXOOUMOE KOoauye-
CTBO 3PUTPOLIMTHOM MAaccChl ISl MEPEeTMBAHUSI PACCUMTHIBAIOT
no ¢opmyne Haitdypra —Crokmana (1997):

y _ m (xr) x mebunmt Hb (r/n) x OIIK (Ma/kr)
200

e V — HeoOXxoauMoe KOJMYECTBO 3PUTPOLIMTHON Macchl,
200 — oOblyHBI ypoBeHb Hb B spuTpouuTHoit Macce
B I'/I.

Hanpumep, y pebeHKa ¢ Maccoii Tejia 3 KT BBISIBJIEHA aHe-
musi ¢ ypoeHemM Hb 150 r/n, 3nauut neduuur Hb = 150 -
100 = 50 r/n. Tpebyemoe KOJMYECTBO SPUTPOLIMTHON MacChI
cocraBut 3,0 x 85x 50/200 = 64 mu. Ilpu oYeHb HUBKUX
ypoBHsiXx Hb y pebenka xenateabHbiM ypoBHeM Hb, mo xoto-
pomy omnpenensiior aepuuutr Hb, cumTaloT BenMuuHY
130 r/n.

IMokazaHusIMU K TIepeTMBaHUIO 3PUTPOLIUTHOI MacChl y IeTel
crapilie TepBbIX IHel XU3HU sIBAsgIOoTCS ypoBHM Hb Huke
100 r/n, a 'y nereit crapme 10 gHeit — 81-90 r/.

Bo u3bexaHue ocnoXHeHUid MacCHMBHOI remMoTpaHcdy3uu
(ocTpas cepmeyHasi HEIOCTaTOYHOCTb, IIUTPAaTHAsI MHTOKCUKA-
LM, KaJreBasi UHTOKCUKALIUS, CHHIPOM TOMOJIOTMYHOM KPOBH)
o0LIMiA 00beM TeMoTpaHCchy3UM He NOoJiKeH npesbluath 60 %
OLK. OctanbHoli 00beM BOCHOJHSIETCS TUIa3MO3aMEHUTENSI-
MU: KOJUTOUAHBIMU (PEOTOIUTIIIOKNH, 5 % pacTBOp anbOyMu-
Ha) WIX KpUucTaJutlouaHbIMK (pactBop Punrepa, 0,9 % pactBop
NaCl). Eciu pebeHky, HaxomsIemMycs B MOCTTeMopparuyec-
KOM I1I0K€, HEBO3MOXHO CPOYHO MPOU3BECTU TeMOoTpaHCchy3uIo,
TO HAaYMHAIOT JICUEHUE TUIa3MO3aMEHUTENISIMUA, TTOCKOJIbKY HECO-
OTBETCTBUE O0beMa IUPKYJIUPYIOLIE KPOBU M €MKOCTU COCY-
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JIACTOTO pycjia JOKHO OBITh JIMKBUAMPOBAHO HEMEUICHHO.
[penesoM reMoaVTIOLIMKU B TEPBHIE Yachl KU3HU CUMTAIOT T10-
Kazareab rematokpura 0,35 J1/J1 M KOJIMYECTBO SPUTPOILIMTOB
3,5 x 10"?/n. Tlpu 1OCTMKEHMU 3TOi TPaHULIBl BOCIIOIHEHUE
OIIK HeobxomnmmMo TPOAOIKUTE TeMOTPAHCHY3USIMMU.

006 3 GHEeKTUBHOCTHU TepaIllii OCTPO TTOCTIEMOPParuuecKom
aHEeMMHM CYIAT TT0 HOpMaIM3allMy OKPACKU U TEMIIepaTyphl KOXHU
U CJIIM3UCTBIX 000JIOUEK, MOBBILIEHUIO CUCTOJIMYECKOTO apTepH-
aJbHOTO AaBjieHUs 10 60 MM PT. CT., BOCCTAHOBJICHUIO IUype-
3a. [Ipu mabopaTopHom KoHTpose: ypoBenb Hb 120-140 r/x,
remarokput 0,45-0,5 n/n, LIB/l B npenenax 4-8 cMm Boa. CT.
(0,392-0,784 xIla), OLIK Bbmme 70-75 Ma/Kr.

BonbHOMY € OCTpOIi ITOCTreMOpparn4eckoi aHeMueil Heooxo-
UM TIOCTEJIbHBIN peXuM. PebeHKa corpeBaroT, JaloT OOMJIBHOE
MHTHE.

ITo nmokazaHusSIM Ha3HAYAIOT CEPACYHO-COCYIUCThIC CPEACTBA,
Mpenaparsl, Yaydllaoliie MUKPOLIUPKYISIINIO.

ITo oKOHYaHUIO OCTPOTO TIEPUOIA HA3HAYAIOT MTOJHOLEHHYIO
NIETy, 00OTallleHHYIO OeIKaMM, MUKPO3JIeMEHTaMH, BUTAMUHAMM.
YuuThiBasi UCTOILICHUE 3aITacoB XXeJie3a, HA3HAYaKoT JIeYeHUe TIpe-
rmapataMy KeJiesa.

MporHos

IIporHo3 mpu OCTPBIX KPOBOMOTEPSX 3aBUCUT OT OCHOBHOTO
3a60JIeBaHMSI, Ha TIOYBE KOTOPOTO BO3ZHUKJIO KPOBOTEUEHUE, Mac-
CHUBHOCTH W GBICTPOTBI KPOBOIOTEPH, BO3PACTHBIX U MHIWUBUIY-
aJbHBIX OCOOEHHOCTEIl OopraHM3Ma peOeHKa.

XpoHunyeckas
nocTtreMopparv4yeckas aHemMus

PasBuBaeTca BCIEACTBUE ITATEIHLHO MOBTOPSIIOIIMXCS HEOOMITh-
HBIX KpOBOTeUeHMIA. XpOHWYECKas IMOCTreMopparndyeckast aHe-
MUSI y IeTel SIBIISIETCSI OCHOBHOHM MPHUYMHON KeJe301epUIInT-
HBIX COCTOSIHUM.
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[NpyyrHaMU TIOBTOPHBIX HEOOJBIINX KPOBOIOTEPH MOTYT
OBITH CJICYIOIINE MATOJOTUIECKHUE COCTOSTHUS:

1. 3aboneBaHusT XKeTyIOYHO-KUIIIEUHOTO TPAKTa: IPO3UB-
Ho-s13BeHHbIe TTopakeHust KKT, monumnos, nuadparmaib-
Hasl TpblXa, MYIJIMKATypa CIU3UCTOU, AUBEPTUKYIIE3 U
JpyTHE.

2. I'e1bMUHTO3BL: TpUXoOLiedaae3, aHKUIOCTOMUIO3, acKa-
pUI03.

3. Onyxonu (B TOM YMCJEe, TJIOMYCHBIE).

4. 3aboyieBaHUsI TTOYEK: XPOHUUYECKUI TIOMEPYTOHEDPUT,
MOYEKaMeHHasl 00JIE3Hb.

5. 3aboneBanus jgerkux: cuHapom lleneHa — Iestepcren-
Ta (reMocuaepo3 JIETKUX).

6. 3abojeBaHMS MEYCHU: IIMPPO3 C Pa3BUTHEM CHUHIPO-
Ma TIOPTAJIbHOW MINePTEH3NH, MeYeHOYHasT HeIOCTaTOY-
HOCTb.

7. MaTo4yHble KPOBOTIOTEPU: MEHOPPAruy pasjiuyHOro Te-
He3a, TUCHYHKIMOHAIbHBIE MAaTOYHbIE KPOBOTEUYEHWUSI,
SHIOMETPUO3, MUOMA MATKU U JAPYTUeE.

8. Ilarojorusi cucremMbl remMocTa3a: HacjJAeACTBEHHbIE U
HpHOGpCTCHHbIC TpOM6OL[I/ITOHaTI/II/I, KoaryJjoraTtuu, Ba3o-
IIaTuM.

9. SATporeHHble KpOBOIIOTEPU: YaCThie 3a00pbl KPOBU IS
MUCCJICIOBAaHUI, KPOBOIIOTEPU BO BpPEMSI 3KCTpaKOp-
MHOpaJIbHBIX METONOB JIeYeHUs (reMoaualn3, riazmade-
pe3).

Y HOBOpPOXIEHHBIX IIEPBOM HEAENM KW3HU CaMOW 4acToil
MNPUYMHON XpOHUYECKONW MOCTreMOpparndyeckoil aHeMuu sIBJISI-
oTcs  eTomMarepuHckue TpaHchysuu. DeToMaTepUHCKUE
TpaHCHY3UU JUATHOCTUPYIOT Npubau3utebHo yv 50 % Oepe-
MEHHBIX, HO 3HAUYUTEIbHbIE 00beMbl (PeTaTbHOI KPOBOIIOTEPU
(> 30 mur) obHapyxuBaloT B 1 % ciiydaeB. dDeTOMaTepHHCKIE
TpaHC(Y3UU CYUTAIOTCS €AIUHCTBEHHOM MPUYMHONM UCTUHHOM XKe-
J1e301e(ULIMTHON aHEMHWU Y HOBOPOXIEHHBIX. JlMarHo3 ocHo-
BbIBaeTCsl Ha OOHapyXeHUU (PeTalbHbIX SPUTPOLIUTOB B KPO-
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BOTOKE MaTepyd M BBISIBJICHUIO Y Hee TMOBBIIIEHHOTO YPOBHS
detanbHOro remoriobrHa. JIjas AMarHOCTUKUA MCTIONb3YIOT TECT
Knsitnxayspa —beTke, ocHOBaHHBII Ha (heHOMEHE BbIMbIBAHUS
HBA u3 sputrpouutoB B uutpaTHo-dochatHoM Gydepe. Iloc-
Jie COOTBETCTBYIOIIE 00paboTKM Ma3ka nepucepudeckoil Kpo-
BU Matepu 3puTpoluTsl ¢ HbF (sputpouutsl miaona) BUIHBI
KakK SIpKO-KpacHble, Toraa Kak aputpolutel ¢ HbA (To ectb
MaTepUHCKUE) — Kak OJiefiHbIe KJIETOUHbIE TEHM.

IMpuurHOI pa3BUTHSI XPOHUUYECKOW MOCTreMOpparnyecKomn
aHeMUU Y HOBOPOXIEHHBIX MOTYT ObITh W TOCIE€POJOBBIE Te-
MOpparvu, MOBTOPHbIE B3ATUSI KPOBU JJIsl JJAOOPAaTOPHBIX UC-
cnenoBaHuii. [TocaeponoBble KPOBOUBIUSIHUS BO BHYTpEHHME
OpraHbl ¥ TOJIOBHOM MO3r pa3BUBAIOTCS BCJIEICTBUE aKylllepc-
KOI poIOBOiI TpaBMbl U HapYIIEHWI B CUCTEMe remMocTasa (Ha-
CJIeICTBEHHbIE U MTPUOOPETEHHbIE KOATYI0MaThuu, TPOMOOIIUTO-
nennu, JBC-cuHopom), a Takke Ha (oHe MepuHATAJIbHOI
narojoruu (acukcusi, BHyTpUyTpOOHbIE U TPUOOPETEHHBIE MH-
exuun).

XpoHuueckasi MmocTreMopparnyeckas aHeMHsl XapakTepu3sy-
eTcsl MeJUIeHHbIM pazButexM. JleTn cpaBHUTEILHO JIETKO Tepe-
HOCSIT XpOHUYecKre KpoBoroTepu. OpraHu3aM pebeHKa Osaro-
Japsi KOMIIEHCATOPHBIM MeXaHM3MaM Jierde MpUcrocabauBaeTcs
K XpPOHUYECKUM KPOBOIIOTEPSIM, YeM K OCTPbIM, HECMOTpSI Ha TO,
YyTO 00lIIee KOJIMYECTBO MOTEPSIHHONM KPOBU MOXET OBbITh 3HAUM-
TEJTbHO OOJBIINM.

I1pu ucciaenoBaHUM KUHETUKU PUTPOHA YCTAHOBJEHO, YTO
MPY XPOHUUYECKOU MOCTreMopparnyeckoil aHeMuu Tposudepa-
TUBHasl aKTUBHOCTb 3PUTPOHA CHUXKAeTcsl, BO3pacTaeT Head-
(hbeKTUBHBIN SPUTPOIIO33, YKOPAUUBAETCS JUIMTENbHOCTD XKU3HU
sputpouuToB. KommeHcanusi aHeMuu (C ydeToMm Iepexoja Ha
0osiee HU3KUI ypOBEHb MoKazareseil nepucepuyeckoin KpoBu)
JIOCTUTAeTCsl 3a CYET pacIIMpeHus IiaigapMa KpoBETBOPEHUs.
B pesynabraTe XpOHMUYECKHX KPOBOMOTEPD MOCTOSIHHO MCTOIIA-
eTcsl JIeno Xeje3a W pa3BuUBaeTcs cuieporneHus. Bcieactsue
neduimTa xesaes3a pa3BUBaIOTCS U pa3uyHble TUTTIOBUTAMUHO-
36l (B, C, A); HapymaeTcs 0OMeH MUKPOSJIEMEHTOB (B 3pUTPO-
LIMTaX CHUXaeTcsl KOHLEHTpalus MeIu, YBeIUUHUBaeTcs Ypo-
BEHb HUKEJIsI, BaHAAUS, MapraHiia, IIMHKa).
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KnuHunyeckaa kaptuHa

3aBUCHUT OT CTEIIEHW TSDKeCTH aHeMuu. IIpu ypoBHe remMorio-
omna 90—100 T/ meTM YyBCTBYIOT CeOsl yIOBICTBOPUTEILHO
W aHeMMUS UIMTEIbHOE BPEMSI MOXET OCTaBaThCs He3aMEUeH-
HOM.

Knyrauka XpoHUYeCcKOl IMOCTreMOpparnyeckoil aHeMMM K-
BUBAJICHTHA KJIMHUKE >XKene3one(uiuTHONM aHemuu. et ka-
JIyIOTCS Ha CJIa00CTh, TOJOBOKPYKEHME, IIIyM B YIIAX, yXYIIIe-
HHUE aIllleTUTa, CHIDKEHWE TOJIEPAaHTHOCTH K (QU3MYECKUM
Harpy3kaMm. Koxa 0jemHast ¢ BOCKOBUIHBIM OTTEHKOM WM (pap-
¢opoBo-onenHas. CinusucTtbie OJemHBIE. XapaKTepHa CYXOCThb
M IIePIIIaBOCTb KOXKM, 3ae/bl, CIIAXKEHHOCTb COCOYKOB SI3bIKA, MSIT-
KOCTh M TIOBBIILIEHHAsI JIOMKOCTb HOITeil M Bojoc. BoamoxkHa
OMIyTJI0BATOCTh JIMIIA, MACTO3HOCTh TojieHeil. Y JacTh OOJbHBIX
oTMevaeTcs cyodeOpmanTeT. I'paHuUIIBI cepliia CMEILEHBI BJIEBO,
BBIC/TYILIMBAETCST CUCTOIMYECKUIA IIIyM, TaXUKapIKs, Ha SIPEMHBIX
BEHaX — <«IIYM BOJYKa». ApTepHalibHOE JaBICHUE MOXET yMe-
PEHHO CHUKAThHCS.

KimH1Ka XpOHUYECKOM TTOCTTEMOPPAarnyecKoil aHEMUH Y HO-
BOPOXIEHHBIX: OJI€THOCTh KOXKHBIX TTOKPOBOB U CIIM3UCTHIX 000-
JIOYEK, YMEPEHHAsI TAXUKAPIUS C HEXHBIM CUCTOJIMYECKUM IIIy-
MOM Ha BEPXYILKE cepilla, TaXUITHO3. MOryT ObITh yBETMYEHBI
IeYeHb U ceJie3eHKa 3a CYET Pa3BUTHSI B HMX OYaroB KCTpaMe-
IYJUISIPHOTO KpoBeTBOpeHMs. Ilpy 3TOM, ecim mocTreMoppar-
YyecKasl aHeEMUS BbI3BaHA KPOBOMBIMSHUEM B OPraHbl OPIOLIHOM
TOJIOCTH (HAAITOYEYHNKH, TIeYeHb, CEJIE3EHKY), TO KIMHUYECKAST
KapTHUHA MOXET OBbITh KaK ObI JBYX3TAITHO — yMEPEHHO BBIpa-
KEHHbBIE TPU3HAKU aHEMHUM CMEHSIOTCA Ha 3-5-i1 IeHb XXU3HU
BCJIENCTBHE PE3KOTO HAPACTAHMS TEMATOMBI M pa3phbiBa OPraHoB,
pasBUTHEM KJIIMHHUKM ITOCTTEMOPPArMUYECKOTO II0KA M KITMHUKON
HEMPOXOAMMOCTHY MIT HAAIIOYEYHNKOBOM HeTOCTaTOUYHOCTH [ LbI-
oyapkuHd. K., 1996].

JlaGopaTopHble faHHble

B knuHMYecKOM aHanIM3e KPOBH TUIIOXPOMHAS HOPMO- WJIU
YMEpPEHHO TuIleppereHepaTopHas aHeMusl. HaGmomaercss MuK-
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POLIMTO3, aHU30LIUTO3, TONKUIOLIMTO3. XapaKTepHa JeMKOMeHUs
C OTHOCHTEJIBHBIM JTIUMDOITUTO30M.

YpoBeHb Kelle3a B CBIBOPOTKE KPOBU CHITKEH, OOINas M Jia-
TEHTHasI JKeJIe30CBA3bIBAIOIIas CITIOCOOGHOCTh CHIBOPOTKH TIOBBI-
IeHBI, K03Gh(UIIMEHT HAaCHIIIeHUs TpaHCchepprHa CHIDKEH.

Ha DKI' — cHmxena amiumryna 3youoB P u T, nmpusHaku
HapyIIeHUsT TTMTaHUs MUOKapa.

JIMarHOCTUPOBAB XPOHUYECKYIO TTOCTTEMOPPArmIecKylo aHe-
MHIO, OYeHb BaXXHO BBIICHUTHL e MPUIMHY. HampaBieHue u
XapakTep OOCIIeIOBaHUN ONpPEneSIIOTCS WHIWBUAYAIBHO C
VIEeTOM KIIMHUKO-aHAMHECTUIECKHMX MAaHHBIX. Y BCEX OOJNBHBIX,
He3aBHCHMO OT JaHHBIX aHaMHe3a W KIIMHUYEeCKOW KapTHUHBI,
HeO0OXOMMMO TISITUKPATHO MCCIIeMoBaTh KaJl Ha sifIla TeJTbMIH-
TOB.

Jleyerne

Jleyenue B TepBYIO ouepelb HaIpaBleHO Ha JMKBUAALMIO
HUCTOYHMKA KPOBOTEUYEHUS M BOCCTaHOBJIEHUE OajaHca Ke-
Jesa.

Jueta GosnbHOTO oboraiiaercsl MpoAyKTaMu, CoAepXKallluMKU
MOBBILIEHHOE KOJIMYECTBO XeJie3a, oBollaMu, ¢hpyktamu. Konu-
YyecTBO Oejika B aMere yBeanmumBaloT Ha 0,5-1 T/Kr mMacchl 00JIb-
HOTO TI0 CPaBHEHUIO C BO3PACTHON HOPMOIA.

IIpy XxpoHUYECKOI MOCTreMOpparMyeckoil aHeMuu IokKasa-
HUs K TeMoTpaHc(hy3MsIM YCTaHaBJIMBAIOTCSI Ha OCHOBaHWU
0011Iero COCTOSIHUSI OOJILHOTO M KJIIMHUYECKON CUMITTOMATUKMU:
PE3UCTEHTHOCTU K TepanuM MpernapaTaMy eje3a, BbIpaKeH-
HoM niporpeccupoBanuu anemun (Hb < 70r/m, Ht <0,351/1),
MOSIBJIEHUU CePACYHO-JIETOYHON HEJOCTATOYHOCTU C CUMITTOMA-
MU TUIIOKCHU, HEJOCTATOYHOCTHM KOMIEHCATOPHBIX U peryJsi-
TOPHBIX MexaHU3MOB. HOBOPOXIEHHBIM C XpPOHMYECKOU MOCT-
reMopparuyeckoi aHemuei TpaHChy3UM IPUTPOLIUTHON MacChl
(10-15 mn/kr) nokazansl npu ypoHe Hb < 100 r/n Ha 141
Henene xku3Hu 1 Hke 8§1-90 r/n B malbpHEUIIEM.

HaszHavarot jieyeHue npemnapatamMu xejesa, BUTaAMUHOTepa-
THIO.

87



MporHo3

Ipu xpoHUYECKOU MOCTreMopparnyeckoir aHeMUM TPOTHO3 3a-
BUCUT OT BO3MOXKHOCTEH JIEUEHUSI OCHOBHOIO 3a00J1€BaHUsI, CBO-
€BPEMEHHOCTU Ha3HAYeHWUs IpernapaToB XKeje3a, paluoOHAIb-

HOCTHU pE€XMUMa, NUCTHI.



rNABAG6

Xene3zopeduunTtHbie aHEeMUMn

KenezonepuumrHas anemus (KJIA) — 35T0 KIMHUKO-Te-
MATOJIOTUYECKHI CUHAPOM, B OCHOBE KOTOPOTO — HapyIlIeHHe
CHHTE3a TeMOINIOOMHA BCIIEACTBUE AedUIINTA XKeiesa.

XKJA gBisieTcsl caMbIM pacIpoOCTpaHEHHBIM aHEMUYECKUM
CHMHAPOMOM M cocTaBisgeT npubauszutenbHo 80 % cpeau Bcex
anemuit. [lo manaeiM BO3, yuncio monmeit, cTpagamolInx ae-
¢umurom xenesa, gocturaetr 200 muiH denmoBek. Yaie Bce-
ro KJIA BbIsBAsIETCS Yy JeTeli paHHETro Bo3pacTa, OepeMeH-
HBIX U XEHIIWH JAeTOPOIHOrO Bo3pacTa. B pa3BUTBIX cTpaHax
EBpomnbl u Ha Tepputopun Poccum okono 10 % >keHIIUH ae-
ToponHoro Bospacta crpagaior KA, a y 20 % XeHIIMH
HaOJIOmaeTcsl CKpHIThIA AeumuTt Xeneza. Yacrora kene3o-
JNe(MUIIMTHBIX COCTOSIHUI B BUAE CKPBHITOrO nedUIUTa Xeje-
3a B HeKOTOpbIX pernoHax Poccuu (Kpaiinuit CeBep, Bocrou-
Hast Cubupn, CeBepHbiii Kaka3) nocturaer 50-60 %.
PacnpocrpanenHocts KA y mereit B Poccum u pa3BUTHIX
€BPOIEMCKMX CTpaHaxX COCTaBIsAeT oKojo 50 % y meteit Mian-
mero Bo3pacta u 20 % y mereli crapiiero Bodpacrta [[Bopeli-
kuii JI. K., 1997].
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MeTabonusm xenesa

st 6onee TIyOOKOro MMOHMMAHUSI U3MEHEHUI, TTPOUCXOISIIINX
npu KA, mpeactaBisieTcsl 11eaeco00pa3HbIM KpPaTKO OIMCaTh
MeTaboJIM3M 3Kejie3a B OpraHM3Me 4YesIoBeKa.

XKenezo -- oIMH M3 OCHOBHBIX MUKPO3JIEMEHTOB OpraHM3-
Ma: ero cozaepxanue cocrasisier 0,0065 % Maccel Tena, T. €.
0KOJIO 4-5 Ty B3pociioro yenoBeka. buonornueckast posipb ke-
Jie3a CBsI3aHa CO CITOCOOHOCTHIO JIETKO OKMCIISIThCS Y BOCCTaHAB-
nBaThcsl. PepponpOTEMHBI TPAHCIIOPTUPYIOT KUCIOPOI U Tie-
pearT 3JIEKTPOHBI, TO €CTh SIBJIIOTCS HEMOCPEeICTBEHHBIMU
YYaCTHMKAMHU MPOLECCOB TKAHEBOTO JbIXaHMUSI.

PacnipeneneHue xejie3a B OpraHu3Me IMpeICcTaBIeHO Ha CXe-
Mme 2.

Tpauceppun

i ma}
(30 40% o)

Cxema 2. PacmnpeneneHue kene3a B OpraHu3Me.
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1. 70 % ob1ero KoIMYeCTBa Xejle3a B OpraHu3Me BXOIUT
B COCTaB T'eMONPOTEUHOB; 3TO COCAMHEHUSI, B KOTOPBIX
3XeJne30 CBsI3aHoO ¢ mophuprHOM. OCHOBHOI MpencTaBu-
TeJIb TOM TPYIIBI — TeMortobuH (58 % xenesa); Kpo-
Me TOro, B 3Ty TpymIy BxomaT MuortoouH (8 % xeie-
3a), LUTOXPOMBI, IEePOKCUIA3bl, Katanasbl (4 % xejesa).

2. T'pyrma HereMoBBIX (PepMEHTOB — KCAaHTMHOKCHIIA3a,
HAIH-nernoporeHasa, akoHMTa3a; 3TH KeJle30CoaepKa-
mye hepMEeHTHI JIOKAIU3YIOTCS B OCHOBHOM B MUTOXOH-
JIpUSIX, WIPAIOT BaKHYIO POJib B TPOLIECCE OKUCIUTEb-
Horo ocOopUIMPOBaHUS, TPAHCIIOPTE IEKTPOHOB. OHU
CoIepXaT OYeHb MaJl0 METa/Ula M He BJIUSIOT Ha OOIIMIiA
OajlaHC XKeJie3a; OJHAKO WX CHUHTE3 3aBHCUT OT obecrie-
YEHUS TKAHEU KEeJIe30M.

3. TpancnoptHast (popma Kene3a — TpaHCheppuH, JTaK-
TohepprH, HU3KOMOJICKYJISIDHBIN TTepeHOCUMK kene3a. Oc-
HOBHBIM TPAaHCIIOPTHBIM (DEPPONPOTEMHOM ITIa3MBbl SIBJISI-
ercd TpaHcheppuH. DTOT OEJIOK p-TJIOOYITMHOBOMN
dpakuun ¢ MoyeKyIsIipHbIM BecoM 86 000 mmeer 2 ax-
TUBHBIX yYacTKa, KaXOblii M3 KOTOPBIX MOXET IPUCO-
eIMHUTB 10 ofHoMy atomy Fe''. B ruiasme npucyTcTBY-
eT OOJIbllle KEJIe30CBSA3bIBAIOIINX CAaMTOB, YeM aTOMOB
Xene3a M, TaKUM 00pa3oM, B Hell HeT CBOOOIHOTO XKeJjle-
3a. TpancdepprH MOXET CBI3LIBATh W APYre MOHBLI Me-
TaJJIOB — MeJlb, MapraHell, XpOM, HO C WHOI CEIeKTUBHO-
CTBIO, a 3KeJIe30 CBSI3bIBACTCSI B MEPBYIO ouepedb W OoJice
nmpoyHo. OCHOBHOE MeCTO CUHTe3a TpaHchepprHa —
KiIeTKU TieueHU. C TOBBIIICHHEM YPOBHS JETTOHUPOBAH-
HOTO XeJjie3a B TelaToLMTaX CUHTEe3 TpaHcdeppuHa 3a-
METHO CHIKaetcs. TpaHcdeppyH, HECYILIUii XKeJle30, aBU-
IIeH K HOPMOIIUTaM M PETUKYJIOLUTAM, MpUYeM BeJIMIMHA
MOIJIOLICHUST MeTajUla 3aBUCUT OT HAJIMYUSI CBOOOTHBIX
PELIENITOPOB Ha TTOBEPXHOCTU SPUTPOUIHBIX TPESIIIIECTBEH-
HUKOB. Ha MeMOpaHe peTHKYJIOIUTa 3HAYUTEIIBHO MEHb-
IlIe YJ4aCTKOB CBSI3bIBAHUS IJig TpaHChepprHa, YyeM Ha
MMPOHOPMOLIUTE, TO €CTh TI0 Mepe CTAPEHUSI SPUTPOUTHOMN
KJIETKM 3axXBaT XeJje3a yMeHblnaetcs. Huszkomomnexysp-
Hble TIEPEHOCUYMKU Kejie3a OO0eCIeUMBAIOT TPAHCIOPT
Xejae3a BHYTPU KJICTOK.
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4. JlermtoHMpPOBaHHOE, Pe3epBHOE WIM 3aIlaCHOE KeJIe30 MO-
JKeT HaXoAUThCs B ABYX (hopMax — (DEeppuUTUH U TeMo-
cungepud. CoeouHEHNE pPE3epBHOIO Kejie3a COCTOMT U3
Oenka amodeppUTHHA, MOJIEKYJIbl KOTOPOTO OKPYXKAaloT
OOJIBIIIOE KOJIMYECTBO aTOMOB kene3a. DeppuTuH — co-
eMMHEeHNe KOPUYHEBOTO 1IBETa, PACTBOPMMO B BOJIE, COIEp-
xut 20 % xene3a. I1pu M3OBITOYHOM HAKOIUICHUU KeJje-
3a B OpraHuM3Me Pe3KO BO3pacTaeT CUHTe3 (heppUTHHA.
Morekynbl (heppUTHHA UMEIOTCS TIPAaKTUYECKM BO BCEX
KJIETKaX, HO OCOOGHHO MHOTO WX B TICUCHU, CeJie3eHKe,
KOCTHOM Mo3sre. I'eMocumeprH MpHUCYTCTBYET B TKaHSIX B
BUie Oyporo, TpaHyJISIPHOTO, HEPACTBOPMMOIO B BOJIE TT-
MeHTa. ConmepxkaHue Xeje3a B TeMOCHICPUHE BbIIIE, YeM
B (depputuHe — 40 %. IloBpexnarolee IeiiCTBUE TeMO-
cUliepyHa B TKaHSIX COIPSDKEHO C TOBPEXXICHUEM JIM30-
COM, HaKOIUICHUEM CBOOOTHBIX PaIUKaaoB, YTO IMPUBOIUT
K rubenu KiaeTku. Y 3mopoBoro yenoBeka 70 % peseps-
HOTO 3XeJie3a HaxoauTtesl B Buae depputnHa, a 30 % — B
Bujie reMocuieprHa. CKOpOCTb UCITOJIb30BAHUST TEMOCUIC-
pWHA 3HAYWTEIBRHO HIKe, yeM ¢epputuHa. O 3amacax
2KeJjie3a B TKaHsAX MOXHO CyJIUTb Ha OCHOBAaHUUM T'MCTOXM-
MUUYECKHX MCCIIEIOBAaHUI, PUMEHSST TTOYKOIMYECTBEHHBII
MeTon OlleHKHU. [TomCUMTHIBAIOT YMCIO CUAEPOOIACTOB —
SOEPHBIX 3PUTPOUIHBIX KJIIETOK, COAEpXKAIINX pa3HOE KO-
JIMYECTBO TpaHyJ HETeMOBOIO KeJie3a.

OcoOeHHOCTh pacIpene/ieHrsT Kejie3a B OpraHu3Me JeTeit
MJTAZIIIETO BO3pacTa 3aKJII0YaeTcsl B TOM, YTO y HUX BBIILE CO-
JCPp2KaHUE XKEJI€3a B SPUTPOUMIHBIX KIIETKaX WM MCHbBILIC KEJI€3a
IMPpUXOJIUTCA Ha MBIIICYHYIO TKAaHb.

Perynsauus GanaHca xene3a 6a3upyercss Ha MPUHLMIIAX T10-
YTU MOJHOW PEeyTUJIM3AlIMM SHIOTEHHOTO XeJjie3a U Toaaepxka-
HMSI HEOOXOIMMOTO YPOBHS 3a CUET BCAChIBAHUS B KEJTyIOYHO-
KMILIEYHOM TpakTe. [loyrnepron BeIBeIeHUS XKejle3a COCTaBIIsIeT
4-6 ner.

BcacbiBaHue xenesa

AOGCOpOLIMSI TTPOMCXOAUT IIaBHBIM 00pa3oM B JABEHAAlATUIIED-
CTHOI KWIIIKE W HayaJlbHOM oTmejie Tomieit kumku. Ilpm me-
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dunuTe XKeneza B OpraHU3Me 30HA BCACBIBAHMSI PACIpPOCT-
paHsieTCsl B IUCTAJbHOM HaIlpaBjieHUu. B cyrouyHoM paimuo-
He OOBIYHO comepXuTcs okojo 10-20 Mr Xene3a, ogHAKO B
KETYJOYHO-KUIIIEYHOM TpakKTe abcopOupyeTcs JUIb 1-2 MT.
BcacwkiBaHMe TeMOBOro Xeje3a 3HAYUTEJIbHO ITPEBOCXOMUT
MOCTYIIEHHEe HeopraHndyeckoro. 1o moBomy BAUSIHUS BajeH-
THOCTHU XeJie3a Ha ero BCachbIBaHUE B XKEJYIOYHO-KHUIIIEUHOM
TpakTe HeT omHo3HayHoro MHeHus. B. WM. Huxkynuuena
(1993) cumraer, yro Fe' mpakTudecku He BcachblBaeTcad HU
MPU HOPMAJIBHBIX, HU TIPU M30LITOYHBIX KOHLIeHTpauusix. [lo
JIAaHHBIM JIPYTUX aBTOPOB, BCACBIBAHMWE Xejie3a HE 3aBUCUT OT
ero BajeHTHocTu [Kammnumuea B. M., 1983; Hosznmproxu-
Ha JI. P. u np., 1985]. YcraHoBieHo, 4To pelaioiiee 3HaUe-
HHUE MMeEeT He BaJICHTHOCTh 3KeJjie3a, a €ro pacTBOPUMMOCTh B
JIIBEHAALATUIIEPCTHOM KUIIKE TIPU IIeJIOUHOoM peakuuu. XKe-
JIYIOYHBIN COK U COJISIHAs KMUCJIOTa yJacTBYIOT BO BCachIBa-
HUM 3KeJie3a, 00eCIeYMBalOT BOCCTAHOBIIEHUE OKUCHOM (op-
Mmbl (Fe") B 3aknchyio (Fe’'), noHuzaumio, o6pasoBaHue
JIOCTYITHBIX JIJISI BCACBIBAHUS KOMITOHEHTOB, HO 3TO OTHOCHUT-
Ccs TOJBKO K HEreMOBOMY KeJie3y W He SIBISIETCSI TJIABHBIM
MEXaHU3MOM pEryJsiiui abCcopOLMU.

IIpoliecc BcackiBaHMSI TEMOBOTO 3Kejle3a He 3aBUCHUT OT 3Ke-
JIyIOYHON ceKpelnu. ['eMoBoe XKejle30 BcachbiBaeTCs B BUJE
MOpGUPUHOBOU CTPYKTYPBI U TOJIBKO B CJIU3UCTON 000JI0UKE
KUIIIKK TIPOMCXOAMT €ro OTIIEIUIEHUWEe OT reMa U obpas3oBa-
HHE MOHU3MPOBAHHOTO XeJie3a. JKene3o Jiydllle BCachiBaeT-
¢ M3 MSICHBIX MpoaykToB (9—22 %), comepKallux reMoBOe
JKeJIe30, M 3HAYMTENBHO XyXKe — U3 pactutesbHbIX (0,4-5 %),
IJe eCTh HereMoBoe keJjie30. M3 MSCHBIX MPOOYKTOB XeJie-
30 ycBaMBaeTCs MO-pa3HOMY: M3 IMEYEHU JKeJIe30 BcachiBaeT-
¢S XyXe, 4eM M3 Msica, TaK KakK B TEeYeHU KeJIe30 CONCPKUT-
¢ B BUIE TeMocuaeprHa U epputuHa. KumsiueHue oBoleit
B OOJIBIIOM KOJIMYECTBE BOABI MOXET CHU3UTh COAEpPXKAHME
xese3a Ha 20 %.

YHUKaIbHOU SIBIIsIeTCSl abCcOpOILMs Xeje3a U3 TPyaHOTO
MOJIOKA, XOTS cofepxkaHue ero Huskoe — 1,5 mr/a. Kpome
TOTO, TPYAHOE MOJIOKO TIOBBIIIAET a0COPOIMIO XKeJjie3a U3
JIPYTUX TIPOLYKTOB, YIOTPEOJSIEMBIX OJHOBPEMEHHO C HUM.
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B npoiiecce nuiieBapeHus Xeje30 MomnagaeT B SHTEPOLIUT,
OTKyJIa I10 Ipagyi€HTy KOHLIEHTPALMK I1€PEXOAUT B IUIa3My KpO-
Bu. Ilpu gedunuTte xkeae3a B opraHU3Me YCKOPSIETCS €ro mepe-
HOC U3 MPOCBETa XKeJyI0YHO-KHIIIEYHOTO TpakTa B miasmy. [lpu
MU30BITKE Xejie3a B OpraHM3Me OCHOBHASl YacThb Kejie3a 3alep-
JKMBAETCS B KJIETKaX CJIM3UCTOM KMIIKU. DHTEPOLIUT, Harpy-
>KEHHBIN 2KEJIE30M, MMPOABUIACTCA OT OCHOBAaHMA K BEPIIMHE BOP-
CUHKU N TEPACTCHA CO CHYLI€CHHBIM O3IIUTCJIUEM, 4To
MpeaoTBpaIaeT U30bITOYHOE MOCTYIUIEHUE METa/lla B OPraHu3M.

Ha MpoLeCC BCaCbIBaHUsA 2K€JI€3a B 2KCIYJOYHO-KUIICYHOM
TpakTe OKa3bIBAIOT BIUSIHWE pas3iudHble (aktopsl. [Ipucyr-
CTBHUE B ITTULIC OKCAJIaToB, (puTaToB, hocdaToB, TAHUHA CHIKACT
BcachlBaHUE Keje3a, TaK KakK 3TU BellecTBa 00pas3yloT C XkeJe-
30M KOMIUICKCHI 1 BBIBOIAT €TI0 M3 OpraHHU3Ma. HaHpOTI/lB, ac-
KOpOWHOBAsI, THTApHasi 1 MUPOBUHOIPaHAsT KUCIOThI, (DPYyKTO-
3a, COpOUT, aJKOroJib YCUJIMBAIOT BCAaChIBAHUE XEJie3a.

B nna3me xkene30 CBSI3bIBAETCSI CO CBOMM MEPEHOCUMKOM —
TpaHC(eppuHOM. BDTOT OEIOK TPaHCIIOPTUPYET XKejae30 IIpe-
NMYIICCTBEHHO B KOCTHBIN MO3rI, II€ XKEJIE30 IMPOHUKACT B O9PUT-
pOKapuOLUTHI, a TpaHC(eppuH BO3BpalllaeTCAd B IUIA3MYy.
XKeneso nomnagactT B MUTOXOHAPUU, TA€C U IMPOUCXOOAUT CUHTE3
rema.

JanbHEHUIIN TyTh XeJjie3a U3 KOCTHOIO MO3ra MOXKHO OITH-
caTh TaK: Mpu (PU3MOJOTMUECKOM TeMOJIU3e W3 3PUTPOLIMTOB
ocBoboxnaetcst 15-20 Mr kesne3a B CyTKU, KOTOpPOE YTUIU3U-
pyeTrcs (harolUTUPYIOIIMMU MaKpodaraMmu; 3aTeM OCHOBHasl €ro
4YacTh CHOBA WJIET HA CMHTE3 TeMOIJIOOMHA U JIUIIb HEOObIIIOe
KOJINYECTBO OCTaeTCsl B BUJE 3allacHOTO Xejie3a B Makpoda-
rax.

30 % ot obiiero comepaHus Xejie3a B OpraHu3Me MCIOJb-
3yeTcsl He ISl 3pUTPOIIOa3a, a OTKIIaabIBaeTcs B Aerno. Kene3o
B BUIE (heppUTHMHA U TEMOCUJEPUHA XPAHUTCS B MapeHXUMa-
TO3HBIX KJIETKaX, IJIaBHbIM 00pa3oM, B TIEUEHU U CeJIe3eHKeE.
B omimumne ot Makpodaros, mapeHXUMAaTO3HBIE KJIETKU OYEHb
MEJUIEHHO pacXonyloT xese3o. IlocTyruieHue xene3a B mapeH-
XMUMATO3HbIC KIIETKMW YBCJIMYUBACTCA IIPpU 3HAYUTCIbHOM M3-
OBITKE XKeJje3a B OpraHmsMe, reMOJIMTUYECKUX aHEMUSIX, aIljiac-
TUYECKUX aHEMUSIX, B0} (S 15 (0} HEOOCTAaTOYHOCTU M YMEHBIIACTCA
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MpY BbIpaXKEHHOM nedunute Metamia. OcBOOOXIECHUE XeJe-
3a U3 OTUX KIJICTOK ITOBBLIIIACTCA IIPU KPOBOTCUCHUHN M CHMKA-
€TCsl MpU TeMOTpaHChY3USIX.

OO11ast KapTHA OOMeHa Kejie3a B OpraHu3Me OylIeT Hero-
HOM, ec/Ti He yYUThIBaTh TKaHEBOe.XeJie30”. KommuecTso xenesa,
KOTOPOE BXOAUT B COCTaB (heppO3H3UMOB, MaJIo — Bcero 125 mr,
HO 3HauYeHHe (PepMEHTOB TKAHEBOIO AbIXaHUSI TPYIHO Mepeole-
HUTb. 0e3 HUX ObUIa Obl HEBO3MOXKHA KU3Hb JIIOOOM KIIETKM.
3armac xeJjie3a B KJIeTKax MO3BOJISIET M30eXaTh MPsIMOl 3aBUCHU-
MOCTHU CHUHTE3a KejezoconepxKaiux ¢GepMeHTOB OT KoJjieOaHMi
€ro IOCTYIUICHUA U paCXOodOBaHUS B OpraHMU3ME.

dusnonornyeckue norepu
M ocoO0eHHOoCTU OOMeHa Xxene3sa

dusnosornyeckre MoTepu Xejeza U3 opraHu3Ma y B3pocCio-
TO yeJoBeKa COCTaBJISIIOT okojo 1 mr B cyTku. XKeneso tepsi-
€TCs BMECTE C OTIICITYHIMBAIOIIMMCSA SIUTEIMEM KOXKHW, SIHUICP-
MaJbHbIMM MpUIATKaAMM, MOTOM, C MOYOM, KajaoM, CO
ClymuBaromiuMcda KUIIECYHbBIM SITUTECIUEM. Yy KEHIIWH, KpOME
TOrO, MPUCOSAMHSIETCS TIOTePs XKeJie3a ¢ KPOBbIO BO BpeMsl MeH-
CTpyaluu, B Mepuoj 6epeMeHHOCTH, POIOB, JaKTalluu, YTO CO-
crapisieT okosio 800-1000 mr. OOMeH xejie3a B OpraHU3MeE
MpeacTaBieH Ha cxeMe 3. MHTepecHO OTMETUTb, YTO COIEp-
JKaHUe Xejie3a B ChIBOPOTKE W HAacChIllleHUWe TpaHcheppuHa
MCHSAIOTCA B TEYECHUEC CYTOK. HaGJHOIlalOT BBICOKME KOHILIEHT-
panuun 2Keji€3a B CbIBOPOTKE B YTPEHHHNE YaCbl 1 HU3KHEC 3HaA-
yeHUs1 B BedyepHee Bpems. JluieHue drofeil cHa MPUBOIUT K
MOCTETIEHHOMY YMEHBIIICHUIO CONEPXKaHUs Keje3a B ChIBOPOT-
Ke.

Ha mertabonu3Mm Xejie3a B OpraHM3Me OKa3bIBalOT BIIMSI-
HYe MUKPOSJIEMEHTHI: Me/lb, KOOAJIbT, MapraHell, HUKeJb. Melb
HeoOXoauMa IIJIsl YCBOGHMSI M TpaHCIIOpTa Kejle3a; ee BIIMS-
HME OCYIIECTBIISIETCSI Yepe3 IMTOXPOMOKCHIA3y, Lepysoria3-
MUH. JleficTBUe MapraHiia Ha Tpoliecc KPOBETBOPEHMS HeCTie-
HUMGUYHO U CBSI3aHO C €ro BBICOKOU OKUCIUTEIbHOMU
CMOCOOHOCTBHIO.
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BeacuiBanue

HCI Fe*
Ackopbunosas
KHCTIOTA Fe*
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Cyrounas notpe6uocts
Hemn

1-4 mec - 0,5 mr

5-12 mec - 0,7

1-12 net - lmr

nesouku 13-16 ner— 2,4 mr
Mansyuku 13-16 ner — 1,8 mr
MeHIHHB — 2,8 Mp
My®4uHb — 0,9 Mr

B opranuame
NONYNEPHO BhIBECHNS XKene3a — 4-6 ner
3pHTPONOI3 —  IPHTPOLMTHI
ir 1,5-3r
Du3nonoruy. 15-20
remMosns Mr/cyT
tarounTHpyomme
makpodarn

<
Jene3o 3anacos, | r

((eppuTrH, reMocHaCpUH)

—
s

OBt homn xenesa:
HefloHoweHkbte 100-150 mr
noHomenHble — 250-300 Mr
(HoBOpOXKACHHEIE 75 Mr/KT)
6 mec — 300 mr

12 mec — 380 mr

18 mec — 440 mr

mmt—"]:!_m

3anacel keieza

Torepu Fe (Mr/cyT)
Mymunusi

koka — 0,2

moya - 0,1

xan - 0,4

KHueynsd anureanii —0,1

HKenmunn
TO e +
MEHCTpyauns — 15
GepemMeHHOCTS:

K nnoay - 300

B nnaneHTy - 200
B pogax — 50

3p. marepu — 500
naxranua — 400

Hetn

1 ron — 0,07-0,1

1-4 ner — 0,15

5-8 ner — 0,2
9-12 ner —0,3

nesoyku 13-16 ner — 1-3
mansuuku [3-16 ner— 0,5

Cxema 3. O6men keneaa B opraHn3Me 3J0pOBOTFO 4eJIOBEKa.



YT0oOBI MOHATH, MOYeMy AeULIUT Xejle3a Haubojee 4acTo
BCTpevaeTcsl y IeTell MIIAAIIero Bo3pacTa, AEBYILIEK-IIOIPOCTKOB
M XEHIIMH JETOPOTHOIO BO3pacTa, PacCMOTPHM OCOOCHHOCTH
oOMeHa Xejle3a B 3THX TpyIIIax.

HakoreHnue xene3a y ID101a IPOMCXOOUT B TeUeHUE BCeit
OGepeMeHHOCTH, OHAKO Hambonee nHTeHcuBHO (40 %) B mocnesn-
Huii TpuMecTp. [loaToMy HemoHOIIEHHOCTh B 1-2 Mec IIpUBO-
T K COKpaIleHUIO 00eCIICUeHHOCTH XeJie30M B 1,5-2 pasa mo
CPaBHEHMIO C JTOHOIICHHBIMU IeThbMU. M3BeCTHO, 4YTO y ILTOAA
HMIMeeTCsl TIOJIOKUTEIbHBIN OanaHc xXeje3a, WAYLIiA IIPOTUB Ipa-
IMeHTa KOHIIEHTpalluy B ITONb3y IUtoga. [lnameHTa Oozee mH-
TEHCHMBHO 3aXBaTbIBaeT XKeJIe30, YeM KOCTHBHIA MO3r OepeMeH-
HOM, M o00JamaeT CIIOCOOHOCTHIO YCBaMBaTh KEJIE30 U3
reMorIoOHa MaTepu.

O BiausgHMUUM nedULIMTa Xejle3a y MaTepyd Ha 3amachl 3TOro
MMKpO3JIEeMEHTa Yy TIJIoJa MMEIOTCS MPOTHBOPEUYMBBIE CBele-
Hus. OIHU aBTOPHI MOJIAralT, YTO CUAEPOTIEHUsT OepeMeHHOMI
He BJMseT Ha 3arachl Xejie3a y 1ioja; Ipyrue cuuTaroT, 4To
UMeeTcsl TIpsiMasi 3aBUCUMOCTb. MOXHO OOMYCTUTb, YTO IpHU
CHUXEHUM COAEepXaHUs Xejie3a B OpraHu3Me mMaTepu pa3BU-
BaeTcs neUIIMT 3aMacoB Xeje3a y HOBOpoXIaeHHoro. OnHa-
KO pa3BUTHUE Xesie30AeDULIMTHON aHEMUU BCJENCTBUE BPOX-
NIEHHOTO AeduliMTa Xeje3a MaJoBEpPOsITHO, TaK KakK yacToTra
pa3utus KJIA, ypoBeHb TeMOIJI00MHAa M ChIBOPOTOYHOE XKe-
JIe30 B TIEpBbIe CYTKU MOCJe POXIEHUS 1 B Mociaeaymome 3—
6 Mec He OTIMYAIOTCS Y NeTeil, POXWBIIMXCS OT 3MOPOBBHIX
matepeit, u matepeii ¢ KA. ComepxaHue kejie3a B opra-
HU3ME HOBOPOXKIEHHOIO TOHOIIEHHOTO U HEJOHOIIIEHHOTO pe-
OcHKa cocTaBJIsIeT 75 MTI/KT.

V neteit, B OTIIMYME OT B3POCIIBIX, AIMMEHTAPHOE JKEJIe30 JTOJT-
SKHO HE TOJBKO BOCIOJHUTH (DU3HOJIOTUIECKUE TOTEPU 3TOTO
MHUKpO3JIeMEeHTa, HO ¥ 0OECIIEYNTh TTOTPEOHOCTH POCTa, YTO CO-
crapisieT B cpenHeM 0,5 MT/KT B CYTKH.

TakuM 06pa3oM, OCHOBHBIMU TPEATIOCBITKAMU K Pa3BUTHIO
nedUInTa Kejie3a Y HeTOHOIIEHHBIX, AeTei OT MHOTOIUTOTHOM
OepeMEeHHOCTH, JeTeil 0 3 JIeT SABIISIOTC:

* OBICTPOE UCTOIICHME 3aIacoB MPH HEIOCTAaTOUHOM 5K30-
TeHHOM TIOCTYIUICHUM 3KeJle3a;
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* TIOBBIIIEHHAs] TTOTPEOHOCTh B XKeJie3e.

OcoOeHHOCTBhIO OOMEHa kKejie3a Y MOAPOCTKOB, OCOOEHHO Y
JEBYIIEK, SIBJISIETCS BBIPAXKEHHOE HECOOTBETCTBME MEXIY TOBBI-
IIEHHOW TOTPEOHOCTBIO B 3TOM MUKPO3JIEMEHTe U HU3KUM €ro
MOCTYTUICHWEM B OpraHu3M. [IpUYMHBI TAKOTO HECOOTBETCTBUSI:
OBICTPBII POCT, IJIOXOE MUTAHUE, 3aHSITUSI CIIOPTOM, OOMJIbHbBIE
MEHCTpYalluu, UCXOJHbIA HU3KWI YPOBEHD XKeJjie3a.

VY XeHIIMH JETOPOIHOTO BO3pacTa OCHOBHBIMM (paKTOpaMH,
MPUBOISILIMMHU K pa3BUTUIO AeUIIMTA XeJle3a B OpraHu3Me, SIB-
JISITOTCSI OOMJIBHBIE W JUTUTEIbHbIE MEHCTpYallui, MHOTOKPaTHbIE
oepemeHHOCTU. CyTOYyHasl MOTPEOHOCTh B KeJie3e y KEHILMH,
Tepstonx 30-40 MJ1 KpoBUM 3a MEHCTpyalLUio, cocTaBisieT 1,5-
1,7 mr/cyt. Ilpu Gojblieli morepe KpoBU MOTPEOHOCTH B XKee-
3¢ Bo3pacTaer a0 2,5-3 mr/cyr. @aktudyecku xe uepe3 KKT
MOXeT TIOCTYMUTh Julllb 18—2 mr/cyt, 1o ectb 0,5-1 Mr/CcyT
XeJie3a He yIaeTcsl BOCIOMHUTh. TakuM o0pa3oM, 3a MecsIl Jie-
¢uImMT MUKposseMeHTa coctaBuT 15-20 mr, 3a rom — 180-240
mr, 3a 10 jer — 1,8-2,4 r, TO €CTb 3TOT AC(ULIUT MPEBLILIACT
cojiepkaHMe 3alacHoro xeJjie3a B opranuzme. Kpome Toro, s
pa3BUTHUA AehULINTA Kejle3a Yy KEHIIMHbI UMEIOT 3HaueHHue KO-
JINYEeCTBO OepeMeHHOCTel, MepepbiB MeXIy HUMU, JJIUTETbHOCTD
JIaKTaluu.

MpuuuHbl peduuynTta Xxenesa

IMTpuunHbl gedunmTa Xene3a B OpraHUu3Me CJeaylolue:
* UCXOIHO HM3KOE CoJepKaHUEe XeJjie3da B OpraHu3Me;
* HEJOCTAaTOYHOE TOCTYIUIEHUE C TIUILCH;
* TIOBBIIIEHHAs TTOTPEOHOCTH;
* HECOOTBETCTBME MEXIy IMOCTYIJICHMeM U TOTepsSIMU Ke-
Je3a;
* HapyllleHMe TpaHCIlopTa XeJie3a.

Y Kaxgoro naiueHTa MOXeT UMeTh 3HaUeHUE JTF000I U3 3TUX
(aKTOpPOB WM UX COYETAHUE.

Ilenecoobpa3Ho BBIAEATH (haKTOPBl pUCKA Pa3BUTUS JiE-
dummra xenesa co CTOPOHbBI MaTepu U pedeHKa W MPUYUHBI
KA y neteit pasHoro Bo3pacra (tadu. 14). V nereii paHHero
Bo3pacTa mpeobjagaloT (akTophbl IpeHaTaJbHOIo aeduiuTa
XKeje3a U (pakTophl, OOYCIOBIMBAIOLIME HECOOTBETCTBUE IIO-
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TPeOHOCTU M MOCTYIICHUS Xejle3a B OpraHu3M. Y jeteil crap-
IIIEr0 BO3pacTa Ha MEepBOM MECTe CTOST COCTOSIHUSI, TTPUBOJISI-
IIMe K TOBBIIIEHHON (MaTOJOTMYECKO) KPOBOIIOTEpE.

Tab6auua 14

MakTOopbl PUCKA U NPUMYMHBI PA3BUTHA Je(PUIMTA JKeJie3a
Y ZKeHIIMH | JeTeil pa3Horo Bo3pacra

dakTopbl pUCKa

Y mamepu:
* QoJblLIe 5
OepeMEeHHOCTEl;
* TIepepbIB MexIy Oepe-
MEHHOCTSIMU MeHee 3 JIET;
* MHOTOILIOANE;
* TecTo3s;
* XKJIA 6epeMeHHOIA;
* OOMJIbHBIE
MEHCTpYall1u;
* XPOHUYECKUE
UHGbEKUINN;
* 3QHSITUSI CTIOPTOM;
* JIOHOPCTBO;
* BEreTapMaHCTBO;
* pod. BpEIHOCTb

pa3BuTusA AeduUTA XKeJie3a
ypebenka:

* MHTEHCUBHBIA POCT B paHHEM U
nybepTaTHOM BO3pacTe;

* paxur;

* yactble uHdekmu, OKU, OPBU:
* 11CcOaKTepUo3;

HapyllIeHue MEHCTPYAIbHOTO LIMKJIA;
* 3aQHSATUSI CTIOPTOM;

¢ BEreTrapuaHCTBO

TTpuuunel nedunmra xeinesa

lemu pannezo 6o3pacma:
1. dakTophl MpeHaTaTbHOIO
neduiura Fe:
* TpelJieXaHue,
OTCJIOMKA TIJIALIEHTHI;
* pa3pbIB MyMOBUHBI;
* (eTodeTabHBIE U
¢eTorualieHTapHbIe
TpaHchy3uu;
* HEJOHOILIEHHOCTb,
KPYITHBII BEC MIPU POXK-
NEHUU;
2. DakTOopbl, O0YCITOBI-
BalOIlIME HEIOCTATOYHOE
noctyruieHue Fe B opra-
HU3M:

Jemu cmapuweeo 6o3pacma:
1. @akTOpHI, BBI3BIBAIOIINE KPOBOIIOTEPIO:
» narosiorust KKT (myrukarypa ciau-
3KCTOI, MOJIUIO3, AUBEPTUKYJIE3, Ba-

PHMKO3HOE PACIITMPEHKE BEH, SPO3UBHBIM
TACTPHT, sI3BEHHas1 00JIe3Hb, SI3BEHHO-

HEKPOTUYECKHUIA KOJIUT, TPbIXa
MUILLIEBOIHOIO OTBEpCTUsI TruacdparMsl,
OIyXOJIH, T€JI€aHTUIKTa3UH;

* TeJIbBMUHTO3bI: TpUxoliedanes, aH-
KWJIOCTOMHUI03, aCKapuI03;

* IOBEHWJIbHbIE KPOBOTEUEHMNSI;

* reMopparnyeckue 1uate3bl, TPoMOOo-
LIUTOTNATUX, TPOMOOLIUTOTIEHUH, KOa-
TyJIOTNIaThu;

* JIETOYHBI TE€MOCUIEPO3;
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IIpodonscenue maoa. 14

* nedexTs * JHIOMETPHO3;
BCKapMJIMBaHUST; * IJIOMYCHBIE OITyXOJIU:
* CUHAPOM * yacTble 3a00pbl KPOBU TSI UCCIIE-
MababcopOiuu, JOBaHUSI (SITPOTEHHbBIE KPOBOIIOTEPH).
HeTepeHOCUMOCTh 2. DHOOKpPUHHEIE 3a00JICBaHMS
KOPOBBETO MOJIOKA, * TUTIOTUPEO3;
peurausupyomme OKU; * MMCHYHKLMS SIUIHUKOB.
3. DakTOpHhI, BHI3HIBAIOIIINE 3. I'emarypusi:.
KPOBOITOTEPIO: 4. Tybepkynes;
« anomamuu KKT; 5. CuHIpPOM ManbaObCOPOLINN, Pe3eKIIMs
* OIyXOJN; JKeJTylKa ¥ TOHKOW KUIIIKKA
* TeJIeaHTMIKTA3UH; 6. HapyieHue TpaHcropTa xejesa, TMIo- 1
4. HapymeHnue TpaHcIiopra aTpaHcheppuHEMUsT
xKenesa: 7. DKCTpaKopropaibHbIe METOIbI JICUECHUS.
* TUMO- U arpaHcdeppu- 8. AnmMeHTapHasi HEIOCTaTOYHOCTb.
HeMUst

Cragumv pa3sutua gepuumraxenesa

IIpenateHTHBIN neUUUT XKejae3a XapaKTepusyeTcs CHUXKEHU-
€M 3aracoB XeJjie3a, YMeHbIIeHMEM TeMoculeprHa B Makpoda-
rax KOCTHOTO MO3ra, yBeJMYeHHeM abcopOLMU pamroakTUBHO-
ro xkene3a U3 2KKT, orcyrctBueM aHeMuM 1M M3MEHEHUII oOMeHa
ChIBOPOTOUYHOIO KeJjle3a.

CKpBITBIN (JTATEHTHBIN) AeULINT Kee3a: Hapsmy ¢ obeaHe-
HUEM JIET0, CHUXKaeTcsl Ko3(hUILIMEHT HachlllieHus1 TpaHcdep-
pVYIHa, TOBbBILIAETCS YPOBEHb MPOTONOPGUPUHOB B 3PUTPOIIUTAX.

ABHas XKJIA: kpoMe BbIlIeNepeurCcIeHHBIX MPU3HAKOB, Ha-
OomaloTCsl KJIIMHUYECKUE TPOsIBIeHUs AeduluTa Xejesa.

KnuHnyeckasa kapTuHa

Knunuyeckass kaptuHa 2K/IA ckiaanpiBaeTcsl M3 OOILIMX CHUMII-
TOMOB aHEMHUU U IIpOSIBIIEHUI neduiinTa Xeje3a B OpraHM3Me
(Tabn. 15), Myxuunbl xyxe nepeHocsaT 2KIIA, 4eM KeHIIMHEL,
TIOXWJTBIE TSKesee, 9eM MOJIOIbIE.

AHeMMJecKre CUMITTOMBI CBSI3aHBI ¢ HEJOCTaTOYHBIM 00ecIie-
YeHeM TKAaHel KUCJIOPOIOM: CJIabOCThb, TOJIOBOKPY:KEHIME, OIBIIIIKa,
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OJIEMHOCTD KOXU U CIIM3UCTBIX, TAXUKAPAUs, QYHKIIMOHATbHBIA
CUCTOJIMYECKUN TITYM.

ITpu cunepornieHUM UMEIOTCS HAPYIIEHUS B LIEHTPAJIBHOU He-
PBHOI cuUCTeMe, XKeTyI0UHO-KUIIIEYHOM TpaKTe, CepleuyHO-COCY-
JIACTOU cUCTEME, TTIOPaXKEHUE KOXHU U €€ TTPUAATKOB, CITU3UCTHIX
000JI0YEeK.

HaubGonee xapaktepusiM npu KJIA siBisieTcss TopakeHUe
KOXM U ee IPUIATKOB, Yero He HabJofaaeTcs Mpu ApyruxX BUaax
a"Hemuii. CyXoCTb KOXWU, BbITQJEHUE BOJIOC, JIOMKOCTh, U3MEHE-
HUe (DOPMBbI HOITE MPOUCXOMUT BCIEACTBUE YMEHBIIIEHUSI B HUX
cofiepXaHUsT XKeyesa.

SApKuM U 3aTTOMUHAIOIIUMCS IPOSIBIIEHUEM CUJIEPOTICHUU SIB-
JIsieTcsl u3BpallieHue BKyca u 00oHsiHUs. [Ipu aToM oTMeuaeTcst
MPUCTPACTUE K YNOTPEOJICHUIO B TIUIIy Meja, TJUHbBI, 3yOHOTO
MOpOIIIKa, CYXOro Yasi, yIJisi, ChIPbIX IPOAYKTOB — TeCTO, Kpyna,
BEpMHUILIENb, MSICHOU (hapir. OTMevaeTcst BeUeHUe K 3araxam
aleToHa, KepocuHa, OeH3nHa, HadTanuHa, 00yBHOIO Kpema, Jiaka
JUTSL HOTTEW, BBIXJIOITHBIX Ta30B. DTa TpyImna paccTpoicTB 000-
3HayYaeTcsl eMHbIM TepMUHOM — pica chlorotica (OT JaTuHC-
KOTO pica — copoka — NTHUIIa, KOTopasl moeaaeT 3emito). [1pu-
poia ToA0OHOro TMAaTOJIOTUYECKOTO BIJIEUEHUSI K TMOETaHUI0
HEOOBIUHBIX MTPOMYKTOB HE COBCEM SICHA, OJHAKO TpeAroara-
€TCsl, YTO B OCHOBE €€ JIEXXUT TKAHEBBbIN NeUIIUT XKene3a B
KJIeTKaX LEHTPaJIbHOI HEpPBHOU cuctembl. M3BECTHO, YTO 3TO
COCTOSTHUE HE SIBJISIETCSI KOMIIEHCATOPHOW peakilveil, Tak Kak
roenaemMbie BellecTBa OObIYHO OEMHBI JKEJIe30M W Jlake Hapy-
AT ero abcopOLUIo.

Pestomupys cBeneHust o GajaHce XKejesa, cienyeT MomyepK-
HYTb CJOXHOCTb PEryJsiliuu ero oOMeHa, BJIMSIHAE MHOXeCTBa
(akTOpoB Ha KaxaoM aTtare ¢heppOKUHETUKMU.

Ipu cuneponeHU BO3HUKAET MOpaKeHUE CAU3MCTON TMOJIOC-
TH pTa U XKeJyJOYHO-KMIIIEYHOrO TpakTa. B mpoucxoxneHuu
9TUX TPO(PUUECKMX U3MEHEHUI MMeeT 3HaueHMe TKaHEeBbIN Je-
GuuuT Xeneza, TPUBOAAIIMI K METAOOIMUECKMM HapyIIeHUSIM B
kietkax. [Ipu XKJIA oTMme4aroT aHTYJISIpHBIA cTOMAaTUT B 14—
20 % ciyyaeB, TmoccuT — B 23-39 %; pexe GbIBAcT CMHIPOM
cuaeporieHndeckoii nuctaruu [nammepa—BuHCOHA, MPOSIBIIS-
IOLLMIACS 3aTpyAHEHUEM TIPU TJIOTAHUY TJIOTHOM M CYXOM MUILIU.
B xenynke npu 2KJIA yrHeTeHO KucjIoTooOpa3zoBaHue. Ilepe-
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CTpoiiKa CIM3UCTON 000JI0UKHM MTPOUCKXOIUT U B TOHKOM, U B TOJI-
CTOM OTZeJaX KUIIeUHUKA.

MoryT ObITh TPU3HAKKU BETeTaTUBHO-COCYIUCTON NUCHYHK-
LIMY: HEYyCTOMYMBOE apTepualbHOE NaBlieHUWEe ¢ TeHACHIMENH K
TUIIOTOHUU, TIOTJMBOCTh, aKpPOLIMAHO3, MpaMOpHOCTh. MHOTIA
BBISIBJISIIOT PACCEeSTHHYIO HEBPOJIOTMUYECKYI0 CUMITOMATHUKY.

Bo3MoxeH HeMOTUBHPOBAHHbLIN CyO(peOpUInTeT.

Tabauua 15

Kimmnuyeckasi KaApTvHA 2KeJie301ehUIUTHOH aHeMUH

CuMITOMBI AHEMHH

CuMITOMBI CHIIEPONIEHNH
(neuUT MEUKpPO3JIEMEHTOB U BUTAMHHOB)

Kanobwt
* cnabocTh, BSI-
JIOCTb, TOJIOBOKPY-
JKeHUE, CHUXKEHHE
paboTOCIIOCOOHOCTH;
* CHWXEHHUE ToJie-
PaHTHOCTHU K (U3M-
YECKUM Harpyskam;
* TOJIOBHbIE 0OJIH,
pasnpakKUTeIbHOCTD,
OJIbIIIIKA, OOMOPOK,
LIYM B yIIax

Kanobwt
* ¢1aboCTh, TOJIOBOKPYXEHUE;
* U3BpallleHUe BKyca, OOOHSHUS, anmeTuTa (pica
chlorotica);
* nucarust, IUCTIETNICUsT;
* HapylIeHue paboThl COUHKTEPOB NPy Kalllie,
cMexe;
* COHJIMBOCTb

ObseKkmusho
* OJIEIHOCTh KOXH U
CJIM3UCTHIX;
* TaxMKapaus,
TUIIOTOHUS;
* paclIMpeHue
TPaHULI CEePLa;
* IPUIIyLICHUE
TOHOB Cepilia;
* CHCTOJMYECKUIA
LIyM;
* IIYyM «BOJYKa» Ha
SIPEMHBIX BEHaX

ObsexmueHo
* CyXOCTb KOXU, aHTYJISIDHBII CTOMATUT, XEII03,
«3aellbl» B yIJlax pTa;
* CYXOCTb, JIOMKOCTb, BBITIaJICHIE BOJIOC;
KOCTb, MSITKOCTb, UICTOHUEHNE, TIPOIOJIbHAS WJTH
TornepevyHasi ICUepYeHHOCTb HOTTEM; YacTo
TJIATOHUXUU U KOMIOHUXUU,
* [JIOCCUT (SIPKO-KpacHBIM, OJIeCTSIINIA, OTeYHBIH,
00JIe3HEHHBIH S3BIK, aTPOMUS COCOUYKOB);
* Kapuec 3y0OB, UX KpOIlIEeHNEe, HEMPaBUIIbHBII
poct, nedeKThl M,
* arpoduueckuii 330arut, arpoUIeCKuii racTpuT,
muchynkumst KKT, ckiioHHOCTS K 3aropam;
* arpodusl CIU3UCTON TeHUTAJINIA;

JIOM-

* MCMeHOpest;
* cyodeopuanTeT
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ITpu 2K/TA BO3HUKAIOT CABUIY B TOPMOHAJIBHOM CTaTyce U B
VMMYHHOI crcTeMe: BHadaie nosbinaercsd ypoeHb AKTI u TTT,
4yTO OOYCJIOBJIEHO, BUAMMO, aaanTallMOHHO-IIPUCTIOCOOUTETHLHOM
peakuueit. C yBelMueHUEM CPOKOB 3abosieBaHUsT (hopMupyeTcs
(byHKIIMOHAIbHASI HEAOCTATOYHOCTb TNIIOKOKOPTUKOWAHON (hyH-
KUMKW HaamnoyeyHUkoB. OTMeuaeTcsl MOBBILIEHUE YpoBHS IgM,
m3meHeHus 1gG u IgA nMeror, mo-BUIMMOMY, KOMIIEHCATOPHBIIA
xapakTtep. PaHHUM mposiBiieHueM aedulMTa XKeje3a SIBIsSeTcs
HEIOCTaTOYHOCTb KJIETOYHOTO MMMYHUTETa, aOCOJIOTHBIN M-
(ormTos, Hapyiaetcs auddepeHIIMpoBKa MOMyIsLMi TumMdo-
LIUTOB.

Hecneunduyeckas pe3rCTeHTHOCTh opraHu3Ma mnpu 2KJIA
TaKxe TpeTeprieBaeT U3MeHeHus. OTMedaloT He3aBepIleHHbI
(haronuTo3 — mpolecc 3axBata OAKTEPUIl TPOTeKaeT HopMallb-
HO, a BHYTPUKJIETOYHOE MepeBaprvBaHUe HapylIeHO B CBSI3U C
YMeHbILIEHUeM aKTUBHOCTU Muesionepokcuaasbl. KoHueHTpaius
KOMIUIEMEHTa U3MeHsieTcsl He3HaunuTteabHo. [Ipu XKJIA cHmka-
€TCsl MUKPOOUIIMIHAS aKTUBHOCTD IO OTHOIIIEHUIO K TEpOKCUIa-
30MOJIOKUTEIbHBIM MUKPOOPraHU3MaM — CTaUIOKOKKaM, Tpu-
6am poma Candida. MudeximonHbie 3aboneBanus Ha (poHe KA
YCYTYOJISIIOT TeUeHUe CUAEPONEeHMU, TaK KaK POCT U pa3MHOXe-
HME MUKPOOPTaHW3MOB OCYILECTBIISIIOTCSI C TIOTpeOJIeHUEM XKe-
Jiesa.

IlonBonst uTor onMcaHWIO KIMHUYECKON KapTuHbl KA, MoX-
HO yKa3aTh JBE IaTOIr€HETUIECKNE JIMHUU:
1) HemocTaToyHOE OOecIIeYeHMe TKaHEW KUCIOPOIOM;
2) HapylleHUWe aKTMBHOCTA (bEPMEHTOB TKAHEBOTO IbIXa-
HUS, TO €CThb HapylleHHe PaOdOThI MPAaKTUYECKU BCEX KIle-
TOK OpPraHM3Ma, 4YTO M OOYCJIOBJIMBAET IECTPOTY KIIMHU-
yecKux IposiBneHuil KA.

JlaGopaTopHbie faHHble

HuarHoctrka 2KJIA ocHOBaHA Ha YCTAHOBJICHUHU JaOOPATOPHBIX
MPU3HAKOB COOCTBEHHO aHeMUU M nedulMTa Xejie3a B opra-
HU3ME.

B xiMHUYecKOM aHaiu3e KPOBU BBISBISIIOT TMIIOXPOMHYIO
(OIT < 0,85) aHeMuio pa3IM4IHOM CTeleHM TsokecTu. Mopdo-
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JIOTMYECKM B Ma3Ke KPOBM — THMIIOXPOMHbBIC SPUTPOLIUTHI, Xa-
paKTepU3YIOILIKECS HATUIMEM IMPOKOro MPOCBETACHHUS B LICH-
Tpe; SPUTPOLUT IPU 3TOM HAIIOMUHAET OYyOJMK MM KOJIBLIO
(apymonut). YacTo BCTpedyaroTCsI MUKPOLIMTHI, B KOTOPHIX CO-
Iep>XaHKe TeMOIJIOOMHA MEHBIIE, YeM B 3PUTPOLIMTaX OOBIYHO-
ro pasMepa. B Maske nepudeprieckoil KpoBU HapsiLy ¢ MUK-
POLIMTO30M OTMEUYAeTCs aHM30LMTO3 U MOMKUIOLUTO3, TO €CTh
BCTpPEYAIOTCS 3pUTPOLIMTHI HEONUHAKOBOM BEIMYMHBI U Pa3Ind-
HbIX popMm. KommuecTBo cUaepoLIMTOB (3pUTPOLIUTHL C TPaHy-
JIaMM XeJe3a, BBIBISIEMbIMU IIPY CIIEIIMAIbHOM OKpacKe) pe3-
KO CHIDKEHO I10 CPaBHEHMIO C HOPMOM, BIUIOTb A0 ITOJTHOTO MX
orcyrctBusi. ComepKaHKWe PETUKYJIOLMTOB KPOBU, KaK ITpaBH-
JI0, B IIpefeliax HOPMbI, 32 UCKIIIOUEHUEM CTy4aeB BhIPaXKEHHOI
KpOBOIIOTepH (HAampUMep, OOMJIbHBbIE HOCOBHIE M MAaTOYHBIC
KpOBOTEUYEHMsI) WIX Ha (pOoHE JIeUeHUsI IIperapaTaMM Kejie3a.
KonmyecTBo 1€MKOLMTOB U TPOMOOLIMTOB OOBIYHO HE M3MEHE-
HO, MHOTIIAa OTMEYaeTCs JIEUKOIeHUsI. Y HEKOTOPHIX IeTeil Mo-
JKeT OBITh YMEpEeHHasl HEUTPOIIeHUsI, McUYe3aloliasi mocje Kop-
pekuu KJIA.

UccnemoBanne KOCTHOTO Mo3ra I nuarHoctnk 2KJIA ma-
JIOMH(GOPMATUBHO 1 MOXET UMETh 3HAYCHME JIMIIb TP CITCLM-
aJIbHOM OKpacKe Ha XeJie30 U MOoACcYeTe CHIepo0IacTOB (3PUT-
pOMIHBIE KJIETKM KOCTHOTO MO3ra C TIpaHyJlaMH Keje3a),
KOJIMYECTBO KOTOPHIX y OonbHBIX 2K/IA 3HAYMTEIBLHO CHU-
JKEeHO.

AwnarHos

PeniaoliM B IMarHOCTUKE SIBJISIETCSI OMOXUMMYECKOE MCCIe-
IIOBaHUE — OIpEICICHUE «KeIe30-KOMIUIEKCa» KPOBHU, BKIIIO-
YaIOIIEro MCCAeIOBaHUE YPOBHSI CHIBOPOTOYHOIO Keje3a, 00-
meid W JIAaTeHTHOM KeJIe30CBA3BIBAIOIIEN CITOCOOHOCTH
CBIBOPOTKH, KO3 GUIIMEHTa HACHIICHUS TpaHCchepprHa Xejle-
3oM. CopepxXaHue Xejle3a B CHIBOPOTKE KPOBU, B3SITOM 10
HavaJla Tepaluy IIpelapaTaMy Xeje3a, CHIKEHO, 4acTO 3Ha-
yurenbHO. ComepxkaHMe Xejle3a B ChIBOPOTKE KPOBU B HOpME
MpeacTaBieHo B Tabn. 16.
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Ta6auual6

Conep:kaHue KeJjie3a B CHIBOPOTKE KPOBH Y 310POBBIX JIMIL
PA3JIMYHBIX BO3PACTHBIX TPYIIHT

Bo3spacr Cozaep:kanue xeje3a
B CHIBOPOTKE KPOBH, MKMOJIb/JI
HoBopoxneHHbie 18-45
I'pyanbie getu 9-36
2-12 ner 10-30
B3apocibie MyX4MHbBI 9,5-30
Bapociibie KeHIMHbI 8,8-27

Hapsigy ¢ onpenelieHreM KOHIIEHTpALIMKM 3Kejie3a B ChIBO-
POTKEe AMArHOCTUYECKOE 3HAaYCHME MMEIOT OLIEHKAa OOIleil Xe-
JIe30cBsI3bIBaloNIei crnocooHocTr chiBopotku (O2XKCC), orpa-
JKAIOILIE CTENeHb <«IOJIOJAHUS» CBHIBOPOTKM, M HACBIILIEHUS
TpaHcheppUHa XKele3oM. MeTon 3aKiIio4aeTcsl B TOM, 4TO K
CBIBOPOTKE 00CJIelyeMOro A00aBIISIIOT 3aBeIOMBII M30BITOK
Xese3a, 4acTh KOTOPOTo CBSI3bIBAeTCS C OeKaMM, a Apyrasl, He-
CBSI3aHHAS YacTh yAANSIETCSl TTIOCPEICTBOM abCOpPOLIMKM Ha MOHO-
obMeHHOI cmode. [locie 3Toro onpenessioT coaepKaHue Xe-
Jie3a, CBS3aHHOTO C OEJIKOM, W pacCUMTBIBAIOT KOJIMYECTBO KeJje3a,
KOTOpPOE MOXET CBsSI3aThb 1 JIUTP CBIBOPOTKU. DTOT MoKasaTesb
u orpaxkaer OXKCC (B HopMe 65-94 MKkMmonab/n). PasHuua
Mexnay mokasarenrsMu OKCC M CBIBOPOTOYHOTO Kejie3a OT-
paxkaeT JIATEHTHYIO XeJIe30CBS3bIBAIOIIYI0 CIIOCOOHOCTh ChIBO-
poTku (B HOpMe 35-65 MKMOJIb/JT), a OTHOILIEHHUE 3Kejle3a Chl-
BopoTkn kK OZXKCC, BeIpaXeHHOE B IIPOIIEHTaxX, OTpaxkaeT
Ko3(puImeHT HachIeHN TpaHcdepprHa Xere3oM (B HopMe
17-55 %). Y 6onbHbix 2K/IA oTMe4aroTCsl MOBBILICHUE OOIIEi
U JIATEHTHOM KeJIe30CBSA3bIBAIOIICH CITOCOOHOCTU CHIBOPOTKH U
CHUXeHUe KoaddullneHTa HachlllleHUs: TpaHcdeppuHa xeJie-
30M.

ITockonbky 3amachl xene3a npu K JIA ncTomeHsl, oTMeya-
eTCd CHIDKEHUE COAePXKaHUS B ChIBOPOTKE (heppUTUHA — XKe-
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Jie30coJepKallero 6eaka, ypoBeHb KOTOPOTO OTpakaeT Hapsi-
Iy ¢ KOHLIEHTpalldei TeMOCHICpMHA BEJIMYMHY 3aacoB Ke-
ne3a B gerno. CHMXeHHE YPOBHS (eppUTUHA B ChIBOPOTKE
SBJISICTCSI HauboJIee YYBCTBUTEIbHBIM U CHELUMUIHBIM J1a60-
paTOPHBIM IIPU3HAKOM AeUIIMTA XKejie3a 1 MOATBEepKIaeT XKe*
ne3oneduunTHBIN xapakTtep aHemun. ComepxXaHue (peppuTH-
Ha B HOpMe cocTaBisieT 15-150 Mkr/n (y MEHCTPYUPYIOIIMX
JKEHIIMH HUXKHSS TpaHuiia HopMbl 12 Mkr/m). OneHka 3ama-
COB 3XeJie3a MOXET OBbITh OINpelesieHa TakKe ¢ TMOMOILIbIO Aec-
depanoBoii MpoObl. MeTomnKa BBITTOJTHEHMS TPOOBI CIICAYIO-
IIast: ONpPEnesIsTIOT KOHIIEHTPAILIMIO Kejie3a B CYTOUYHOM Mode
00JILHOTO, 3aTeM IMapeHTePaIbHO BBOAAT Hecdepai (KOMIUIeK-
COH, CBSI3BIBAIOIIMIA JXeJIe30 Y BBIBOISILLIMIA €r0 ¢ MOUOi1) M BHOBb
OIpeleIsoT KOHLIEHTPALIMIO XeJle3a B cyTouHoil Moue. Ilocie
BHyTpuBeHHOTO BBemeHmst 500 mr mecdepaia B HOpME BBIBO-
mutcst 0,6—1,3 Mr kene3a, B TO BpeMs Kak y OoyibHBIX 2K/IA
W TIpU HAJIUYUKM CKPBHITOTO AeUIINTA XKejie3a KOJIUYSCTBO
BBIIEISIEMOTO ¢ MOYOil Xeye3a cHuxkaercsa ao 0,4-0,2 mr/cyr
U MeHee. B To ke BpeMmst, Ipu M30BITOYHOM COAEPXKAHUU KeJle-
3a B JETO MPY HEKOTOPBIX aHEMUSX, COMIPOBOXKIAIOIINXCS pas3-
BUTUEM TeMOCHEPO3a, KOJUYECTBO XKeJie3a, BBIIEISIEMOTo C
MOYOI, TIpeBbIlIacT HOpMY. Ellle omHMM CITOcCOOOM OLIEHKHU 3a-
MacoB XeJjie3a SIBISIeTCS OKpacka Ma3KOB KPOBM M KOCTHOTO
MO3ra Ha 3KeJIe30 U IMOACYET KOJIUYECTBA CUICPOLIMTOB U CUJIe-
pobaacroB. Uncno stux kietok mpu XKJIA 3HAYUTEIFHO CHU-
KEHO.

MnaHoO6cneposaHuna 6onbHoro KA

/. Anaausot, noomeepxcoarouwjue nHaruuue 2KJ[A.

1. Knuanyecknii aHajan3 KpOBU C OIpeAesiecHUeM 4Jmcia
PETUKYJIOLUTOB M MOP(OIOTMIECKON XapaKTepUCTUKOM
SPUTPOIIUTOB.

2. «XKene3o0-KoMIUIEKC» KPOBH, BKITIOYAIOIINI OTIpeaeie-
HMEe YPOBHSI ChIBOPOTOYHOTIO XKeJjie3a, OOILeil Keae30CBsI-
3bIBAIOIIEH CITOCOOHOCTU CBIBOPOTKU, JIATEHTHOI XKeje30-
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CBSI3BIBAIONIEH CITOCOOHOCTH CBOPOTKM, KO3(h(HIINEHTA
HaCHIIIEHUS TpaHchepprHa KeJIC30M.

I1pu HazHaYeHUM UCCaeA0BaHMS BO U30exXaHue OLIMOOK Mpu
TPaKTOBKE pe3yJbTaTOB HEOOXOAWMO YUYMTHIBATh ClEIyIOLINe
¢daxKTopHI.

1. Uccnenosanne HeOOXOOMMO TIPOBOIMTEL IO Hadaja Jie-
yeHMs MpenapataMu Keje3a; ecid UCCIedoBaHue IMpo-
BOAUTCSI MOCJe MpueMa IperapaToB Xeljie3a Jaxe Ha
MPOTSKEHUM KOPOTKOTO MPOMEXYTKa BpeMeHU, TO MO-
JIydeHHbIE TO0Ka3aTeJu HEe OTpaXkalT MCTUHHOIO COAep-
KaHus Xene3a B cbiBOpoTKe. Ecam pebeHOK Hayanl
nojyJyaTh Mpenaparhbl XKeje3a, TO UCCAeJOBaHUE MOXKET
TIPOBOIUTRLCI HE paHee, yeM udepe3 10 mHeil mocie mx
OTMEHHI.

2. TpaHchy3un 3puUTPOLUTOB, HEPEIKO IIPOBOAMMBIC 10O
YTOUHEHMSI IPUPOALI aHEMUU, HAIIPUMED, TTPU BbIPAKEH-
HOM CHMXXEHUU YPOBHS TeMOIJIOOMHA, TakXKe HCKaxa-
IOT OLIEHKY MCTMHHOTO COJepKaHHUsl Xeje3a B ChIBO-
poOTKe.

3. KpoBb a1g mcciaegoBaHUsI HY:KHO OpaTh B yTpeHHME
yachl, TaK KaK MMEIOTCS CYyTOUHble KOJieOaHUSI KOHLEH-
TpalMM Xejie3a B CHIBOPOTKE (B YTPEeHHHUE Yachl ypo-
BeHb XKeJie3a BhIIe). KpoMe Toro, Ha comepxkKaHue Ke-
Jie3a B CHIBOPOTKE KPOBM BIMSAET ha3za MEHCTPYATEHOTO
nukiaa (HEemOCPEeICTBEHHO IIepel MEHCTpyallrell M BO
BpeMsI Hee YPOBEHBb CBIBOPOTOUHOTO KeJjie3a BBIIIE), OC-
TpbI€ TEMATUTHI M IIMPPO3bI TiedeHN (ToBBIIIeHNEe). MoryT
HabJogaThesl ciaydaiiHble Bapualldy MCCIIeIyeMbIX I10-
KaszaTeyen.

4. Jlnsg uccaeqoBaHMSI CBIBOPOTKM Ha COAepKaHUeE Keje-
3a JOJIKHBI MCIOJIb30BaThCsl CHelUabHble MPOOUPKHU,
JIBaXbl MPOMBITHIE TUCTUIJIMPOBAHHON BOIOM, TaK Kak
MCMOJIb30BaHUE AJIS1 MBIThSI BOAOINPOBOAHOM BOIBI, CO-
JIepxXalle He3HauYMuTeJbHbIE KOJIMYECTBA XeJie3a, BIMSI-
eT Ha pe3yJbTaThl UcciienoBaHus. Jlas BbICYLIMBaHUS
OpOOUPOK HE CJIeAYyeT MCIOJb30BaTh CYIIWJIbHBIE ILKA-
GBI, TaK KaK ¢ UX CTEHOK TPHW HarpeBaHWU B TIOCYILY
MOoIaJaeT HE3HAUYUTEJIbHOE KOJWYECTBO XKejesa.
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//. Hccaedosanuna, ymouusirouue npuuuny KJ/[A.

1. Buoxumuuecknii ananu3 kposu: AJIT, ACT, ®PMODA,
OWIMpPYOVMH, MOYEBMHA, KPEATMHIH, caxap, XOJIeCTEPUH, 00-
Wi GeJIOK, MPOTEMHOrpaMMa.

2. O0mmit aHaIM3 MOYM, KOIIpoTrpaMma.
3. AHaim3 Kaja Ha sgiila TeJIbMUHTOB.
4. Anamm3 Kajma Ha peakuuio I'perepceHa.

5. KoarymorpammMa ¢ ornpenejieHueM TUHAMUYECKUX CBOMCTB
TPOMOOIIUTOB (TTO0 TTOKA3aHMSIM).

6. PHT'A ¢ xuireyHoii rpynmoii (1o MoKa3aHUsIM).

7. Y3U opraHoB OPIOIIHO# ITOJIOCTH, TOYEK, MOYEBOTO ITy-
3bIpsI, MAJIOTO Ta3a.

8. DHOOCKONMMYECKoe MCCenoBaHue:. (HOPOracTpoIyoae-
HOCKOIHSI, PEKTOPOMAHOCKOITHSA, (hMOPOKOJIOHOCKOITHS (TI0
MTOKa3aHUSIM).

9. PentreHockonus MUIIEBOAA 1 XeJyaKa; uppurorpadus,
pEeHTreHorpaMma TpyJaHON KIIETKU (MO MOoKa3aHUSIM).

10. Ocmotp JIOP-Bpaga, SHIOKPMHOJIOTa, TMHEKOJIOTA, Ipy-
TMX CHEIUANIUCTOB (TI0 IMOKa3aHUsM).

11. Cumrrurpadus 1 UCKITIOYeHUS TUBEPTUKYJIa Mek-
Kesst (110 TTOKa3aHMsIM).

IMocne ycranoBnenus nmarHo3a KJIA HeoOXoaWMoO yTOY-
HUTh e¢ MPUYUHY. IS 3TOro MPOBOIUTCS KOMILIEKCHOE 00-
ciaemoBaHue. B mepByro ovepenb MCKITIOYAIOT TATOJIOTHIO Ke-
JIyTOYHO-KHIIIEYHOTO TPAKTa, KOTOpask MOXET SIBUThCS TIPUIMHOM
XpPOHWYECKON KpOBOMOTEPU W /UKW  HAPYIIEHHOTO YCBOE-
Hust kene3a. [IpoBomsT puGporacTpoayoneHOCKOIUIO, KOJIO-
HOCKOIIHIO, PEKTOPOMAHOCKOIIMIO, PEAKIIMIO Ha CKPBITYIO KPOBb,
PEHTIEHOJIOTUYECKOEe O00C/IeqOBaHME KEIYyIOYHO-KUIIIEYHOTO
TpakTa. HeoOGXxoamMo HAcTOWYMBO MCKaTh TIIMCTHYIO MHBA3UIO
BJIACOTJIABOM, acKapHIaMM, aHKMJIOCTOMaMU. JIeBYIIKY U KeH-
IIMHBI HY>KIAIOTCSI B OCMOTPE TMHEKOJIOTOM Y UCKJTIOYEHUU Ta-
TOJIOTUU CO CTOPOHBI TMOJIOBBIX OPTaHOB, KaK MPUYMHBI Ae(PULIN-
Ta Xejie3a B opraHusme. Kpome Toro, Heo6X0auMO YTOUHUTb,
He cTpajaeT JiM MalMeHT FeMOpPparnuyecKuM IMaTe30M: TpoMOo-
LIUTOTICHUSI, TPOMOOLIMTOIIATHSI, KOATYJIONATHS, TeICaHTMIKTA3HSI.
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XoTs reMatypusi peiko NpuBoiAT K pasputuio KA, cieayer
MOMHUTh, YTO MOCTOSIHHAS MOTEPsl SPUTPOLIMTOB C MOYOU He
MOXET He MPUBOIUTH K JeULIMTY Xeje3a. DT0 OTHOCUTCS K
reMoroorHypun. dedunur xkeae3a B OpraHM3Me MOXET ObITh
He TOJbKO CJIeJCTBMEM IOBBIIIEHHOW KPOBOMOTEPHU, HO U pe-
3yJbTaTOM HapylleHUs] YCBOSHMSI XKeJle3a, TO €CTh HaJlo UCKITIO-
YUTh COCTOSTHUSI, TIPUBOISIINE K CUHIPOMY MajlbabCOPOIINY.
IMpuuriHoit 2KJIA MoXeT OBITh COCTOSIHHME, IIPU KOTOPOM
KPOBb TOMNAAaeT B 3aMKHYTYIO TIOJIOCTh, OTKYyJa XXeJe30 Mpak-
TUYECKU HE YTUIIUBUPYETCSA. DTO BO3MOXKHO MPU TIIOMYCHBIX
OITyXOJIsSIX, KOTOPbIe MPOUCXOAIT U3 apTepHOBEHO3HbIX aHACTO-
MO30B. [JIOMyCHbIE OIMyXOJM JOKAIM3YIOTCS B Keayake, 3a-
OpIOIIMHHOM MPOCTPAHCTBE, OpbIKeliKe TOHKOW KWILKHW, TOMILE
nepeaHeil OPIOIIHON CTeHKU. XpOHUYecKre NHMEeKIIMU, SHIO0K-
pYIHHBIE 00JIE3HM, OMYXOJIM, HapyllIeHUsl TpaHCIOopTa XeJe3a B
opraHusMe Takxke MOryT ObITh mpuunHoOi KA. Takum obpa-
30M, MauueHT ¢ KJIA TpebyeT yriay0JaeHHOIO U BCECTOPOHHETO
KJIMHUKO-1a00paTOPHOTO MCCAeA0BaHuUS.

CornmacHo pekomeHaauusm BO3, B cirydyae 3aTpymHeHUI Ipy
VYCTaHOBJICHUY TIPUYMHBI HEMOCTATOYHOCTH XKejle3a, CISIyeT UC-
MOJIb30BaTh TEPMUH <«Keye30JedUIIMTHAS aHeMUsT HEyTOYHEeH-
HOTO TIPOMCXOXKICHUST».

AnddepeHumanbHas auarHoctuka XIOA

HuddepenunpoBats XKJIA HEOOXOMMMO OT IPYTHMX COCTOSIHMIA,
COIPOBOXIAMOIINXCS TUTIOXPOMHUEU 3PUTPOLIUTOB: TATACCEMUS,
HapylleHue CHHTe3a MPOTONOPGUPUHOB, HEAOCTATOYHOCTh BU-
tamrHa B,. [lpakTrdecky mpu BceX 3THUX COCTOSIHUSIX TOBBI-
ILIeH YPOBEHb XeJie3a B ChIBOPOTKE KPOBM, ClieI0BaTENbHO, WC-
MOJb30BaHME TIpernapaToB Xeje3a Yy TakKuX OOJIbHBIX
MPOTHUBOITOKA3aHO.

CyILECTBYIOT COCTOSIHUSI, TIPU KOTOPBIX MMEETCSl U30BITOK
Xejie3a B OpraHu3Me: IOBbILIEHHasT abcopOLMs IMUILEBOTO
KeJe3a; MepBUYHBINA TeMOCUIEpO3; MOBbIIIEHHAsT a0COPOLIus, CBSI-
3aHHas C MOBBIIIEHHON 3PUTPOITOITUYECKON aKTUBHOCTBIO KOCT-
HOro Mo3sra (p-tajgacceMmusi, CUIepoaxpecTUyecKass aHeMMUs);
TpaHc(y3UOHHasl TMeperpyska kene3oMm ((3-tamaccemusi, TeMo-
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rimoouHomnarust H, BpoxkaeHHbIe aniacTUYeCKUe aHeMUU U TIp. ).
Ileperpy3ka opraHu3Ma >ejae30M MPOUCXOIUT B Pe3yJibTaTe ero
M30BITOYHOrO0 00pa3oBaHusI MakpodaraMu Mpyu YCUICHHOM pac-
najie SpUTPOLIMTOB, YBEJIMYCHHOM BCACHIBAHUM B KHILIEUHU-
Ke, HapylleHud oOMeHa >KeJae30CoaepKallux MUIMEHTOB, a
Takke MpU Mepeo3upoBKe MpernaparoB xeje3a. M30bITOK xe-
Jie3a TPUBOIUT K TIOBBIIEHUIO KOHIIEHTPALIMU KEJIe30CBsI3bIBa-
omx 6e1KoB — ¢deppuTuHa U remocuaepuHa. «CBobomHOE»
XeJe30 (TOKCUYECKUI TyJT MpU Meperpy3ke) MoXeT MHULIMUPO-
BaThb CBOOOJHOpPAJAVKAIbHBIE PEAKIIMU, TaK KaK OHO SIBJISIETCS
KaTaan3aTOPOM OKUCIIUTETbHBIX TPOIIECCOB Ha YPOBHE OMOJO-
rmyeckux Mosekys, Bkmodas JJHK, nmumumaet u caxapa. Ilpucyr-
CTBUE M30BITKA Xeje3a B TKaHSIX MPUBOIUT K HACHIIIEHUIO 3a-
IIUTHBIX MPOLIECCOB U HEOOPaTUMOMY TMOBPEXICHUIO MOJIEKY U
TKaHeil. M30BITOK Xejie3a HaKaIUIMBaeTCsl B PETUKYJIO3HIOTE-
JIMAJIbHOI CUCTeMe, eMKOCTh KOTOPOM cocTaBisieT okojio 10-15 1
KeJie3a; Jajiee XXene30 OTKJIAAbIBAeTCs BO BCEX MapeHXWMAaTo3-
HBIX OpraHax M Koxe, MPUBOAS K Pa3BUTUIO LIMPPO3a TEYEHU,
KapAMOMUOMNAaTUM, caxapHoro arabeTa, TMIOTHPeo3a, TUIonapa-
TUPEO03a, OTMEYAIOTCS] TOPaXKeHUsT JIETKUX, BO3MOXEH TUIIOrOHa-
nu3M. TlepBUYHBIN reMoxpoMaro3 — HacJie[ICTBEHHasl 00JIe3Hb
C HapylleHHeM OOMEHa 3KeJie30COoAepXKallliuX MATMEHTOB, IMOBbI-
IIEHHBIM BCAaChIBAHUWEM 3Kejie3a B KUIIIEYHUKE U HAKOILJIEHUEM
€ro B TKaHsIX. 3abojieBaHUE MOXET MPOSIBJSTHCS MPU3HAKAMU
Mppo3a TIeYeHU, caxapHOro auadeTa, MUTMEHTAlUENl KOXM.
BcrpeyaioTcsi TOMUHAHTHOE U PELIECCUBHOE HaCIeNOBaHUE.

Ileperpy3ka opraHu3ma Xejae30M MOXET ObITh OIpejesicHa
M0 HACBIILIEHUIO TpaHChepprHa WIU YPOBHIO CHIBOPOTOYHOTO
depputrHa, pesyiabTataM AechepaioBoil MpoObl. YCTaHOBIE-
HO, YTO HanboJjiee TOYHBIM METOJIOM OLIEHKM HAKOTJICHHOTO Opra-
HU3MOM KeJie3a SIBJISIETCS] TIPSIMOE M3MepeHue KOJUYecTBa
Xejge3a B CyXOM BeIlleCTBe OWoNTaTra TeuyeHU IyTeM CITEKTPO-
METpUM aTOMapHOU aOCcopOLMM; B KauyeCTBE HEMHBA3MBHBIX
METONIOB OTpeNeeH!Us KOJMYEeCTBA XKejie3a B TKaHSIX MOTYT
OBbITh UCITOJIb30BaHbI KOMITbIOTEpHAsl TOMOrpacdust TIeYeHu U Mar-
HUTHO-PE30HAHCHOE MCCJIeIoBaHNWe, KauyeCTBEHHas W KOJU-
YeCTBeHHasl OlieHKa CONEPXKaHUS XKeJie3a B MeYeHU, MUOKap/e,
nomxkenynouHon xenese u runoguse [Olivieri N. F. et al.,
1990].
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JleueHune
xenesonedpnuNTHON aHEeMUU

Jleuenme 2KJIA mOMKHO OBITH KOMIUIEKCHBIM. DTHOJIOTMYECKOE
JIeYeHNe IIpeIycCMaTpUBacT yCTpaHEeHHE IPUYMH, ITPUBOMSIIINX
K pa3BUTUIO nedUIuTa Xeje3a.

Pexum

BaxkHbIMU 3BEHBSIMU KOMILICKCHOM TepaIiy SIBJISIIOTCS IIPaBUIIb-
Hasl opraHM3alus pexXuMa U nuTaHusd. DPEOEeKTUBHON Jieued-
HO-TIpODUIAKTUYECKON MepOoii SIBISIETCS IIUTEIbHOE IpeObIBa-
HHME Ha CBEXEM BO3OyXe.

Hdetn HyXmamTcsd B IIANSIIEM peXUME: OorpaHudeHHe (hu-
3MYECKON Harpy3Ku, DOMOJHUTENbHBIA COH, OJarompusITHBIN
TICUXOJOTUYECKUI KIIMMAT, CAeIyeT OCBOOOMUTh MX OT ITOCEllle-
HUS IETCKOro yuYpexXIAeHHUs, Oepeub OT MPOCTYIHBIX 3a0o0yieBa-
HUMN.

HeTtn cTapliiero Bo3pacrta oCBOOOXIAIOTCSI OT 3aHITUM (hu3-
KyJbTYpOii 1O BBI3IOPOBICHUS, MPU HEOOXOOUMOCTH WM IIpe-
JNOCTaBJISIIOT JOMOMHUTENIbHBIN 1€Hb, CBOOOMHBIN OT 3aHATUIA B
LLIKOJIE.

OuveTa

Ocoboe BHUMaHUE ClEOyeT YOEIUTh COAIaHCMPOBAaHHOMY ITH-
TaHUIO, HOpPMaJM3alliy amleTUTa, XEIyNOYHOM CEeKpeluu U
o0MeHy BemlecTB. be3 yperyaupoBaHMSI 3THX IIPOLIECCOB
HENb3s HamesIThcsd Ha 3(POEeKTMBHOCTh MEAMKAMEHTO3HOM Te-
panuu.

HasznauyeHue nojiHOLEHHOTO MuTaHusl 0oJbHBIM KA mMeeT
Oonbimoe 3HayeHWe. HeoOXommMo yCTpaHUTh MMEIOIIMECS [Ie-
(eKThl BCKapMJIMBaHUsI W HA3HAYWUTH pallMOHAIPHOE ITUTaHMUE,
110 OCHOBHBIM MMIIEBEIM MHIPEIMEHTAM COOTBETCTBYIOIIEE BO3-
pacTHbIM moka3zaTtensM. CoaepxkaHMe Xejle3a B IPOMyKTaX ITH-
TaHUS MpeacTaBieHo B Taba. 17.
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Tabauua l7

Conepxanmne xkeje3a (Mr) B npoaykrax muranus (8 100 r)

(mo Kamuunuesoii B. U. 1983, ¢ usmeHeHusiMM)

BenHble xKene3oM

‘YMepenHo Oorartbie Xkejie30M

Boratnle xkejie3oM

S1mrFe B 100 r

1-5mr Fee 100 r

>5wmr Fee 100 r

IIpoaykr Fe IIpoaykT Fe IIpoaykr Fe
Oryplibt 0,9 | Kpyma oBcsHast 43 XajBa TaXWHHast 50,1
TrikBa 0,8 | Kusun 41 Xansa MOICONH. 33,2
MopkoBb 0,8 | [lepcuku 4,1 [leuenn cBuHas 29,7
I'panarsl 0,78 | Kpyna mieHugHast 39 |S6noku cyiieHbie 15
KiyoHuka 0,7 |Myka rpeuyHeBast 3,2 I'pyma cymeHas 13
I'pynHoe MOJIOKO 0,7 |bapaHuHa 3,1 YepHocnus 13
Tpecka 0,6 |LImunar 3,0 |Kypara 12
PeBeHb 0,6 |Usiom 3,0 Yprok 12
Canar 0,6 |ToBamuHa 2,8 Kakao-noporiiok 11,7
BuHorpan 0,6 |AGpuKOCH 2,6  |llIunoBHUK 11
banan 0,6 |SI610KM 2,5 [leyeHb roBsIKbsE 9

IIpoodonxcenue maon. 17
Bennnie xene3om ‘YMepeHHO Gorartbie Kejie30M Borarsie xene3om
< 1wmrFe B 100 r 1-5 mr Fee 100 r >5mrFes 100 r

IpoaykTr Fe IIpoaykTr Fe Iponykr Fe
Kooksa 0,6 |Sitno KypuHOe 2,5 |YepHuka 8
JIlumoH 0,6 |I[pymia 2,3 [Touku roBSKBEU 7
AnenbcuH 0,4 |Cmsa 2,1 Mosru roBsKbU 0
MannapuH 0,4 |CmopoavHa yepHas 2,1 TonokHo 5
Tsopor 0,4 |Cocucku 19 | XKenrok 5,8
Kabauku 0,4 |Uxpa xeroBast 1.8 S3bIK TOBSIXUI 5
bpycHuka 0,4 |Konbaca 1,7
AmnaHac 0,3 |CBuHuHa 1,6
KopoBbe MoJI0KO 0,1 |KpppkoBHUK 1,6
CnuBku 0,1 |[ManuHa 15
CIMBOYHOE MAacjo 0,1 |Kpyna maHHas 1,6

Kypuua 1,5




Okonuanue maba. 17

bBennble xkejie30M

YmepeHnHo Ooratbie Kejie30M

BoraTtble kejie3omM

<1wmrFe B 100r

1-5mr Fe B 100 r

>5mrFes 100 r

IIponykr Fe ITpomykr Fe IIponykr Fe
Caexia 14
Buns 14
Puc 1,3
Kaptodenn 1,2
Kanycra 1,1
Mén L1
JIpIHs 1,0




HeTsiM paHHEro Bo3pacTa, CTpaJalollM aHeMUEH, Haxoms-
IIMMCST Ha €CTECTBEHHOM BCKapMJIMBAaHUU, TIPEXIE BCETO CIEIy-
€T OTperyJIMpoBaTh MUTAaHUE MaTepu, a B Cydyae HEOOXOMUMOC-
TU MPOBECTU KOPPEKIIUIO TTUTaHUS peOeHKa. [leTsM, cTpagaroimm
aHeMMel, MepBblii MPUKOPM HEOOXOIMMO BBOAWTH Ha 2-4 Hen
paHbllie, YeM 300pOBBIM (TO ecTh C 3,54 mec). IlepBbIM Ipu-
KOpMOM 00$13aTe/IbHO HOJKHBI ObITh OJitoma, Oorarbie COJISIMU
KeJiesa: Kaprodesb, CBeKJIa, MOPKOBb, KaIlycTa, Kabayku u Ap. B
PaIMOH MUTAHUS TOJKHBI BXOAUThH (hPYKTOBO-SITOHbIE COKU, TEP-
ThIe SIOJIOKU. YK€ C MEepPBbIM MPUKOPMOM JETSIM, OOJTbHBIM aHe-
MUE, MOXHO JaBaTh TEISYbIO WIN TOBSKbBIO MeueHb. [leueHou-
HbIe 0J1101a HEOOXOAUMO JaBaTh B MPOTEPTOM BUJIE, CMEIIMBAs C
OBOIIHBIM TTIope. HaunHas ¢ 6 Mec, B pallMOH MUATaHUSI MOXHO
BBOIUTH MSICHBIE Omonma B Buae ¢apiua. M3 pauuoHa ciemyer
HCKJTIOUMTD OeJTble Kalllk (MaHHYIO, PUCOBYIO, TOJJOKHSIHYIO), OT-
JlaBasl MpearnoYTeHMEe rPEYHEBOM, SUMEHHOM, NMEPJIOBOM, U3 MPO-
ca. Baputh kaim cieayer Ha BOAEe WIM, JIyYllle, Ha OBOIIHOM
oTBape.

I1pu mocTpoeHUM AUETHI y AETEN CTapllero Bo3pacra Heobxo-
JUMO YYMTBIBATb, YTO JIy4YHI€ BCErO BCAChIBACTCA B IUILCBApU-
TEJIbHOM TpaKTe reMOBOE KeJie30, comepkallieecsi B MSICHBIX OJTio-
Jax. 3HAUMTEIbHO XyKe YCBauBaeTCsl COJIEBOE KeJie30, BXOJsIlee
B COCTaB OBoOllEeH U (PpykToB. B mMuileBoM paimoHe 1eaecood-
Pa3HO HECKOJIBKO IMOBBICUTL KBOTY Oejika (rmpumepHo Ha 10 %
OT BO3PACTHON HOPMBI) 3a CUET YBEJIUUEHUS B pallMOHE OEIKO-
BBIX ITPOAYKTOB >KMBOTHOI'O ITPOUCXOKICHUSA; KOJINYECTBO YIJIC-
BOJIOB B pallMOHe OOJIbHOTO TOJKHO COOTBETCTBOBaTh BO3PACT-
HOI HOpMe, KOJIMYECTBO KUPOB ClIElyeT HECKOJIIBKO OTPaHUYNTh.
IIpyn aHeMuM MoOKa3aHO JOCTATOYHOE BBeICHUE (DPYKTOBBLIX U
OBOIIIHBIX COKOB M OTBapOB, y JIETEil CTapIlIero BO3pacTta MOXHO
WCMOJIb30BaTh MUHEpaIbHbIE BOAbL. llenecoobpasHo Mcnosb3o-
BaHMUE BOI M3 UCTOYHUKOB C TUIIOM Cﬂa6OMl/lHepaJII/I3OBaHHbIX
KeJe30CyNIb(haTHO-THAPOKApOOHATHOMArHUEBBIX BOJ, B KOTOPBIX
JKeJIe30 HAXOAUTCSI B XOPOILIO MOHU3UPOBAHHON (hopMe U JIETKO
BcacbIBaeTCs B KullleyHUKe. K MCTOYHMKAM TaKOro TUIIA OTHO-
CITCSI MUHEpaJibHbIe MCTOUYHMKU 2Kejle3HOBOICKa, YXKroposa,
MapumansHbix Bog B Kapenuu. HeobxonuMo yduThIBaTh, 4TO
KoMITeHcalusl aedulmrta xeneza u Koppekuus: KJIA ¢ nomo-
IIBIO TTUILEBOrO Xejie3a He MOIYT ObITh JOCTUTHYTHI, O YeM 00sI-
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3aTeJIbHO MHGOPMUPYIOT pOOUTEIel MalyeHTa, KOTOphle Heped-
KO MPEAIOUYUTAIOT MEAMKAMEHTO3HBIM IpernapaTaM <«IIUILIEBYIO
KOPPEKIIMIO».

Hns yayamenus1i aesatenbHoctd KKT HasHavyamoT dep-
MEHTBI.

MaTtoreHeTnyeckas Tepanuns XOA

ITpoBomauTCcsl mpemnapaTaMu XeJjie3a, KOTOpble Ha3HA4YaloTCs
BHYTPb WIU TapEeHTEPaJbHO.

B 0obIIMHCTBE cllydaeB, KpOMe CHELMAaTbHBIX TOKA3aHUI,
neyenue XKJIA mpoBomMTCSl TipernaparamMu JJisi BHYTPEHHETO
npuMeHeHusi. HanboJiee 1iesiecoodpa3Ho MPUMEHSITh IIpernapa-
ThI, COJEpXKalllMe JABYXBAJICHTHOE Xe€JIe30. OTU COeNUHEHMS
XOpOIIIO BCACHIBAIOTCSI U JAIOT BBICOKUU TeMIT MPUPOCTa TeMO-
rnmoouHa. Ilpu BeIOOpe mpemnapara ajis JeTeil paHHero Bo3pac-
Ta HEOOXOIMMO YUYUTHIBATh CTENIEHb TOKCUYHOCTU U (hOPMY BbI-
nycka. IlpennoureHue oTHalOT mperaparaMm B XXUAKON dopMe.
ITpu HazHayeHUM MpenapaToB XKejie3a BHYTPh HEOOXOMUMO Y4Uu-
THIBaTh HEKOTOPHIE OOLIME TTPUHIIUIIBL.

1. Jly4iie Ha3HayaTh Mpernaparbl Xkejie3a MEXIy MpremMa-
MU IIULINA. HI/IHJ,B. BEACT K pa3BCACHUIO 1 CHM2KCHUIO KOH-
LIEHTPALMK XeJle3a, a, KpOMe TOro, HEKOTOPbIE 2JIeMEHTHI
MU (COJIM, KUCJIOTHI, IIEJIOUM) 00pa3yloT C XKeJIe30M He-
pacTBOpuMEIe coeanHeHus. K HUM OTHOCSITCS MpenapaThl,
conepxariue pocdop, dutuH. XKesae3o, NpUHSATOE B Beyep-
HUE YacChbl, IMPOAOJIKACT BCACBIBATLCA B HOYHOEC BpEMHI.

2. IlpumeHSATH mpemapaThl XkeJjie3a ClIeayeT B COYeTaHUU
C BellleCTBaMU, YJIyYIlIalOIMMU €ro BCachblBAaHUE: acKop-
OMHOBas1, TMMOHHAsI, THTapHasl KUCJIOThI, cOpOuT. B je-
YeOHBI KOMIIJIEKC BKJIIOYAIOT CPEJCTBA, YCKOPSIOIIMeE
CHHTE3 reMOIIOONHA — MeJlb, KoOasibT; BUTaMuHbl B, B,,
B,, C, A — nns yaydlleHUs] pereHepaluy STUTENINS;
BUuTaMuH E — 115 nipepoTBpallieHrs] Ype3MepHOt aKTh-
BallMi CBOOOOHOPAIMKAIbHBIX peakuuii. 1036l BUTAMU-
HOB B,, B,, C cOOTBETCTBYIOT CyTOUHOI NOTPEOHOCTH, 1032
BUTAMMHA B, NpeBBIIAET CYTOUHYIO MOTPEOHOCTH B 5
pa3. KoMmruiekc BUTAaMUHOB cJelyeT MPUHUMAaTh 4Yepes
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15-20 MuH TIOCTIE €mBl, a Ipernaparhl keje3a — depes
20-30 MuH mMocje uX Ipuema.

3. Jlnsa mpenynpexXneHusl OUCTIETICUYECKUX SIBICHUM pe-
KOMEH/IyeTCsl, IO MOKa3aHUIM, ITPUMEHITh (pepMEHThI —
MMaHKpeaTnH, (pecral.

4. Kypc neyeHus! TOJKEH OBITH IJIMTENbHBIM. JIleueOHbIe
O3Bl TIPUMEHSIIOTCS A0 JOCTVKEHUSI HOPMAJTbHOTO YpOB-
Hg Hb B xpoBu, To ecth 1,5-2 Mec, a 3aTeM B TeUeHUE 2—
3 Mec BO3MOXHO Ha3zHauyeHUe MPoGhUIaKTUIECKUX J03 IS
TTOTIOJTHEHUSI 3aI1acoB XeJe3a.

5. HeoOxonyuMo y4yuThIBaTh IMEPEHOCUMOCTh Ipernapara.
ITpu 110X0i TIEPEHOCMMOCTH MOXKHO 3aMEHMTD TIperapar,
HayaTh JIEYCHUE C MaJIOi 103bl, MOCTETICHHO TTOBHIIIIAS €€
JI0 TIepeHOCUMOM 1 3(h(heKTUBHOIA.

6. He ciienyer Ha3HavaTh mperaparhl xkejie3a OIHOBPEMEHHO
¢ IpenapaTtaMy, YMEHbBILIAIOIIMMU €ro BCachbIBaHME: TMpera-
PpaThl KaJIbLIVSL, aHTALIMABI, TETPALMKIIMHBI, IEBOMULIETHAH.

7. HeobxommMo pacCUMThIBaTh MOTPEOHOCTh B JKeJe3e ISt
Kaxnoro 6onpHoro. Ilpu pacuere mIUTEILHOCTH JICUSHUS
cieyeT YYUTHIBATh CONEpXKaHUE DJEMEHTapHOro XeJe3a
B TIperapare U ero BcachIBaHUE.
ITpenapatsl kene3a, hopMa BbITyCKa U COAEpKaHUE B HUX
3JIEMEHTApPHOTO 3KeJjie3a MpeacTaBieHbl B Ta0a. 18 u 19.
OnTtuMasibHasi CyTo4Has H03a 3JeMEHTAapHOIo Xeje3a Co-
craBisier 4-6 mr/kr. Ilpu 3TOM HEoGXOOMMO MMETHb B BUIY,
yro npupoct Hb y GonbHbix KA MoXeT OBITH oOecrieueH
rocryrieHneM B opraHu3M or 30 mo 100 Mr aByXBaJIeHTHOTO
Kejie3a B CYTKU. YUUTHIBasl, yTo Tpu pa3Butuu KJIIA Bcachl-
BaHMe XeJie3a yBeauuuBaeTcss Ha 25-30 % (rpu HOpMaJIbHBIX
3aracax BcacbiBaeTcd 3-7 % xkeiyie3a), He0OXOOUMO Ha3HayaThb
ot 100 1o 300 Mr nByxBaJIeHTHOTO kejie3a B CyTku. IlpumeHe-
HMe 6oJiee BBICOKUX CYTOYHBIX 103 HE MMEET CMbICTA, IMTOCKOIb-
Ky O0ObEM BCachIBaHMSI TIpU 3TOM HE YyBeIWuMBaeTcs. Takum
obpa3oM, MUHUMaIbHAs 3(@MEKTUBHAS CyTOUHAs 103a COCTaB-
astet 100 Mr sjaeMeHTapHOro Keje3a, a MaKCUMaJlbHasT —
okosio 300 Mr BHYTpb. BbIOOp CyTOUHOIT J03bI B TaHHOM Aua-
Ma30He OINpeAeISieTCs] UHANBUIYaTbHOI TTEPEeHOCUMOCTHIO TIpe-
1apaToB kejie3a U MX JOCTYITHOCTBIO.
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Tab6auua 18

XapaKTepncTnKa OCHOBHBIX NpenapaToB zKeJje3da AJd IHTECPAJIbHOro NpuMEHCHHUS

IIpenapar Jlono/IHUTeIbHAS COCTABHAS ®opma BbITyCKA Oo1uee Kosmyectso
xKeje3a 9acTh KOJIMYECTBO 3JIEMEHTAPHOTO
JKeJie3a, Mr JKeje3a, Mr
AxTHhepprH D, L-cepun Karmu (dpmakon 30 mo) 47 2mrB 1 Mn 9,88 1 M1
Cupon (dbaakon 100 mur) 171 MBS M1 34B5 M1
Karicyer 113,85 34,5
AxTtucdeppuH- D, L-cepuH, Karcybr
KOMITO3UTYM ®ommeBas kuciora 500 MKT
Burtamun B12 300 mxr
T'emocTrMyIUH Menb, reMaToreH, TJII0K03a Tab6meTkn 246 25
T'emodep Karmu (dbnakon 10 mur) 157 2,2 mr B 1 karute
Masbrodep ITomMambTO3HBIN KOMILIEKC Karmmu (dbmakon 30 mur)
runpoxcuna Fe’* Cuport (prakoH 508 1 Mn
150 mur)
108 1 M
Masnsrodep-dorn [TomMMabTO3HbBIM KomIuiekc | TabGneTku 100
runpokcnna Fe'';
¢omueBas kuciora 0,35 mr
I'emodep Hpaxe 326 105
MPOJIOHTaTYM
Okonuanue maba. 18
IIpenapar JlonoJHUTE/IbHAS COCTABHAS ®opma BbITyCKa Oo6mee KommuectBo
xKeje3a 4acTb KOJIN4EeCTBO 3J1IeMEHTAPHOTO
JKeJie3a, Mr JKeJiesa, M
Konbepon SlHTapHast KMCI0Ta Karcyibt 250 50
Pe3odepon SHTapHas Kucnora Karcysbr 120 37
Copbudep- AckopOuHOBas Kuciaora 60 mr Tabnetkn 320 100
Aypynec
Tapmudeppon ACKOpOMHOBasl KHCJIOTa, MyKO- | TaOmeTku 256 80
nporeasa
Torema 1,33 Mr sjaeMeHTapHOTO Map- Awmrryset o 10 Mt 50 B 1 ammyne
rania; 0,7 anmeMeHTapHOW Mean
Deppamun HukotuHamun Tabnetku 100 20
DeppeTad ®onuesas kuciora 500 MKT Karcymet 154 50
®epporpan C AckopbuHoBast kuciora 500 MKr Tabnetku 325 105
(bepporpan_500)
®epporpan ®onmeBas kuciora 350 MKT Tabnerkn 325 105
oK
Depporpamgymer [Inactuyeckass MaTpuia Tabnetku 525 105
Deppokaiib JleunTuH, pyKTO3a Hpaxe 200 40
DeppoHan Tabnetku 300 50
®eppoHar CycrieH3ust (bmakon [30mrB 1 Mia(3r | 10mre 1 miu (1 rBo
100 mur) BO (b1akoHe) ¢akoHe)
Depporuieke AckopbuHoBast kuciora 30 mr Tabnetkun 50 10
®eppoliepoH Kapb6okcubeHzonn Tabnerku 300 40
®Durodepponakron | PutuH Tabnerkn 200 36-38
Xedepon Karcysbr 350 100




XapakTepucTKa KOMOMHMPOBAHHBIX TpPENapaToB Xeje3a s

Tabauuya 19

SHTCPAJIBbHOTO IPHUMCHCHUS

KomMOMHMpOBaHHBII ¢, | B, | B,, B> Bc, | s, | PP, | Kene- K, Ca, |Mg, |Zn, Mn, | || |@ommeBas

nipenapar xkeJiesa ME | mMr | MP | M[ [MP| MO |MKC | MT' |30, MT | yp | MT | Mr | MT | M | MKr | KHCJIOTA,
MKT

Bu-®ep 75 135 |35 2 30 | 15 [175/57,5 20

Hposut (kamcysbl) 75 1,5 15 300

Hppanuan (apaxe) | 200 1| 50 100

MuHepaBut 75 5 125 4 0505 1 | 40 100 45 1300 | 35 | 37 2 | 98

(TabaeTKu)

®entonbe (Karcynbl) | S0 2 2 1251 15 45

Dedon-put 50 | 2 2 105 10 150 500

(KarcyJisl)

®ecosur (karcynsl) | 50 | 2 2 1 10 150




IIpn nmepeno3upoBKe NMpPenapaToB xKeje3a OTMEYAIOT He-
KeJiaTeJbHble 3()(eKThI: TICTIETICMISCKIE PACCTPOMCTBA (TOIII-
HOTa, PBOTA, IIOHOC) MPSMO MTPOITOPIIMOHATEHEI KOJIMYECTBY He-
BCOCABIIETOCST KeJe3a B KEJIyIOYHO-KUIIEYHOM TpPaKTe;
WHOWIBTPAT Ha MECTe BHYTPUMBIIICYHOTO BBEICHUS; TEMOIH3
SPUTPOIIUTOB M3-3a aKTUBAIIMA CBOOOTHOPATMKAIBHBIX peaK-
WA, TIOBPEXACHMS KIIETOYHBIX MEMOpaH.

MokasaHusa 419 NapeHTepanbHOro NPUMeEHeHNs
npenapartoB Xxenesa

1. HeobxomuMocTb OOCTMKEHMST OBICTporo 3ddexkra Ipu
CPEOHETAXKENON U TAXKEION aHEMUU.

2. Tlatonorus xemynouyHO-KUIIIEYHOTO TpaKTa, coyeTaroiiasi-
Csl C HapyllleHWeM BcachlBaHUSI (IHTEPUTHI, sI3BeHHasl 00Jie3Hb
KeJTyJKa WY IBEHAALIATUTIEPCTHON KMILIKU B (hase 000CTpeHuUs;
CHHIPOM MajibabcopO1mK, 0one3Hbp KpoHa, HecrielmunIecKuii s13-
BEHHBII1 KOJIUT).

3. HenepeHOCHMOCTb OpaJIbHBIX MPENaparoB kejie3a ¢ pas-
BUTHEM JUCHETICUYECKHX SIBJIEHUI (TOIIHOTA, pBOTa, aHOPEKCHSI,
3aropbl, TOHOCHI).

XapakTepHCTHKa TpenapaToB Kejie3a IS MapeHTepaTbHO-
ro BBeAeHUs IIpencraBicHa B Taoi. 20.

OO61as KypcoBasl 103a Xejesa IJs1 MapeHTepaJbHOIo BBe-
IIEHUSI pacCYMThIBaeTCs o (opMmyIie:

Fe (Mmr) = P x (78 - 0,35 x Hb),

roe P— Bec manmeHTta B Kmorpammax; Hb — comepxaHue
reMorjIooMHa B I/ y OOJBHOTO.

IMapeHTepanbHO He ciiemyeT BBOAUThL Oosee 100 mr xene3a B
CYTKHU, JAIONIMX TIOJIHOE HachlllleHue TpaHcdepprHa. Y aeteii 10
2 JeT cyToyHas J03a BBOAMMOIO MapeHTEpabHO Xeje3a Co-
craBisaeT 25-50 mr, y mereii crapiie 2 ger — 50-100 wmr.

IMapeHTepanbHOE BBeNEHUE XKejle3a 3HAUYUTEbHO CIOXHee 1
ornacHee TNepopalbHOro BCJENCTBUE BO3MOXHOIO Pa3BUTHS ajl-
JIEPTUYECKUX peakluii U1 MHGUIBTPATOB (ITPU BHYTPHUMBIIIIEY-
HOM BBEIIEHUH), a TAKXKe TOKCUYHOCTU MOHU3UPOBAHHOTO XKeJie-
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33 U OMACHOCTM €ro UYpe3MEPHBIX OTJOXEHUM B TKaHSX TIpU
Mepea03UPOBKE, TTOCKOJIBKY OHO IPY 3TOM MPAKTUUECKU HE BBIBO-
IATCS U3 opraHu3ma. 2Kee3o sIBJIIeTCs KalMLISIPOTOKCUIECKIM
SIOM U TIPU TIapeHTepaIbHOM BBEICHUM Ha (DOHE TTOHMKEHHOTO
YpOBHSI TpaHcdeppruHa B KPOBU YBeJIMUMBAETCST (DpaKiysl CBO-
OOIHOTO XeJjie3a, YTo IMIPUBOIUT K CHIKEHMIO TOHYCa apTepros 1
BEHYJI, TIOBBIILIAETCS MX MPOHUIIAEMOCTb, YMEHBIIAETCST OOILIEe Tie-
pudepryecKoe COIPOTUBIECHNE H 00beM LIMPKYJIUPYIOIIEH KPOBH,
MajaeT aprepuanbHoe AapicHue. [Ipu mepemo3upoBKe Kejesa
pPEKOMEHIyeTCsl BBeIeHHe aHTHI0Ta — Jecdepana (aedepokca-
MuHa) B o3¢ 5-10 r BHyTph win 60-80 MT/KT B CYTKU BHYTpU-
MBIIIIEYHO WM BHYTPUBEHHO Kare/lIbHO.

Tabauua 20

XapakTepuCTHKA TPENapaToB KeJje3a
JUISI IAPEHTEPAJILHOTO PUMEHEHNA (HA3HAYAIOTCS TOJIHKO
nocJie onpeesieHus JKeJjie30-KOMILIeKca KPOBH
¥ Bepu(prKaIMM JUArHO3a KeJie301e(uIIuTHON aHeMMI)

IIpenapar KommuecTBo Conepxxanune ITyTs BBemeHUsT
xKejesza B ammyJie, MJ1 | Keje3a B 1 M
(B ammyJie)
®DeppyM Jiek 2,0 50(100) BHyTpuMBILLIEUHO
5,0 20 (100) BHyTpuBeHHO
DepbuTon 2,0 50(100) BHyTpUMBIILIEYHO
XKektodep 2,0 50(100) BHyTpuMbIlLIeYHO
DepKoBeH 5,0 20(100) BHyTprBEeHHO
HMmbepon 10 50(50) BHyTpuMBIIIEUHO,
BHYTPMBEHHO
Deppreut 5,0 12,5 (62,5) BHYTpUBEeHHO KamnejibHO
B TeyeHune 60 MUH,
pa3Bectu B 50-100 M
0,9 % pactBopa NaCl

Kpurepuu apdpexTuBHOCTH
JIeUeHUsl MperapataMu Kejaesa

1. TosiBeHME PETUKYIOLUTAPHOTO KpU3a (YBeJIUUEHUE KO-
JINYECTBA PETUKYJIOLMTOB B 2 pas3a IO CPaBHEHUIO C
NCXomHbIM) Ha 7-10-if meHb JedeHUS.
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2. Hapacranue ypoBHs Hb na 10 r/n B Hemeno.
3. TlonHasi HopManU3alKsl KIMHUKO-1ab0paTOPHBIX MOKa-
3areyied K KOHILYy Kypca JICYEHUS.

NMpoTtnBonokasaHus
K Ha3HA4YeHUIO NpenaparToB Xesnes3a

1. OtcyrcTBHE 1a00PATOPHOTO MOATBEPXKICHUS IehUIIN-
Ta Xeesa.

2. CuzmepoaxpecTuyecKrue aHEeMUM.
3. I'eMonuTHYecKe aHEMUU.
4. T'emocuaepo3 M reMOXpPOMATO3.

5. Mudexuus, BbI3BaHHASI IpaM-OTpULIATeIbHON (Dopoii
(sHTEepobaKTepun, CMHErHONHAs Iajiouyka, Kiebcueaa
SIBJISIIOTCSL  CUIEePOGUIbHBIMU MMKPOOPTaHU3MaMu U
WCIIOJIBb3YIOT XKeJIe30 B IMpoleccax pocTa U pa3MHOXe-
HUS).

OOBIYHO CaMOUYYBCTBHE OOJIBHBIX YJIYYIIIAeTCsI yxKe 4Yepe3
HECKOJIbKO THEU Mocjie Havyaja Tepaluu IperapaTtaMmu xelesa.
3HauMMoe yBEJIMYEHWE YPOBHS TeMOIIO0OMHA TIPY IIPUMEHEHUN
TIpernapaToB Xeje3a yepe3 poT HabMIoJaeTCsl B CpEAHEM Uepes
3 Hel OT HavaJja JIeueHus, TIpu MapeHTepaIbHOM BBEICHUU TIpe-
TapaToB XeJje3a MPUPOCT IToKa3zaTesield reMorio0MHa Mpouc-
XOIUT OBICTpee, YeM IPH Ha3HAUYCHUU IIperapaToB BHYTPb. Ilpe-
rapaToM BbIOOpa IJisl JiedeHUsT Tsokeabix opm XKJIA y mereit
siBJIsIeTCsl (heppyM JieK, MO3BOJSIONIMI OBICTPO TOJIYYUTh K-
HUKO-TeMaTojiorndeckuii 3¢hGekT. ¥ HEKOTOPHIX O0JIBHBIX CPOKU
HOpMaJIM3allMM COAEpKaHUsI TeMOIJIOOMHA MpU MPUMEHEHUM
MpernapaToB BHYTPb 3aTSTUBAIOTCS 10 6-8 Hem, YTo MOXET ObITh
CBSI3aHO C BBIPAXXEHHOCTHIO aHEMMU W CTETNEHbIO MCTOIIECHUS
3aracoB keje3a Wid ¢ TeM, 4to npuunHa KA coxpaHsieTcs
WM yCTpaHeHa He MOoJHOCThIo. Ecinu cmycTs 3 Henm oT Havasia
JnedyeHus conepxanue Hb He moBbImaeTcs, HEOOXOOUMO BHISIC-
HUTb MPUIMHY HEI(PHEKTUBHOCTU JICUSHUS.

IIpu 2KJIA BO3MOXHO WCHOJb30BaHUE (GUTOTEpAITUN.
Haznavator ¢putocOop: AUCThSI KparuBbl ABYIOMHOM, Yepenbl
TpeXpa3neIbHOM, 3€MIISTHUKU JIECHOW M YEPHOW CMOPOMWHBI;
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BBICYHICHHBIC JTUCTbA YKa3aHHbIX paCTCHI/Iﬁ CMCIIMNBAKOT B
PaBHBIX YaCTAX, 1 CTOJIOBYIO JIOXKKY M3MCJIBbYCHHBIX JIMCTHCB
3aJIMBAlOT CTAKaAHOM KUIIATKA, HACTAMBAIOT B TCUCHUEC 2 4, Ipo-
HOCKMBAKOT U ITPUHUMAIOT 110 '/3 crakaHa 3 pasza B ICHb HATO-
miaK, B TCHCHUC 1,5 Mec exXxemnHeBHO. BecbMa keaTteabHO npu-
HUMAaTh HACTOM JIUCThEB MCOYHUIIbI HeKapCTBeHHOfI, HIrmrHaTa
OropogHoro, oayBaH4uKa, IJIOA0B INIMITOBHUKA.

FemoTpaHcdysum npu XXKOA

PesyiabTaThl KIMHUYECKUX HAOMIONCHUI CBUICTEILCTBYIOT O
HeLleJIeCOO0pa3HOCTH 3aMECTUTEIbHOM Tepaluu Tpu JTaHHOMR
dopme anemun. I'emorpaHcdy3ust 1aeT OMHOMOMEHTHBIA Kpat-
KOBpEMEHHBIN 3((heKT, 00YCIOBICHHbIN MePeTUTBIMUA 3PUTPO-
uutamMy. Ha KOCTHBI MO3r reMoTpaHcdy3uu OKa3bIBalOT OT-
pUIIaTeIbHOE BAMSHUE, YTHETash SPUTPONO33 M II0MABIISIS
akTMBHOCTH cMHTe3a Hb B HopmonmTax. ITostomy mpu KA
K TeMOoTpaHCchy3usiM cliefyeT MpuoOeratb TOJBKO IO KU3HEH-
HBIM TTOKA3aHUSIM, MPUYEM TJIABHBIM KPUTEPUEM SIBJISIETCST HE
kommuectBo Hb, a obmiee cocrossHue 6ompHOro. Ilokazanusimm
DI TIEpeIMBAHUSI SPUTPOLMTHONM MaccChl SIBIISIIOTCS TsDKeJast
creriedb aHemun (Hb < 70 r/m) ¢ pe3ko BbIpaXXeHHBIMU SIB-
JICHUSIMM TUTIOKCUY, aHeMUYecKasl IpeKoMa U KoMa.

MpodunakTuka
XxenesonedbuMTHON aHeMUmn

AHTeHaTanbHasa npodpunaxktuka XAA

CBoauTcs K COOMIOACHUIO TPABWJIBHOIO PEeXMMa W IUTAHUS

OepeMeHHOI XeHIIMHBI, MepaM, HallpaBJIeHHBIM TIPOTHUB HEIOHA-

IIMBaHUSI, YCTPAHEHUIO TOKCUKO30B, CBOEBPEMEHHOMY BHISIBIIC-
HUIO U JICUCHUIO aHEeMUI Y GepeMEeHHBbIX.

[pemnaparthl XeJle3a HA3HAYAIOT KEHIIMHAM W3 TPYIIIT pUCKa:

* KEHIIMHBI PENPOAYKTUBHOTO BO3pacTa, CTpaaaroline

OOWJIBHBIMM W ITUTEIbHBIMA MEHCTPYaTbHBIMU KPOBOIIO-

TEePSIMU;
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* KaJIpOBbIC JOHOPHI;

* OepeMeHHbIe, 0COOEHHO TTPU MOBTOPHBIX OEPEMEHHOCTSIX,
CIEAYIOIIMX OfHA 32 APYTOil C KOPOTKMMU WHTEPBAIAMU;

* XEHIIWMHAM C Ne(PUIIMTOM XeJie3a B TEepUo] JIAKTaI[UH.

bepeMeHHbBIM XEHIIIMHAM MOXHO Ha3HA4aTh Mpenapathl Ke-
Jie3a Ha MPOTSDKEHUM BCEro Tepuoja 6epeMeHHOCTH B 1o3e 40-
60 MT 3JIeMEHTapHOTO XeJie3a B CYTKH, 0o Toibko B 111 Tpu-
MecTpe OEpEMEHHOCTH.

KeH1yHaM, cTpanarolM MeHopparusMu, 3 (heKTUBHO exe-
MECSYHOE Ha3HAYeHUE MPENapaToB Kejie3a Mociae KakIoro MeH-
CTPYaJIbHOTO IUKJIA MPOAOIKUTEIBHOCTHIO, COOTBETCTBYIOIIEH
YMUCJTy €0 JTHEH.

XKeHimHaM — KaapoBbIM JOHOPaM KPOBU (KPOBb CIAETCS
perynsipHo 1o 450 mu1) TipenapaThl Xejie3a Ha3HavaloTcsl Mmocie
cAayy KPOBU B TEUEHUE 3 HE/.

Mepbl npohUIAKTUKA B MOCTHATAJIBHOM NepHo/€e BKIIO-
YaloT:

1) cobmoneHre TMTMeHUYecKUX YCIOBUM XKU3HU peOeHKa,
WCMOJIb30BAaHUE MPUPOAHBIX (HaKTOPOB (BO3AYX, COJHIIE,
BOJA);

2) cucTeMaT4ecKyro (GU3KYJIBTYpy, HaulHasi C paHHETO BO3-
pacra;

3) rpyaHoe BCKapMJIMBAHUE U CBOEBPEMEHHOE BBEICHUE
TIPUKOPMOB;

4) nmetv, HaXOJSIIMECS HA CMEIIAHHOM U WCKYCCTBEHHOM
BCKapMJTMBAaHWU, TOJDKHBI MOTy4YaTh TOJbKO aaanTUPOBaH-
HbIE MOJIOUHBIE CMECH;

5) mpenyrnpexaeHWe paxuTa U TUIIOTPOdUM.

IMpenapatsl kene3a Ha3HAYAIOT JETSIM U3 TPYMIIBI pPUCKa:

1. HetsaM paHHEro Bo3pacTa:

1) HEeIOHOLLIEHHBIM;

2) POXIEHHBIM OT MHOTOIUIOMHOM GepeMEHHOCTH, a TaK-
ke 6epeMeHHOCTH, OCIOXHEHHO TOKCUKO30M BO 2-i1 TT0-
JIOBHHE GepeMEHHOCTH;

3) KPYITHBIM JIETSM C BHICOKMM TEMIIOM MPUOABKM MAaCChI
U POCTa;
4) cTpamalolMM aJIEPTUIECKUM TUATE30M;
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5) HaxoSIIMMCS HAa CMELIAHHOM WJIM MCKYCCTBEHHOM
BCKapMJIMBaHMU MPOCTHIMU, a HEe alaTUPOBAHHBIMHU CMe-
CSAMM.

2. HetsiM crapiiero Bo3pacrTa:

1) mocie KpoBOMNOTEPh, XUPYPTrUUECKUX BMEIIATEIbCTB;

2) IeBOYKaM B ITyOEpPTaTHOM IEPHMOAEC — II0CIE€ MEHCTPY-
anui.

HenoHolrleHHBIM 1 IE€TSIM, POAMBIIMMCS OT MHOTOILIOIHOM
WY He0IaronpusITHO TPOTEKaBIIeil 0epeMeHHOCTH, (DeppoIIpo-
¢MIaKTUKy HEOOXOAMMO HayMHATh ¢ 2-MECIYHOro BO3pacTa,
MpoaoJIkas ee A0 KOHIIA MEPBOro roia XXU3HU; JOHOIIEHHBIM
NeTsIM M3 TPYIIbl pucka ¢ 4 mec B TeyeHue 3-6 mec. Ilpodu-
JTaKTU4ecKasl J03a IpernapaToB Xejae3a COCTaBiIsieT 2-3 Mr/Kr
B CYTKM.

OvcnaHcepHoe HaGnopeHue

JlncnaHcepHoe HaOJIIONEHME OCYILECTBISIET MEeIuaTp I0 MECTY
KUTENIbCTBA, JETeil HAOMOmaloT He MeHee 6 Mec.

KoHnTtpons aHanu3oB kpoBu 1 pa3 B Mecsll U IOCIE 0000
3a00J1€BaHUS.

Jleteil OCBOOOXKIAIOT OT TMPOMPMIAKTUYECKNX ITPUBMBOK Ha
CPOK HaOMIONEeHUs, IPOIO/IKAIOT HEOOXOMMMbIE KOPPEKIIMU B
neTe, JIeYeHe OCHOBHOTO 3a00JIeBaHMSI, €C/IM TAKOBOE UMEETCSI.

B cnydae pemmmuBa XKIIA netw HyXoaloTcsl B ITOBTOPHOM
yoIyOJ€HHOM OOCIIEIOBaHMM IJISI YTOUHEHUsST TTPUYMHBI.



rMABA7

AHemuu, cBi3aHHbIe

C HapyLleHueM CUHTe3a

W ytunmsaumm noppupmHoB
(cnpepoaxpectuyeckue,
cnaepoOnacTHble aHeMum)

DT0 — reTeporeHHas rpyiina 3a0ojieBaHMi, HACAEICTBEHHBIX 1
NPUOOPETEHHBIX, CBSI3aHA C HAPYILIEHMEM aKTMBHOCTU (DepMeH-
TOB, YYacCTBYIOLIMX B CHMHTe3e MOp(GUPMHOB M rema. TepMuH
«cumepoaxpecTrnaeckass aHemusi» BBeal Heylmeyer (1957). Ilpu
CHIIEpOaXpPeCTUYECKMX aHEMMSIX YPOBEHD XKeJie3a B ChIBOPOTKE
KPOBH IOBBIIIIEH. B KOCTHOM MO3re 0OHApYKMBAIOT KOJIbLIEBU/I -
HBIE CUIIEPOOIaCThl — SIAPOCOAEPIKAIINE IPUTPOLIMTHI C OKOJIO-
SIEPHBIM BEHYMKOM, COCTOSIILIMM M3 IPyOBbIX I'paHyJl reMOCHUe-
pUHA ¥ TIPEACTABISIIOIIMM COOOI 3aroJIHEHHBIE XeJIe30M
MUTOXOHIPUH.

HacnepcrtBeHHble pOpMbI

[lepenatoTcst 1O PeLIECCUBHOMY, CLIETUIEHHOMY C X-XpPOMOCOMOM
(6oneroT My>XXUYMHBI) WJIA ayTOCOMHO-TOMMHAHTHOMY TUITY (00-
JICIOT MYXXUMHBI W XXEHIIIMHBI).
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MeTabomuecknii 010K MOXET OBITh Ha CTYIIeHU (GhOpMU-
pPOBaHMS EIbTa-aMUHOJIEBYJIMHOBON KHUCJIOTHI W3 IJIWLIMHA U
cykumauna KoA. g 31oil peakumy TpeOyeTcs MPpUIOKCaThb-
dochar — aKkTUBHBINA KOPEPMEHT MUPUIOKCUHA U CUHTETA3bI
aMMUHOJICBYJIMHOBOM KUCJIOTHI. JJaGopaTOpHO OOHaApYXKUBaECTCS
HU3Kasl KOHLEHTPALKs B 3pUTPOLIUTAX TIPOTOITOPGUPUHA U IpY-
rux nopdupuHoB. B apyrux ciydasix meraboimyeckuii 010K
MOXET pacIiojiaraThbCs MeXIy CTamusMu oOpa30BaHUs KOIPO-
nopduprHoreHa n nporornopdHpuHa IX, BeposiTHO, M3-3a He-
JIOCTATOYHOCTH JIeKapOOKCHIIa3bl KonporopdupuHoreHa. B atom
cJlydae TIPOMICXOOUT TOBBIIIEHUE KOIMpOIopd@upruHa Mpyu CHU-
>KEHHOM YpOBHE TpoToropdupuHa B apuTpounTax. Hapyiie-
HHe 00pa3oBaHUs MPOTONOphUPHUHA U TeMa O0YCIIOBIMBAET He-
BO3MOXKHOCTb UCIIOJIb30BAHMSI 3KeJie3a ISl CUHTe3a reMOIJIOONHa,
YTO MPUBOIUT K HAKOIICHUIO Kejie3a B OpraHu3Me U OTJIOXKe-
HUIO €r0 B TKAaHSX U OpraHax.

KianHuueckne cMMOTOMBI 3a00J1€BaHKS TIPOSIBIISIIOTCS, KaK
MPaBUJIO, B MO3AHEM JETCKOM Bo3pacTe. Y OOJIbHBIX BO3ZHMKA-
0T aHEMUYIECKUI CUHAPOM, OOYCJIOBJICHHBIN TMIIOKCUEH, 1 TTPO-
SIBJICHUSI TKAaHEBOTO TeMOCHIEpPO3a BCIICACTBHE OTJIOXEHUS B
opraHax M TKaHSX HEWCIIOJIb30BAHHOTO IJISI HYXA TeMOLIUTO-
mos3a xejesa. [IposgBleHUSIMH aHEMUYECKOTO CHHApOMA SIB-
JISTIOTCS BSUIOCTD, CJIa00CTh, OBICTPAst YTOMIISIEMOCTh TIPU (DU3K-
YyecKux Harpyskax. [Ipy ocMoTpe oTMeyaroT OJeIHOCTh KOXH
U CJIM3UCTBIX 000JI09YEK, aJeKBaTHYIO CTelleHd aHeMuu. [1posiB-
JICHUSIMA TEMOCUIEPO3a SIBJISIIOTCS TeIaTOCIUIEHOMETaJIusI; cep-
JIEYHO-COCYIUCTAasl HEAOCTATOUHOCTb, OOYCJIOBICHHAsI OTJIOXE-
HMEeM 3keje3da B MuoKapae (OodbHbIe KaldyloTcs Ha
cepaueOreHne, ObIIIKY, TAXUKAPAUIO, OTEKH); BOZMOXHO pa3-
BUTHE CaxapHOTo aAuabera, CIPOBOLIMPOBAHHOTO OTIOXKEHUEM
Xejie3a B TOMKENYIOYHOM 3Kejie3e; MOXET ObITh IMopakeHHe
JIETKUX, TIOYEK U APYTMX OPraHoB. Y HEKOTOPBIX OOJbHBIX KOXa
MpUOOpeTaeT 3eMIIUCTHIA OTTEHOK.

MpuoGpeTeHHble popMbl

[IpuobpereHHble (DOPMBI aHEMUIA, CBSI3aHHBIX C HapyllIeHHEM
CHHTe3a TTOP(GUPUHOB, MOTYT OBbITh OOYCJIOBJICHBI OTpaBICHUEM
CBUHLIOM.
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BEITOBBIE CBUHIIOBBIE MHTOKCUKALIMM B TIeIUATPUUYECKOM
MPaKTUKE BCTPEUYAIOTCS JOBOJBHO YacTo. OHM BO3HUKAIOT TIPU
yHoTpeOJIeHUH B MUILY MPOAYKTOB, XPAHUBILMXCSI B JIY>KEHOM
WY TJUHSHOM TIOCylie ¢ MIa3yphblo KYCTApHOTO MPOM3BOICTBA.
OTtpaBJieHHsI CBUHIIOM Yallle BCEro 00YCIOBJEHBI MTOCTYIICHU-
eM BHYTpb CoIepKallluX CBMHEL KPAacOK, IITYKATYpKH, APYTUX
MaTepuasoB, HACBHIIIEHHbIX CBUHIIOBBIMU KpacuTeasiMu (Tase-
THI, TUTIC, IIeOEHb; comepKaHue cBMHILIA npesbimacet 0,06 %), a
TaKKe JOMAaIlHeH TBUTM Y YaCcTUII TTOYBHI (COAepKaHue CBUHIIA
500 mr/Kr). M3 atMochepbl CBMHEI] ITOCTYIIAeT He TOJbKO MH-
TASIIMOHHBIM ITyTEM; Yallle BCETO OH OCaxkaaeTcs U IoIlagaeT
B OpPraHMW3M C TBUIBIO W YAaCTULIAMU TTOYBBLI. Y TPYAHBIX ATl
OTpaBJIeHNE CBUHIIOM BO3HUKAET MPHU UCIOJIb30BAHUU 3arpsi3-
HEHHOI BOABI JJISI MIPUTOTOBIIEHUST MOJIOUHBIX cMeceil. K uH-
TOKCUKALIMM MOXET TIPUBECTH HECOOIOAeHNEe HEeOOXOIUMBIX
MPEIOCTOPOXHOCTEN TIPU BBIIJIABKE CBMHIIA B JOMAIIHUX YC-
JIOBUSIX.

IIpu CBUHIIOBOII MHTOKCUKALIUK HapyllaeTcs TpeBpalleHne
JIeJIbTa-aMUHOJIEBYJIMHOBOM KUCIIOTHI B TOP(OOMIMHOTEH, KO-
ponophUpUHOTEHa B MPOTOMOPMUPUHOTEH U BKIIOUEHHUE XKe-
Jie3a B MpoTornop@upuH. DT TpU MeTaboIMYeCKHX aAedeKTa B
CHUHTe3€e TeMa OObICHSIOT OJIOKUPOBAHUEM CBUHLIOM CYIb(MTHUI-
PUJIBHBIX Tpynn (DepMEHTOB, YYaCTBYIOIIMX Ha JAHHBIX CTYyIIe-
HSIX CUHTEe3a — [JIaBHBIM 00pa3oM, JeTUapasbl AejbTa-aMUHO-
JIEBYJIMHOBOM KHUCJIOTHI W TeMCHUHTeTa3bl. B pesyibrare
MMPOUCXOAUT HAKOTUIEHNE B SPUTPOUIHBIX KiIeTKaX (U IMOsBIIe-
HHe B OONIBIIIOM KOJIMYECTBE B MOYE) JENbTa-aMUHOJIEBYJINHO-
BOI KUCJIOTHI, MOBHIIIEHUE COAEPXKAHUS B HUX MTPOTONOPOUPH-
Ha, KOIpornopdUprHOTreHa 1 Xejie3a. AHeMUsT TIPU CBUHLIOBOI
WHTOKCHKALIMU (CaTypHU3Me) TaKXkKe OOYCJIOBJI€HA IMOBBIIIECH-
HBIM TEMOJIU30M SPUTPOLIUTOB.

KimHudeckast KapTiHaA caTypHU3Ma XapaKTepU3yeTCsl CUM-
MITOMaMHU TTOPaXXeHUsI HEPBHOM CUCTeMBbI. BOJTBHBIX GECITOKONUT
roJI0BHas 00Jib, TOJIOBOKPYKEHHE, TUTOXOM COH, pa3IpakUTe/Ib-
HOCTb. Bo3MOXXeH rMTIepKMHETUUECKUI CUHIPOM, MPEXOSIINe
mapesbl. [Ipy IIUTETbHBIX U TSKEIBIX OTPABJICHMSIX CBUHIIOM
pa3BUBAETCS TOJIVMHEBPUT, SHIedaNONaThs, BO3MOXEH CYIO-
POXHBIA cuHApoM. I[losBisieTcsl CBMHLIOBAas KOJMKA, CHUMY-
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JIPYIOIIAsl «OCTPhIi XUBOT». [Ipu ocMOTpe — OJIeMHOCTh KOXH,
3eMJIMCTO-CEPOBAThIi OTTEHOK — «CBUHIIOBAsl OJIGAHOCTD».
XapaKTepHbIM MPU3HAKOM SIBJISIETCSl CBUHIIOBasI KaliMa Ha Jec-
Hax y Ieek 3y0oB. OTMeyaroTcsl DMCHENCUYECKre pacCTpoii-
CTBa.

ITpuoGpeTeHHbIe cuaepoOIaCTHBIE aHEMUU MOTYT OBITH CBSI-
3aHBI C MPUEMOM HEKOTOPBIX JIEKAPCTB: IPOTHUBOTYOEPKYJIE3-
HBIX (LIMKJIOCEPUH, U30HUA3MI), UCITONb3YEeMBIX B TEpariuy OITy-
xojieii (MmendaH, a3aTUOIIPHUH), XJIopaM@EHUKOoNa, TO €CTh
SIBJISIIOTCSI BTOPUYHBIMU. BO3MOXKHOCTH pa3BUTHS CUIepoOIacT-
HOl aHeMuud Ha (pOHE TpUeMa JIeKapCTB, YKa3aHHBIX BBIIIIE,
00BsICHIETCS TEM, YTO OHU ABJIAIOTCS MeTa0O0JIMYECKMMU aHTa-
TOHUCTaMHN IMUPUIOKCHHA W ITapLUHaJIbHO I/IHFI/I6I/Ipy}OT AKTUB-
HOCTb CUHTETA3bI aMI/IHOIIeBYJTI/IHOBOfI KHNCJIOTHI.

JlaGbopaTopHbie fgaHHble

IIpu HacnencTBeHHBIX (hopMax B reMOorpamMMe BBISIBIISIIOT aHe-
MHUIO Pa3JIMYHOM cTemeHM TsoKecTd. Kak mpaBuiio, ¢ Bo3spac-
TOM aHEMHUS YCUJIMBAETCSI, MMEET TUIIOXPOMHBIA XapakTep
(uBeToBOM moka3zatenb cHukeH mo 0,4-0,6). B maskax oOHa-
PYXUBAIOT TMIIOXPOMHBIE 3PUTPOLIUTBI, BMECTE C TEM, CpEAU
HUX BCTPEYAIOTCSI U HOPMOXPOMHBIE;, TaKXKe OMpPEAENsSIOT aHM-
301IMTO3 CO CKJIOHHOCTBIO K MUKPOIIUTO3Y, MONKMIOINUTO3. Ko-
JIMYECTBO PETUKYJIOLMTOB B IIpE€ACIaX HOPMAaJIbHBIX ITOKa3a-
teneii. KoauuecTBo JEMKOIUTOB, TPOMOOLIMTOB B IIpenesiax
HOPMBI.

Hpn CBI/IHIlOBOVI MHTOKCHKAaLIlMUMU B TEMOIrpaMM€ BBIABIIAIOT
TUTIOXPOMHYIO aHEMUIO, TUIIOXPOMHBIE 3PUTPOLUTHI, MUILIEHE-
BUIIHBIE (POPMBI, aHM30LIMTO3 CO CKIIOHHOCTBIO K MUKPOIIMTO3Y.
HOCTOS[HHBIM XapaKT€pHbIM CHUMIITOMOM CBI/IHIlOBOVI MHTOKCHU-
Kalluy ABJIsieTcsl 0a30(PpuiIbHAST 36PHUCTOCTh PUTPOLIUTOB.

B KocTHOM Mo3re oTMeEYaeTcsl TUIIEPIUIa3vs SPUTPOUTHOIO
pOCTKa, M3MEHSIETCS COOTHOIIEHWE Pa3IUYHBIX (DOpPM HOPMO-
LIMTOB: YBEJIMYMBACTCSI KOJIMUYECTBO 0a30(MIBHBIX KIIETOK U pe3-
KO CHM2XKAETCA YUCIIO FCMOFJTOGI/IHI/ISI/IPOBaHHbIX OKCI/I(I)I/UIbeIX
HOPMOIIUTOB. HaTOFHOMOHI/l‘{HbIM ABJISACTCA YBCJIMYCHUEC (I[O
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70 % npu HacleACTBEHHBIX (hOopMax) KOJIMYECTBA CUaepoOIa-
CTOB (BBISIBJISIIOT TIPM CIIELIMAJIbHOM OKpacke), MMEIOIIMX Xa-
pakTepHy0 Mopdosioruio. I'paHy/bl XKejie3a B KJIETKE KOJBLIOM
OKPYXaIOT SIIPO — KOJBLIEBUIHBIE CUAEPOOIacThl. Takass Mop-
domoruss o0ycIoBIeHa HAKOIJICHUEM KeJie3a, He MCITOJIb30BaH-
HOTro IJisd CMHTE3a reMa B MUTOXOHIAPUAX KIICTKH.

IIpu OMOXMMMYECKOM MCCIICHOBAaHUU TP BceX (hopmax OT-
MeyaeTcsl MOBBIIIEHNE YPOBHS Xeje3a ChIBOPOTKU B 2—4 pasa
u Gosiee 1o cpaBHEHMIO ¢ HOpMoil. KoadhduiirmeHT HachileH s
TpaHchepprHa kejle3oM BospactaeT 1o 100 %.

AwnarHos

JHuarHo3 HacJeACTBEHHbIX (hOPM aHEeMUU TMOATBEPXKIAETCS
HCCIIeIOBAaHUEM COACPXKaHUS TTOP(UPHUHOB B DPUTPOLIMTAX. YC-
TaHOBJIEHO, YTO TIPY HaCJIEACTBEHHBIX (popMax CHAEepPOaxXpecTu-
YeCKMX aHeMUl CHUDKEHO cojepKaHKe MpOoTonophuprHa IPUT-
pouuroB. CopepxkaHue KonporopdupruHa 3pUTPOLUTOB ObIBaET
Y TOBBIIIEHHBIM, U MOHWXEHHbIM. B HOpMe cpenHMil ypOoBeHb
MPOTONOPGUPUHA 3PUTPOLIUTOB B LIEJIbHOM KpoBu — 18 MKT %,
a BEepXHsISI TpaHMIA B OTCYTCTBUE aHeMuM -- 35 MKr %. s
M3YYEHUST COMep-KaHUsI 3aIllacoB kKejie3a U ITOATBEPXKICHUS Te-
Mocuaepo3a IpuMeHsieTcst aecdepaioBas npoda. Ilocime BHyT-
puMbliieyHoro BeeneHus: 500 mr gecdepaia B HOpMe C MOYOM
BbIBoAUTCs 0,6-1,2 Mr Xejie3a B CYTKH, a Yy OOJIbBHBIX CHIC-
poGnactHoit aHemmeir — 5-10 mr/cyr.

Jns AuarHoCTUKM CBUHIIOBOTO OTPABJICHUSI OIPEACIISIIOT
YPOBEHb CBMHIIA B BEHO3HOI KPOBU; YPOBEHb IPOTONIOPPUpHU-
Ha 3PUTPOLIUTOB B LIEJIbHOI KPOBU — YpoBeHb Bblle 100 MKT %,
Kak MpaBUJIO, CBUAETEIbCTBYET O TOKCHUYECKOM JEHCTBUU
CBMHIIA.

IIpu XpoHNYECKOM OTpaBJICHUM CBUHIIOM Ha PEHTIEHOTPaM-
MaX KOJICHHBIX CYCTaBOB OOHApyKMBAalOT paclIMpeHue U Y-
JIOTHEHHUE YYAaCTKOB KaJbLIMMDUKALMU B TUCTATBHBIX OTHE/IAX
OeIpeHHON KOCTH, MPOKCHUMAJIBHBIX OTHEJIax OOJbIIeOepIIOBOI
1 Majo0epIIoBOi KoCTel (CBMHILIOBBIE JUHUMU). B ciryuae oct-
pOTO OTpaBieHUsI, OOYCIOBJICHHOTO MIPOTTATHIBAHUEM TIPEIMe-
TOB, COIEPXAIIUX CBUHEL, MX MOXHO OOHAPYKUTh C ITOMOIIIBIO
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0030pHOI PEeHTTeHOTPaMMbl OPIOLITHOM MMOJOCTH B TIepeIHe3a -
Hell MpoeKuuK. PeHTreHorpaMMy KOJEHHBIX CYCTaBOB y AeTeit
110 3 JIET MHTEPIPETUPOBATh CIIOXKHO, TTOCKOJIBKY 32 CBUHIIOBbIC
JIMHUW MOKHO TIPUHSITh HOpMaJIbHbIe U3MEHEHMSI KOCTE B Tie-
puoj GbICTPOro pocTa. XapaKTepHas JOoKan3alus U3MeHEHU
KOCTell ¢ OOJIBIION BEPOSATHOCTBIO CBMICTEILCTBYET O XPOHU-
YECKOM CBUHIIOBOM WMHTOKCHUKAMU. CBUHIIOBBIE JIMHUM, KaK
MPaBUJIO, MOSIBJISIIOTCS, KOTIAa YPOBEHb CBUHILIA IJIUTEIBHO —
Gosiee 6 Hen — mnpesbiaeT 50 MKr %.

Ilpy yMepeHHOM TIOBBILIEHUU YPOBHS CBMHIIA B KPOBU
(35-45 Mkr %), ecam pe3ynbTaThl APYTHUX UCCIACIOBAHUI TTPO-
TUBOPEUMBHI, TTpoBoadT npody ¢ DATA. KampimeBo-nuHaTpu-
epyto conb DJITA BBomar B mose 1000 mr/m’/cyT uim
35 Mr/Kr/cyT BHYTPUMBIIIEYHO WJIM B BUAEC BHYTPUBEHHOI
uH(}Y3HU B TedeHue 1 daca. TecT cuuTaeTcs MONOKUTEIbHBIM,
ecIv B Mo4Ye, COOpaHHON B T€UEHUE CYTOK, COACPXKUTCS 1 MKT
CcBHUHIIA B pacueTe Ha 1 mr BBemeHHOI 10361 DJITA. Het cmbic-
JIa OIpeAessTh KOHLEHTPAIMIO CBUHIIA B Mode. JlmarHocTu-
YeCcKoe 3HAYeHUE MMEET TOJbKO KOJIMYECTBO CBUHIIA, 9KCKPETH-
pyeMoe 3a omnpelesieHHbIM MPOMEXYTOK BpeMEeHH, B pacueTe Ha
BBeneHHyIo m1o3y DJTA. Tlpu mpoBeneHNM Tecta HEOOXOIUMO
00eCIeynTh MOTPeOIeHNE TOCTATOYHOTO KOJMYeCTBa KUIKO-
CTH 1 coOpaTh BCIO Mouy. B oOlem aHanu3e MOYM MU CBUH-
1I0BOII MTHTOKCHKAIIMM MOXXHO OOHAPYXUTh JIEHKOLIUTYPUIO, 1T1-
JIMHIPYPUIO, TIIIOKO3YPUIO WM aMUHOALMIYPHIO (KaK TPaBUIIO,
KOTJIa KOHIEHTPALMSI CBMHILIA B KpoBU MpeBbiinaeT 100 MkT %).
JlnarHocTuecKne KIMHUKO-I1a00paTOpHbIE KPUTEPUU OTPaB-
JICHUSI CBUHIIOM IIpEACTaBIeHBI B Ta0m. 21.

I[loman oOGcienoBaHUa OOJBHOTO
MpU CUAEPOAXPECTUUYECKUX aHEMMUSIX

I. AHaim3pl, TTOATBep:KAAIOIINe HAIMYME CHUISPOaXpecTH-
YeCKOM aHEMUH.

1. Knmuanyecknit aHaim3 KPOBH C OIpeAeSIcHUEM Jucia
PETUKYJIOLHTOB Y MOP(MOJIOTMYECKON XapaKTepUCTUKOM
SPUTPOILIUTOB.
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Ta6auua 21

Kimnuyeckue u jjadopaTopHble MPU3HAKKU oTpaBjienus cBunnom [[llennon M., I'ped JIx., 1997]

JIérkoe

YMepenHoe

Taxenoe

HcTouHUK cBMHIIA

[Ibu1e W TIOYBa

Kpacku

Kpacku (moenanve npu
M3BPALIEHHOM aIIeTUTe)

CUMITTOMBI OTCYTCTBYIOT CHIDKEHHE anmeThTa U | bollb B XXUBOTE, pa3gpaxku-
TOBEIEHYEeCKUE TEJIBHOCTh, COHJIUBOCTb, JIN-
paccrpoiicTBa XOpazika, TenaTrocryieHoMera-

JIVISL, aTaKCUsI, SIUJIETITIYE-
CKHE TPUTIANIKY, TIOBBIIIICHYE
BHYTPUUYEPEITHOTO IaBJICHUS,
KOMa, TPU3HAKK Aeduimra
xKenesa

INpenpacnonaratoime HakTopbl Hedummr xenesa Hedunut xenesa Hedunur xenesa

[MocnencrBus Hapymenve mo- | [ToBeneHueckue paccTpoii- Crolikiie HEeBpOJIOTUYECKUe

3HABATEJIbHBIX CTBA, HapyIIeHNE TT03HABA- HapyIIeHUs
CITOCOOHOCTEN TEJIbHBIX CITOCOOHOCTEI

VYpoBeHb CBUHIIA B LIEJIbHOI KpOBU, MKT % 25-49 49-70 >70

YpoBeHb MpOTOITOPGUPUHA SPUTPOLIUTOB, 35-125 125-250 >250

MKT %

KoadduimeHT HachieHns TpaHcheppu- <16 <16 <16

Ha XeJIe30M

YpoBeHb CHIBOPOTOYHOTO (heppUTHHA, HI/MIT <40 <20 <10

OOwMit aHaM3 1 Ma30K KPOBU AHemusT JIETKOM Anemusi, 6azoduibHas 3ep-

CTEeTIeH! HHCTOCTh 3PUTPOIIUTOB




to

Oxonuanue maon. 21

JIérkoe ‘YmepeHHoe Tsukenoe
[Tpoda ¢ DATA: conepxaHue CBMHLIA B Cy- 1 >1
TOYHOI Moue B pacuete Ha 1 mr B/ITA, Mu-
AHanmM3 Mouu AMVHOALIAIYPYIS, TIIKKO3YPHST
PeHtreHorpaMMbl KOJIEHHBIX CYCTaBOB, be3 uzmenenmit W3meHeHus KoneHHbIX | MI3MEHEHMsST KOJNEHHBIX CycTa-

ITIOYECK, MOYECBOIO ITY3bIPpA

CyCTaBOB

BOB, ITOYEK, MOYEBOI'O ITy3bIPA

KommbiotepHast Tomorpadusi rosoBbl

HpH3HaKH TIOBBIILICHUA BHYT-
PHUYEPEITHOTO JaBJICHUA

CKOpOCTb pacrnpocTpaHeHust BO30yXke-
HUSI TIO HEPBY

VYBenumyeHa




2. MuenorpaMma ¢ 00s13aTeIbHBIM OKpAIIMBAHUEM Ma3-
KOB Ha OEpJMHCKYIO Ja3yph ISl BbISIBIEHUST KOJIBLECBUI-
HBIX CHIEpOOJIACTOB.

3. buoxumMuueckuii aHaU3 KPOBU: <«KEJI€30-KOMILIEKC»,
AJIT, ACT, ®DM®A, ouinpyouH, caxap, MOUeBMHA, Kpea-

TUHUH.
II. AHanu3bl, yTouHsomue ¢GopMy CHISPOAXPECTUUSCKOMN
aHEeMUU.
1. YpoBeHb npoTonopdupruHa 3pUTPOLIMTOB B LIEIbHOMN
KPOBHU.

2. YpoBeHb CBUHIIA B LIEJIbHOW KPOBH.

3. Jlecdepanonast mpoda.

4. TIpoba ¢ BATA.

5. PeHTreHorpamma KOJEHHBIX CYCTaBOB.

III. Anamne3 xu3Hu pebGeHka. OOpaTUTh 0cOOOE BHMMA-
HUE Ha MeCTO JKMTEJIbCTBA, JOMAIIHUE YCIOBUSI, OOCTAaHOB-
Ky, OCOOGHHOCTH amIleTUTa, MUTAHUS, TTOBEACHMS, YaCTOTy
CTyna. YTOUHUTb, Kakue JieKapCTBeHHbIe Mpernaparbl Mpu-
HMMaeT peOeHOK.

IV. CemeiiHblii aHaMHE3 — HaJIWuyue CUIEpOOIacTHON aHe-
MWUU Y POICTBEHHUKOB.

V. OOueKIMH1YecKre 00CIeAOBaHUS: aHAJIU3 MOYM, KaJja,
OKI, ocmorp cnenuanuctoB, Y3W opraHoB OproiiHoi
TI0JIOCTH, TIOYEK, CEpILa U APyrue oOC/IeN0BaHMs MIPOBO-
JATCA 10 MHAMBUAYAJbHBIM ITOKa3aHUAM.

JleueHue cunpaepoaxpecTUHeckKux aHemui

JledyeHre 60NbHbIX HACNEOCTBEHHOMN
cnaepoaxpecTnyeckom aHemmnen

1. Butamun B, B Gosbumx nosax — mo 4-8 ma 5 % pactsopa
B CyTKM BHyTpuMbIlieuyHo. [lpu orcyrctBum addekra mokasza-
HO HasHauyeHue KodepMeHTa BuTamuHa B, — nupunokcainbdoc-
¢ara. CyrounHasg mosa mpemnapaTta cocrapiseT 80-120 mr npu
npreMe BHYTDb.

2. Hecdepan (mst cBSI3bIBAHMSI M BBIBEACHUSI U3 OpraHM3Ma
xene3a) - 10 Mr/Kr/cyT MecSIMHBIMU Kypcamu IO 3-6 pa3 B TOf.
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JleuyeHne 601bHbIX NPNOOPETEHHBLIMU
cnaepoaxpecTuyecKUMmn aHeEMUSIMU,
00yCcnoBNEeHHbIMWN CBUHLLOBOW MHTOKCUKALUMEN

1. BoisgBieHMEe U ycTpaHeHWE MCTOYHMKA CBUMHIA. [{o mosHOoM
JIMKBUJIALIUM VMCTOYHMKA CBUHIIA peOEHOK HE JODKEH HaXOMUTh-
¢ B 1oMe. PUCK TOKCMYECKOTO BO3ACMCTBUSI BO3pacTaeT Aaxe
B TOM CJIy4yae, €Clii peOeHOK TOJIbKO HouyeT goma. HeobOxomu-
MO TIPOBECTM BJIXKHYIO YOOPKY W TPOIBLIECOCUTh, YTOOBI yaa-
JINTh CBUHIIOBYIO TIBLJIb.

2. Jlns1 BocnoJIHEHUsSI AeduUIIMTa XKejie3a U YMEHBIICHUST Bca-
ChIBaHMS CBMHIIA Ha3HAYalOT Iperapathl Xeje3a (6 MT/Kr/cyT
M0 3JIEMEHTapHOMY KeJie3y) BHYTpb. JIUTENBHOCTh Kypca Co-
crapisieT 1 Mec WM J0 HOpMalu3aluu YPOBHS MpoTonopdupu-
Ha 3PUTPOLIMTOB.

3. Tepanust KoMILIeKcooOpa3yoluMu cpeactBaMu — DJTA,
JUMEpPKaAIIpoJi, NICHNIWUIaMrH 1 CYKIIMMEDP.

Lenp neyeHus: — CHU3UTH coAepKaHME CBUHLA OO0 0e30-
MacHBIX BeJIMYMH (YpOBEeHb B KpoBM MeHee 15 Mxr %), a
YPOBEHb MPOTONOP(PUPHUHA IPUTPOLIMTOB — JO HOPMBI (MeHee
35 mxr%).

Tokazanusa k mepanuu Komnaekcoobpasyouumu cpedcmea-
mu /Illennon M., I'ped Ix., 1997].

Tepanus KoMILIEKCOOOpa3yOIIUMU CPEACTBAMU TOKa3aHa Mpu
HAJIMYUU XOTS Obl OOHOTO M3 TPeX YCJIOBUIA:

1) ypoBeHb CBHHIIA B BeHO3HOM KpoBu 50 MKT % B 2 mocie-
JIOBaTeJIbHBIX Tpobax;

2) ypoBeHb CBUHIIA B BEHO3HOW KpoBU 25-49 Mkr %, a ypo-
BeHb MPOTONOp(PUPUHA SPUTPOLIMTOB 125 MKT %;

3) monoxwurtenbHasa npoba ¢ BATA.

Jlezxoe ompaeéaeHue ceuHUOM
(ypoeenwv ceunua ¢ xkpoeu 20—35 mrxe %)

HasHavaloT neHumwuiaMuH B go3e 900 mMr/m’/cyT B 2 npu-
eMa. [leHuuMIIaMUH HeMb3sl MPUHUMATh BMECTE C MOJIOYHBI-
MU TIPOIYKTaMW M TIperapartaMu keje3a, IperapaTr MpPOTHBO-
MoKa3aH TMpU aUIepTUU K TEeHULIWITMHAM.
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Ymepennoe ompaeaenue ceunuom (ypoeemv ceunua
6 kpoeu 35—45 mre %)

ITpoBonat npody ¢ BATA, npu MOJOXUTETBHBIX pe3yabTaTax
MpoObl Ha3HAYalOT KaJbIIMeBO-IUHATpUEeBy0 coiib DJTA 1o
1000 Mr/M’/CyT BHYTPMMBIIIEYHO BMECTe C IMPOKAMHOM B
teyeHue 3-5 cyr. IlepepblB MexXimy KypcaMM JIeYeHUS TOJDKEH
ObITh He MeHee 48-72 4. Ilpemapar MOJIHOCTBIO OTMEHSIIOT, KOraa
CyTOYHas BKCKpeIMs CBUHIIA C MOYOM MeHbIle | MKr CBUHIIA
Ha 1 mr OJITA.

Taoxnceaoe ompaeaenue ceunyom 0e3
snueparonamuu (ypoeenv ceunHua 6 Kpoeu
b6oaee 45 mre %)

» Tlpu ypoBHe cBuHIa MeHee 80 Mkr %:
Cykuumep: 30 Mr/kr/cyt B 3 mpuemMa BHYTPb B TeUeHUE
5 cyr, 3atem 1o 20 Mr/Kr/cyT B 2 npremMa B TeueHue 14 cyr.
» Ilpu ypoBHe cBuHIa Gomee 80 MKr %:
NHudby3uoHHas Tepanusi B oobeMe, TpeBbIlIaioiieM B 1,5 paza
(U3UOJIOTUYECKYIO IMMOTPEOHOCTh B KUIKOCTH
Jumepkarposn B 103e 300 Mr/M” BHYTPUMBIILIEYHO, 103y pa3-
JIESI0T Ha 3 BBeNEHUST U BBOIAT B TedeHue 1 -3 cyr
DATA B no3e 1500 Mr/m’/CyT BHYTPUBEHHO B BUIE JUIH-
TeJIbHOM MH(Y3UN WIA BHYTPUMBIIIEYHO (OMHOKPATHO WY 103y
pPa3IesIsIIOT M BBOOIT 2 pa3a B CYTKH).

Taxceaoe ompaeaenue CGUHUOM,
conpogoxcoaroujeecs SHuearonamueil

1. TocnuTanuzalusl B peaHUMMallMOHHOE OTIEIeHUE.

2. NHby3noHHas Teparusi.

Humepkanpoa 600 Mr/mM’/cyT BHYTPUMBILIEYHO, 03y
pasnessioT U BBOIAT 6 pa3 B CYTKU.

OATA 1500 Mr/Kr/cyT B BuAe BHYTPUBEHHOU WMHGpY3UMU,
JI03y pa3fensiioT U BBOIAT 3 pa3a B CYTKU.

3. IIportuBOCYynOpOXHBIE TIperapaThl.

Ilocne 5-mHeBHOro Kypca JedyeHus JAefaloT MepepbiB Ha
48 4, Tocje 4Yero jedyeHnue BO30OHOBIISIOT.
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Monumopune npu aeuenuu
Komnaekcooopasyrowumu cpeocmeamu

Jna oueHk 3(G(GEKTUBHOCTH JICUSHUST M3MEPSIOT CYTOYHYIO
SKCKPELMIO CBMHIIA C MOYOM, MOCKOJIbKY €r0 KOHIIEHTpalus B
KPOBU B MPUCYTCTBUM KOMIUIEKCOOOPA3YIOIIMX CPEACTB MOXET
ObITh HM3KOM. KOHIIEHTpaImio CBUHIIA B KPOBU M3MEPSIIOT KaX-
nple 48-72 4 y TOCTIUTAIM3WPOBAHHBIX M KaxXnble 2-4 Hem y
aMOy/IaTOPHBIX OOJIbHBIX.

IIpn Teparmmu BJITA HeoOXomMM MOHUTOPMHT YPOBHEN MO-
YEBUHBI M Kbl B KPOBU, YPOBHS CBUHIIA B KPOBM M MOYE, a
TaKXe IMepuoarIecKre aHaIM3bl MOYr. ECIU MOSBISIOTCS HpHU-
3HAKU TUITOKAJIbIMEMIN WIA HapyleHus (byHKIIMU TI0YeK, 103y
OTA CHIKAIOT WIM OTMEHSIOT TIpernapar, ITocie 4ero (pyHK-
MSI TTI0YeK HOPMAaJIn3yeTcsl.

Jlo 1 BO BpeMsl Tepalnuu CYKLMMEPOM Kaxable 5-7 cyT HC-
cenyoT OMOXMMUYECKMe ToKa3aTeIn (MYHKLIMU TIeYeHU, YPOB-
HM MOYEBMHBI M KpeaTUHNWHA B KPOBH.

Ha 14-¢ n 28-¢ cyTKu TI0CIIe 3aBepIIeHUS Tepalliy KOMIUICK-
CO00pa3yIoIIMMI CPeACTBAMM M3MEPSIIOT YPOBEHb CBUHIIA B KPO-
BH.

[TocnencTBus OTpaBJICHUA CBHHIIOM

Bce netu, moaseprimecss TOKCMYECKOMY BO3IEHCTBUIO CBUHIIA,
JOJDKHBI TIPOUTU 0OClieNoBaHME B BO3pacTe 5-6 JieT, BKIIOUAo-
1ee OLIEHKY CIIyXOBOTO M 3PUTEIbHOIO BOCIIPUSATHSI, TPYOBbIX U
TOHKHUX JIBMXXEHMI, CIOCOOHOCTM MOHUMATL Peub W TOBOPMTE.

[MpodunakTuka oTpaBieHUS CBUHIIOM

Bo uzbexxaHue oTpaBiieHUsI CBUHIIOM TMPU PEKOHCTPYKILIUM CTa-
PBIX JIOMOB CJIeAyeT MPUHUMATh MEPBI MPEeIOCTOPOKHOCTH, Bpe-
MeHHO mepecensis aereil. OcoGeHHO OMAcHO CXKUTATh M 3aKa-
MBIBATh B 3€MJII0 CBUHIIOBbIE KPACKH, WX CJEIyeT COCKAOIMBaTh
WIN YIaisITh XUMHYECKUMU MeTomamu. KoHTposb 3a cocros-
HUEM KUJIbIX TTOMEILEHUI, YKeCTOUeHUE CAHMTAPHBIX M CTPO-
WUTENBHBIX HOPM CHMXKAeT YacTOTy OTpPAaBIICHUIA.



rNABA S8

ButamuH B.-nedpuumntHbie
aHemMuun

PasBuBaroTcs npu aeuUTe WIM MOBBIIMIEHHOM MNOTPEOJICHUN
BUTaMMHa B,.

ButamMyH B, B G0JIbIINMX KOJIMYECTBAX CONEPKUTCS B CBEXKMX
OBOIIIAX, 3/IaKax, APOXKaX, MsCE, SIMIHBIX XKEJITKaX 1 APYTUX
npoaykTax. [1oaToMy MCTUHHBIN THTIO- WIA aBUTAMWHO3 BUTA-
MuHa B, BcTpeuaercsi oueHb peKO U B OCHOBHOM Y JA€Tell Ipy.-
Horo Bo3pacTta. [IpuunHamu neduumra ButamuHa B, siBisttoTcst
OIHOCTOPOHHEE MOJIOUHOE BCKapMJIMBAHUE, UTUTEIbHBIE KUIIIEY-
Hble MHGEKIIMKU, CONPOBOXAAOIIMECS TUCOaKTEpUO30oM. B -ne-
GUIMTHAS aHeMMSI MOXET OBITh OOYCIIOBJIEHA TTOBBIIIEHHBIM T10-
TpeOJICHMEeM BUTaMMHA, YTO OTMEUAETCsI Y HEKOTOPHIX OONbHBIX,
TOTyYaloIIX IMPOTUBOTYOEPKYJIE3HbIE MpernapaThl TPYIIIhl U30-
HUKOTUHOBOM KUCIOTHI (M3otnasum, Tyoasun, [MHK, ¢trsasun,
camosu U apyrue). I1pon3BoaHbIe N30HUKOTUMHOBOM KHCIOTBI
00pa3yloT COeTMHEHUST C MUPUIOKCUHOM, KOTOPBIE BBIBOISTCS
3 opraHusma ¢ Mouoit. IlpeamnosaraioT, 4To y 3THX HallMEHTOB
WIMeEeTCsl HacIeACTBEHHBIN Ae(eKT B CUHTe3e IMOpGhUPUHOB.

KnunHuyeckasa kapTtuHa

XapakTepusyeTcsl HapylIeHHeM OOIIEro COCTOSTHMS, OeCroKOi-
CTBOM, HapyllieHreM cHa. CHIDKaeTcsl anmeTUT, BO3MOXKHBI TAC-
MeTNCUYecKre paccTpoiicTBa. HapacTaeT MbllliedyHast TUITOTOHUSI,
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BO3MOZKHAa HEBPOJOIMYECKasA CUMIITOMATHUKA I10 TUITY TUIICPKW-
HECTNMYECKOI0 CMHApOMaA. HDOHBJICHI/IH AHCMHUYCCKOI0 CMHApOMa
pa3J'[I/I‘{HOI71 CTCIICHU BBIPA>KCHHOCTH.

JlaGopaTtopHble AaHHble

B remorpamme — THIIOXpOMHAsl aHEeMUsI, AaHU30LUTO3, TTONKHU-
JIOLIATO3.

YpoBeHb Xejie3a B ChIBOPOTKE KPOBU — B Mpeaeiaax Hop-
MBI. XapaKTepHbIM OMOXMMHYECKUM TIPU3HAKOM SIBJISIETCS TH-
MepKCaHTYpEeHYpHSI.

JleyeHue

1. Koppekuusi 1HeTHl.

2. BuramuH B BHyTpMMBIILIEUHO, €XEIHEBHO 1O JMKBUIA-
LIMK TIPU3HAKOB aHEMHUU, B J03€ B 5 pa3 MpeBbIIIAIONIEH
BO3PACTHYIO MPOMWIAKTUYECKYIO H03Y.



FNABA9

AHemMmuu, cBsi3aHHbIE

C HapyweHnem cuHTe3a AHK
un PHK (meranob6nacTHblie
aHemMum)

Merano0macTHbIe aHEMUU OOBEIWHSIOT TPYIITY ITPHOOPETEHHBIX
W HACJIGACTBEHHBIX aHEMUii, OOIIMM IIPU3HAKOM KOTOPBIX SIB-
JISIETCST HaJIM4KMe Merajio0/IacTOB B KOCTHOM MO3Te.

He3aBUCMMO OT 3THOJIOTMM Y OOJBHBIX BBISIBIISIIOT THIIEP-
XpOMHYIO aHEMHIO C XapaKTepHBIMM HM3MEHEHUSIMU Mopdo-
JIOTUH SPUTPOILIUTOB — BPUTPOLUTHI OBAJTBHON (POPMBI, KpPyII-
Hele (M0 12—14 MM m Oozee). BerpedaroTcst spUTPOLIUTEI C
0a3zo(uIbHOI MyHKTAIMEN IMTOILIa3Mbl, BO MHOTMX M3 HUX 00-
HapyXWBAIOTCSI OCTaTKM siapa (Tenbia 2Kojiim — OCTaTKu siaep-
HOro xpomatuHa, Kosblia Kebora — ocTaTku simepHoi 000J104-
K1, MMeIOoIMe BUI KOJIeUKa; MbIIMHKKA BelinmeHpeitxa — ocTatku
siIepHOTO BelecTBa). KommuecTBO peTUKYIOLMTOB CHUXKEHO.
Hapsay ¢ aHemueil BO3MOXHBI JIEHKOHEUTPO- U TPOMOOLIUTO-
TICHUS, TUITMYHO TOSIBJICHUE TTOJIMCUTMEHTUPOBAHHBIX HEHATPO-
¢unos.

B KOCTHOMO3roBOM IyHKTaTe YMCJIO MUEIOKAPUOILIUTOB IO-
BBIILIEHO, BBIpaXKeHa TUIIEPIUIA3US IPUTPOMIHOTO POCTKA, JIek-
KOLIMTapHO-3PUTPOLIMTAPHOE COOTHOIIeHMe paBHO 1:1, 12 (B
HopMme 3—4:1). KiteTkn 3puTponmIHOro pocTKa B OCHOBHOM TIpe/I-
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CTaBJIEHbl MerajlobjacTaMu, UMEIOIIMMU OoJiee KPYITHbIE pa3-
Mephbl, YeM HOPMaJIbHbIE SPUTPOKAPUOLIUTHI, U CBOCOOPA3HYIO
Mopdooruio siapa. Sapo pacrosaraeTcsl 9KCLHEHTPUYHO, UMe-
€T HEeXHO-CEeTYATYIO0 CTPYKTYpY. BO3MOXHO Hanuume KIIETOK C
JIeTeHepaTUBHO-N3MEHEHHBIMU siipaMy (B BUIE TpedOBOro Ty3a,
TYTOBOH SIroJbl U ApYrux). OTMeuyaeTcsi aCUHXPOHU3M CO3pe-
BaHUSA sIpa M LUUTOIUIA3MBl; ISl [IUTOTUIa3MbI XapaKTepHa 60-
JIee paHHSS TeMOITIOOMHM3AINS, TO €CTh TUCCOIMALIMS MEXIY
CTETEeHbIO 3PEJIOCTH sIIpa U LIUTOILIA3MbI: MOJIOAOE SIAPO U OT-
HOCHUTEJIbHO 3pejas IMTOoIUIa3Ma. BBISBISIOT 3aIepXKy
CO3peBaHUs IPaHYJIOLNTOB, HAJINYME TMTAHTCKUX METaMUENIO-
LIMTOB C KPYIHBIM SIIpOM U 6a30(pMIbHOM IIUTOILIA3MOIA,
MAJTOYKOSIACPHBIX U TIOJMCETMEHTHUPOBAHBIX HEUTPOGUIOB
(c 6-10 cermeHTtamu). Yucao MerakapMoLIMTOB HOPMalbHOE
WU CHIKEHO, XapaKTepHO HaMYue TMTaHTCKUX (OopM Mera-
KapHUOILIMTOB, OTLIHYpPOBBIBAaHWE TPOMOOIIMTOB MEHee BhIpa-
KEHO.

AHeMmusT y OOJIBHBIX 00ycioBiIcHa Hed(MMOEKTUBHBIM 3PHUT-
POI0330M U YKOPOUYEHHEM UTUTEIBHOCTU XXU3HU SPUTPOIIUTOB,
YTO TMOATBEPKIAETCS TOBBIIICHHBIM COAEpXKaHUEM 3PUTPOKa-
PUOILIMTOB B KOCTHOM MO3T¢ TIPU CHIKEHHOM KOJIMYECTBE PEeTH-
KYJIOLIUTOB B TiepudepruuecKoil KpoBU. TUIMMUEH SKCTpaMemyi-
JISPHBIA TEMOJIU3 SPUTPOLIUTOB — IJIUATEIBHOCTh XU3HU
SPUTPOLIMTOB CHIXKEHA B 2-3 pa3a Mo CpaBHEHUIO ¢ HOPMOIA,
ommpyonHemus. Taxke nmMmeroTcss HedMPEKTUBHBIN TpaHyJI0-
LIMTOII033 U TPOMOOLIMTOINO33. TakuM 00pa3oMm, ISl Merajo-
OJIACTHBIX aHEMUII XapaKTepHO U3MEHEHHE BCEX TPEX POCTKOB
KPOBETBOPEHUS.

KnvHndeckre nposiBieHUsS] Merajio01acTHBIX aHEMUI BKITIO-
YaloT TPUAAy MPU3HAKOB: aHEMUIECKHIT CUHIAPOM, TPU3HAKHU T10-
PakeHUST KeTyTOYHO-KUILIEIHOTO TPAKTa, HEBPOJIOTMIECKYIO CHM-
MITOMATHUKY.

Meranob6iacTHbIe aHEMUM MOTYT BCTPEUAThCS TIPU LIEJIOM Psie
COCTOSTHMIA, HO y JIeTeil B OOJIbILIMHCTBE CIydacB OHU OOYCIIOBIIE-
HBI HACJIEICTBEHHBIM WJIA TTPUOOPETEHHBIM Je(ULINTOM BUTAMU-
Ha B, nin (onmeBoii KNCIOTHI, BO3MOXEH COYETAHHbIN nedu-
LUT 3TUX (pakTopoB. [IpUunHBI Merano6acTo3a MPUBEACHBI B
Tabn. 22.
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Tabauuya 22

ITpuuuHbl MeranobiacTosa
[Lanzkowsky P., 2000, ¢ uameHeHusIMHU |

I. Heduimr utamuna B,
I1. Jeduuur dbonreBoil KUCIOTHI.

I11. dpyrue.
1. BpoxnaeHnHsle HapymeHusi cuHrteza HK:

1) opoToBasi alHAYpUS;

2) TMaMMH3aBUCHMAasl Merajo0JiaCTHasi aHEeMMSI;

3) BpokIeHHasi ceMeliHasi Merajo0JiacTHasi aHeMUsl, TpeOy-
IOIAs MaCCUBHbIX 1103 BUTamMuHa B, u donuesoit kuc-
JIOTHI;

4) accollMMpoBaHHasl C BPOXAEHHON IU33PUTPONOATUYEC-
KOV aHeMUel ;

5) cunapom Jlema —HuxeHa.

2. TlpuobpetreHHsie nedextsl cuHTe3a JHK:
1) 3aboeBaHMs MEYEHMU;
2) cumepoaxpecTUyecKue aHeMUu;
3) neiiko3, 0cOOEHHO OCTPbIA MUET00IaCTHBIN;

4) arutacTuyeckue aHeMUM (KOHCTUTYLIMOHAIbHAsI, pruodpe-
TEHHbIE);

5) apurponeiiko3 (cuHapoMm Hu I'yiabenbmo);

6) pedpakrepHas MeranobacTHas aHEMMsI.

3. Merano6iacTo3, MHAYLIMPOBAaHHbIN JIEKAPCTBEHHBIMU CPEACTBA-
MMU:

1) mpoTHBOCYIOPOXHbBIE: (PeHUTOUH (IUJAHTUH, SMAHYTHH),
NpUMMUIOH (MM30JIMH), 6apouTtypartsl (peHodapouTa, Tyu-
Hasl, (peHUIMETIIIOApOUTYPOBasi KUCIO0Ta);

2) aHTMMETA0OJIUTBI: a3aTUONPHH, METOTPEKCAT, 6-MEPKAITO-
MypYIH, TUOTYaHUH, MMPUMETAMUH (Japanpum), romodose-
Basi KUC/IOTA, S-(Iioopoypalinil, aHTarOHUCThI BUTaMUHA B, ),
LMTO3UH apaOWHO3M/1, TMIPOKCMMOYEBMHA, HPOKapOa3uH;

3) mpOTUBOTYOEPKYJIe3HbIE: MapaaMUHOCATMIIMIOBAsT KUCI0Ta
(ITACK), nupa3uHamui, LHUKIOCEPHUH;

4) aHTHOaKTepUaIbHblE: HUTPO(PYPAHTOUH, TPUMETOMNPUM;
5) NMPOTUBOBUPYCHBIE: 3UIOBYIUH, allMKJIOBUD;

6) Opyrue: TpuaMTepeH, nukiodochamun, heHUI0yTa30H, MbI-
LIbSK, 3aKUCh a30Ta.
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ButamuH B - nedpuumntHblie aHeMum

MeTtabonuam ButamuHa B,

Buramun B, (kobajmaMuH) — BXOZUT B COCTaB IPOLYKTOB
TOJBKO XMWBOTHOTO TPOUCXOXIEHUS: MSICO, TMeYeHb, MOJIOKO,
siilia, ChIp M JIpyrue (BUTaMUH B TKaHSIX XKMBOTHBIX SIBJsIET-
cs pou3BoAHbIM OakTepuii). Ilom BAUSIHMEM KyJIWHApHOI 00-
paboTKM UM TIPOTEONUTUYECKUX (HDEPMEHTOB XeJyakKa OH
BBICBOOOXIAETCSI U OBbICTPO CBsI3bIBaeTcsl ¢ «R-binders» (TpaHc-
koOanamunbl I u III) — Genkamu ¢ ObICcTpoil (rapid) aymexkTpo-
(opeTrnyeckoii MOABUXKHOCTBIO, MO CPAaBHEHUIO C BHYTPEHHUM
(akTopoM; B MeHblIel cTerneHM BUTaMWUH B, coenuHsietcs c
BHyTpeHHUM (akTopoM (BD, dakrop Kacna) — ramkonpore-
WHOM, BbIPA0AaThIBAEMbIM MApUETAIbHBIMUA KJIETKaMU (hyHIaTb-
HOI vacTu u Tena xenmynka. Ilox BavssHueM mpoTeas3 MaHKpe-
aTUYeCKOro coka komiuieke R-Butammun B,, paspywaerca u
BbICBOOOXKIAETCSl BUTAMUH B,, KOTOpBIA COEAMHAETCS C BHYT-
peHHUM akTopoM, 00pasys KoMIuieke ButamuH B -B®. Tlo-
CIeTHWI THMEPU3YETCSl U B TOIB3IOIIHON KHUIIKE CBSI3bIBAECTCS
co crielUUIECKUMH perienTopaMu. B MpUCyTCTBUU MOHOB KaJlb-
st 1 ipu pH 7,0 3T0T KOMITIEKC pacuIeruisieTcs] U BUTAMUH
B,, mpoHuKaeT B MUTOXOHIPUM KJIETOK CIM3UCTON OOOJIOYKU
kumku. Orcrona BUTaMuH B, MPOHMKAET B KPOBb, II€ COEMMHS-
€Tcsl ¢ TpaHCMOPTHBIM OenkoM TpaHckobamamuHoMm II (TK IT),
KOTOPBIN JOCTABJSIET BUTAMUH K TKAHSIM-MUILIEHSIM — TenaTo-
LIMTaM, TeMOITO3TUYECKUM KJIETKaM U JPYTUM.
BeicBoboxneHue BurtamuHa B, u3 xommiekca TKII-B), B

KJIETKEe TMPOMCXOAUT B 3 3Tama:

1) cBs3bpIBaHME KOMILIEKCA C PELIETITOpAaMU KJIETKU;

2) ero sHIOLMTO3;

3) MM30COMAIBHBIN TUAPOIU3 C BHICBOOOXKICHUEM BUTA-

MUHa.

Yacte BuTamMuHa B, B ChIBOPOTKE KpOBM CBS3BIBAETCS C

kobanopwimHamu («R-binders») — TpaHckoOanamuHamu 1 u

I111. O™ Blz—CBFBBIBaIOH_II/IC [JIMKOIPOTEUHBI BBICBOOOXKIAIOT €ro
TOJIbKO B IeyeHu. Ilpu Haamuuu OOJIBIIOrO KOJIMYECTBA BUTA-
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MuHa B, okomo 1 % ero MOXeT NMPOHWKaThb B KPOBb MyTeM
nmaccuBHOU muddys3un. Merabonu3M KobajlaMHHA MpeIcTaB-
JeH Ha cxeme 4.

3HpocoME
Memunmanonud
—..._I!_u——. KoA- mymasa
Ko6(liljanammH Kob(lll)anamh Memunmanonun-KeA —— cyxuunun-KoA
] k6n B (33)
1 Kob()anamum
Nuaoocombl I ?x6n A
[ ] Koblanamun
Kob(lll)anammH 2 I 7 k6n A (45)
Kob(lll)anamur
. ¥6n F(5) MwuToxoHApUM
Knetouras =
membpaHa ¥ € (>100)
ok x6n D (2)
K6n E (11 by
MeTunxoBanama
ToMOUUEMEUH ——————— = MBIMUOHUM
MRTILOHLMCUFITI TS
6 G (10)

Cxema 4. Metabonu3M KobalaMWHA B IIMTOIUIa3ME M JIOKAJIM3alvs

WU3BECTHBIX BPOXAEHHBIX NeeKTOB MeTaboau3Ma KobaiamuHa (I10

Rosenblatt D. S., Whitehead V. M., 1999).

AnoMeT — S-ameHO3WIMETHOHUH;

Ko6(I)anamun, Koo(M1)anamun, Koo(1)araMua — KobaliaMuH C aTo-
MOM KobajbTa B 3+, 2+ wiu 1+ OKUCIIEHHOM COCTOSTHUU;

Metun-TIT® — S-metmnrerparuapodoar.

B ckoOkax yka3zaHa 4acToTa WIA KOJWYECTBO OONBHBIX C TAHHBIM 3a-
0oJIeBaHUEM.
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OCHOBHBIM [IeTIO BUTaMUHa B siBiisieTcs medyeHs, B 1 T KO-
Topoii comepxutcs 1 MKr ButamuHa B,,. ¥ 3mopoBbIX AOHO-
IIEHHBIX IeTei pe3epBbl BUTAaMUHA B, B meyeHW coCTaBysioT
20-25 mKr, merno pe3ko ucroimiaercs K romy. CyroyHasi ImoTpeo-
HOCTb B BUTaMuHe B, y peGeHKa IpymrHOro Bo3pacra COCTaB-
nser 0,1 Mkr, a'y B3pociaoro — 5-7 mMkr. B 100 ma keHckoro
Mosoka cogepxurcs 0,11 Mkr BurtamuHa B |

Buramut B, B OCHOBHOM BBIIEIISIETCS € JKEMYbIO, €r0 TOTeps
MPOMCXOJUT TaKXe ¢ KajoMm; B cyTku Tepsiercs 0,1 % oT Bcero
JIETTOHMPOBAHHOTO BUTaMMHA. JloKa3aHO CyIlECTBOBAaHME KUIIIEU-
HO-TIEYEHOYHOTO Kpyroobopora ButamuHa B, — OKOJIO / , BbI-
JIEJICHHOTO C KeTYbl0 BUTAMHUHA BHOBb peabcopoupyeTcs. DTuM
00BsICHSIETCSI Pa3BUTHE Merajiod1acTHOM aHeMuu yepe3 1 -3 roma
TIOCJIE TIOTHOTO MPEKPALIEHKsT TIOCTYIUIEHHs BUTaMKuHa B, B opra-
Hu3M. PusroNoruuyeckue MoTepd BUTaMHUHA C MOYOW KpaitHe
HE3HAYUTEJIbHBI.

[NaTtoreHes

B mmasme BuramuH B, mpucyrctByer B Buie KodepMmeH-
TOB — MeETUJIKOOaJlaMUHA M 5'-Ie30KCHaIeHO3MIKObaIaMu-
Ha. MeTunkobajaMuH HEOOXOMUM ISl 00eCTIieueHUsI HOpMaJsib-
HOTO KPOBETBOPEHUSI, a UMEHHO IIJisI CUHTE3a TUMUIUHMOHO-
docdara, Bxomgmero B coctaB JHK, u oOpazoBaHus
TeTparuapodonareBoil Kuciorel. HapylieHue oOpa3zoBaHWUS
TUMUIMHA TIpY AeduLuTe BUTaMMHa B, mpuBomut K Hapy-
meHnio cuHTe3a JHK, 3amemnennio HopMaJabHBIX MPOLIECCOB
CO3peBaHUsI TEMOITO3TUYECKUX KIIETOK (yminHeHue ¢asnl S),
9YTO BBIPAXAETCS B METrajio0JacCTUYECKOM KPOBETBOPEHUM.
CTrpamaer He TOJIBKO 3PUTPOIN033, HO TaKXKe TPaHyJIOLUTO- U
TpoMOoI1MTONMo033. TaknumM oOpa3oM, B OCHOBE HapyILIeHUS Te-
MOro33a NpU AedULIUTe BUTAMUHA B, JTeXHUT MexaHU3M
3aIep>KKM HOPMAaJIbHOTO CO3peBaHUsI KJIETOK. 5'-JIe30KcHale-
HO3MJIKOOAJIaMUH YJacTBYeT B MeTa0OJIM3Me METHIMAIOHO-
BOM KHUCIIOTBI (ITPOMEXKYTOUHOTO MPOAYKTAa MeTaboIM3Ma XKUp-
HBIX KHCJIOT) B siHTapHyto Kuciaoty. Ilpu neduiure ButamMuHa
B, comepxanue B KpOBM METHJIMATOHOBOI KUCJIOTHI yBEJHU-
YuBaeTCsd M OHA TOSIBJISIETCS B MOUe.
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HedunuT KobagaMrHa BbI3bIBAET HEBPOJIOTMYECKHUE Hapylle-
HUSsI, 00YCJIOBJICHHBIE TIATHUCTON JeMUETMHU3AlE Ceporo Be-
ILIECTBA B TOJIOBHOM U CITMHHOM MO3Te U nepudepruecKux He-
pBax. [lpuunMHa meMUETMHM3AlMU OKOHYATEJIbHO HE sICHA.
Bo3moxxHo, nHrmornpoBaHne MeTHIMaTOHT-KOA-MyTa3sl yrHe-
TaeT METa0OIM3M XKUPHBIX KUCIIOT, COAEPXKAIIMX HEYETHOE Yre-
JIO aTOMOB YIJIEpO/ia, B Pe3yJibTaTe Yero MpOMCXOOUT BHEIPEHUE
aHOMAJTbHBIX XXUPHBIX KUCJIOT B MUEIVH. DT aHOMAJIbHBIE KHC-
JIOTHI OBUIM OOHApYKEHBI TIPX OMOIICHMKM TiepudepruIecKuX He-
PBOB Y OONBHBIX neduimToM KobanmamuHa. [losgBaeHn0 HEBPO-
JIOTMYECKUX PACCTPOMCTB MOXET CIOCOOCTBOBaTh ACOULINT
METMOHWHA 32 CUeT HapyLIEHUS MPOMYKIIMU XOJUHOCOIECpKA-
myx PochommMmnmIoB.

KnuHnyeckas kapTuHa

Boioensitor HacnencTBeHHblE M NPUOOpPETeHHbIE (OPMBI BUTa-
MUH B,-nedunmntHoi aHemMu.

Hacnencreennsie ¢dopmbl BUTamMmuH B,
Je(PULIUTHBIX aHEMUA

Bcerpewarorcs penko. OCHOBHBIE TIPUYMHBI HAC/ICACTBEHHBIX (hOpM
BUTaMMH B, -neuiMtHoi aHemuu TIpe/cTaBieHbl B Tabi. 23.
KianHuyeckn xapakTepHu3ylOTCsl TUIIMYHOW KapTUHOM Merano-
OJIACTHOM aHEeMUM C HaJUYMeM CUMIITOMATUKHU TTOPaXKEHMUSI
KEyAOYHO-KHUIIIEYHOTO TpaKTa M HEPBHON CUCTEMBI.

Tao6auua 23

IpyavBbl BpOXKIEHHBIX (HACJIEICTBEHHbBIX)
¢opm BuTamyH B -nednnmTHO anevmm
[Lanzkowsky P., 2000]

I. Hapyumenue abcopbumu ButamuHa B .
1. Henmocratounas cekpeuuss B®D:
1) BpoxneHHbII nedpuut BD
— KOJIMYECTBEHHBIN
— Ka4YeCTBEHHBIN
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2) 10BEMWIbHAS TCPUMITHO3HAS aHeMUs (ayTOMMMYyHHas)
3) 10BeHWIbHAS TIEPUULIMO3HAST aHeMMsl (aHTUTea TpPOTUB
CIIM3UCTOM 000JIOYKH KeTyaKa) ¢ ayTOMMMYHHO! TOJH-
SHIOKPUHOIMATHEH
4) 1oBeHWIbHAS TEPHULIMO3HAST aHeMus ¢ aeduimToM IgA
2. HemocraTouHoe BcachblBAHWE B TOHKOM KMIIIEYHMKE (CENEKTUB-
Hasg MambabcopOimst BUTaMUHA B,)).
1) aHoManbHBIT BO
2) HapylleHWe TpaHCIIOpTa KobajJaMWMHAa K 3HTEPOLMTaM
(cunmpom WMmepciynn — I'pecoexa)
I1. Hapymienue Tpatcropra ButamuHa B,
1. BpoxneHHslii neduuut TpaHckobamamuHa 11
2. TpaH3utopHblii AeuIUT TpaHckobatamuHa I1
3. TlapuuanbHblil AeULIMT TpaHcKoOagamuHa |
1. Hapymenue merabonusma Butamuna B,
1. Hdeduuur anmeHosmnkoOaniaMHHA: 0ole3HM KoOalaMMHa
AuB
2. Jedwnuur metunmanonmi-KoA-mytasel (mut®, mut~)
3. KoMOMHMpOBaHHBIN Je(PULINT ageHO3MIKOOaTaMIHA W METHII-
KobaaMHHa: Oone3Hn kobdamamuHa C, D u F
4. Iebwuuut MmeTunkoOanaMHHa: Gone3Hu KobamamuHa E u G.

Hapymenue a6copOuum ButammHa B,

XapakTeprcTUKa HacJIeICTBEHHBIX (Gopm BuTamuH B ,-nedu-
LIMTHBIX aHEMMIi, OOYCJIIOBJICHHBIX HapylIeHHWEM a0copOLMU
BUTaMMHa, TIpelcTaBjicHa B TaOa. 24. 3aboyieBaHUS HaCJEOy-
IOTCSI ayTOCOMHO-PELIECCUBHO, YacThl pOACTBEHHBIE Opaku. Yc-
TaHOBJICHO, YTO TeH B® 4YenoBeK JIOKaIM30BaH Ha XpOMOCOME
It; nokyc cungpoma MmepciyHn —I'pecbeka pacrnoyiokeH Ha
xpoMocoMme 10. CumriroMbl 3a00JieBaHUSI OOBIYHO ITOSIBIISIIOT-
csl TIOCTENEeHHO. Y JeTell OTMEYaloT BSUIOCTb WIM pa3Ipaku-
TEJIbHOCTh, OECIIOKOMCTBO; CHWKEHUE alreTuTa BIUIOTh 10 aHO-
PEeKCHUU; 3aMeJICHUE BECOBBIX IPUOAaBOK, OTCTaBaHUE B
Gu3nyeckoM pa3BUTUM. BO3MOXHBI TOITHOTA, PBOTA, AUapes.
IlocreneHHo HapacTaeT OJeAHOCTb KOXHBIX IMOKPOBOB U CJIM-
3UCTBIX, TMOSBISIETCS CYyOMKTEPUYHOCTh. XapaKTepHbl ahTO3HbIN
CTOMATHT, TJIIOCCUT, TeraToCIICHOMeTaIusl. TUMTMYHBIMU SIBJISI-
I0TCSI HEBPOJIOTMYECKME HApYIIEHUsI — TurnopedaeKcusi, MosiB-

148



JIEHUE TIaTOJIOTMYECKUX pediekcoB, atakcus, AeheKThl peuu, Ta-
pecTe3nn, BO3MOXKHO pa3BUTHE KJIOHyca M KOMBI. JlabopaTop-
HO y OOJIbHBIX CHMXXK€Ha KOHIIEHTpalus BUTaMHHa B, B ChI-
BOPOTKE KpPOBM, OTMEYAaeTCs METWJIMAJOHOBas aluaypus.
JleyeHue TPOBOMAT MapeHTEepaJbHBIM BBEACHUEM OOJBIIMX 103
ButamMuHa B, (1000 MKr BHYTPUMBILIEYHO €XEIHEBHO HE Me-
Hee 2 Hep); Iocjie HopMaau3alMu KJIMHUYECKOW U TeMaTojio-
TMYECKOM KapTHMHBI 3a00JeBaHUs IMOJAEePKUBAIOIIAsT TEpaIIus
BUTAMUHOM B TIpoBOOMTCS Ha TNpPOTSXKEHMM BCEH XU3HU
(1000 MKT BHyTpUMBIIIEYHO 1 pa3 B Mmecsl). boibHBIM ¢ Ha-
CJIeICTBEHHBIM eduiintoM BXD moMuMo mapeHTepaJbHOrO BBe-
JNeHus1 BUTaMMHa B,, Ha3HayaloT 3aMeCTUTENbHYIO TEparuio
BHYTPEHHMM (DaKTOPOM YeJIOBEKa.

Hapyumienue tpancnopra ButaMuHa B,

Bpoxnennsnii 1edumur Tpanckodanamuna I1 (TK II)

TK sBisieTcs] OCHOBHBIM TPaHCIOPTHBIM CPEIACTBOM JJISI BU-
TaMMHa B,,, BpOXJEHHAasl €ro HeAOCTaTOYHOCTb HACJELyeTCs
ayTOCOMHO-PELIECCUBHO M COIMPOBOXAAETCS HapylIeHWeM ad-
copOLMKU U TpaHCIopTa BUTaMuHa. KiMHUYeCKue TpOsIBICHUS
3a00JIeBaHMsI OTMEUAIOTCSI B BO3pacTe 3—5 Heo M XapaKTepu-
3YIOTCS TOSIBJIEHUEM BSJIOCTU, CHUXKEHMEM allleTuTa, 3ame[lie-
HMEM BECOBBIX MPUOABOK C pa3BUTUEM TUMOTPOGUHU, MOTYT
ObITb pBOTA, NUapes; HaOMIOAAIOTCS peLUaUBUpYIOlIe UHGEK-
MK, 00YCIOBJIEHHbIE UMMYHHOU HEJOCTATOYHOCTBIO U KJIETOY-
HOTO, U TYMOPAJIbHOIO THUIIOB; MO3AHEE TMOSBISIETCS MOopaxe-
HME HEepBHOM cucTeMbl. B mepudepryeckoit KpoBU OoTMeUaeTcsl
Tporpeccupyloiasl MaHIMUTOIEeHUSI — BbIpaXKeHHask Merajo-
OylacTHasl aHeMusI C HEUTpOIleHuel, TpoMOOIIMTONeHUEe. Ypo-
BeHb KoOajlaMMHa B CHIBOPOTKE KPOBU OOBIYHO HOPMAaJIbHBIM.
OTMeYaroTCsl TOMOLIMCTUHYPHYSI U METWJIMAJIOHOBAsT alluaypusl.
Hnsa muarHoctuku aecdunura TK II vcnonb3yroT MOHOOOMEH-
HYIO XpoMmarorpaduio Uin CbIBOPOTOYHBIN 371eKTpodope3 Ha Mo-
JmakpunamuaHom rene ¢ MedenneiM "Co B),. Tak xak TK 11
CHHTE3UpYyeTCss aMHUOIIMTAMU, BO3MOXHa IpeHaTajlbHasl auar-
Hoctuka nepunuta TK I1.
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Tabauuya 24

Hacnencreennbie ButamMuH B, -meduintHeie aHeMud, OOYCIOBJIEHHBIE HapylleHHEM abcopOrun
ButamuHa [Lanzkowsky P., 2000]

IIpusHaku Dopma 3a001eBaHUS
Hacnencrsennbiii ne- | IOBenwibnas nep- | FOenwibhast nepunnmos- | Cunapom Mmepciayn-
(uIUT BHYTPEHHETO HULMO3HAS] AaHEMMSI | HASI AHEMHUSI C AYTOMM- I'pecOexa (3cceHMATBHAS
chakTopa (BpoxKIeH- (ayrouMMyHHast) MYHHOI HOJIM3HIOKPUHO- | SNIUTEMOHATHHM C CHHIPOMOM
Hasl MEPHUIIMO3HAS ra i Heil WM CeJIeKTHB- MErajio0JaCTHO aHEMHH)
aHeMus) HbM Aeduimrom IgA
[prurHa BpoxneHHoe orcyreT- Hamiuue aHturen, Hamuue anturen, 6;10ku- Hapy1ieHye TpaHciopTa KOMIT-
pa3BUTHS Bue cuHTe3a B mm OJIOKMPYIOLIMX Ce- | pyIOIKMX cexpelio BD sniekca BO-B|, k sHTepormram
BPOXIEHHBIE IedeKThl B | Kpermio BD cmzuc- | cimsucToii xenynka BCJICICTBYE OTCYTCTBUSI peLIeTI-
Moriekysie BO TOW XKeJTylKa TopoB 1st KomIutekca BD-B,
Cpoku [Tepsble 2 rona xu3Hu, |9 mec - 5 et (cpoxu 10 1eT 1 cTapiie [lepBble 2 rona xXM3HU, THOLIA
TTOSTBIICHS MHOI/IA Y TMOAPOCTKOB U | UCTOLLIEHMSI 3a11aCOB TMo3IHee
CHAMIITOMOB B3POCIIBbIX utamuHa B |2, mpro6-
PETEHHBIX II0IOM
BHYTPUYTPOOHO)
lucronorust ciu- | CsKctas He U3Me- Atpodust CTU3UCTON | ATpodust CITM3HCTOl Ci3ucTast He U3MEHEeHa
3UCTOI 0OOJIOYKU | HEHA
KemyaKa
IIpodoaxncenuemabn. 24
IIpu3HaKu ®Dopma 3a001€BaHUS
Hacneacreennsbiii ne- | IOBenwibnast nep- | FOBenmwishast nepuuimos- | Cunapom Mmepcirynna-
¢yt BHYTpEeHHEro HUIMO3HAS AHEMUsI | HASI aHeMMsl C AyTOUM- I'pecOexa (3cceHnmMaIbHAS
cakTopa (BpoxKeH- (ayrouMMyHHast) MYHHO# NOJMAHIOKPHHO- | SHUTEIHONATHS C CHHAPOMOM
Hasl MEPHUIIMO3HAS naTveil Wi ceJleKTHB- Merajio0JIACTHON aHEMMH)
aHeMus” HbIM JeunmTom IgA
AxtusHocTs BD B | OTcyrcTByeTr Wi ume- | OTCyTCTBYET OtcyTcTBYET HopmanbHas
JKeJTyIOYHOM COKE | €TCsl aHOMaTbHBI BD
(«S-binder»)
KucnorHocts xe- | HopmanbHast Axytopruapust Axyiopruapys HopmanbHas

JIyIOYHOI'0O COoKa




Okonuanue maoban. 24

IIpuznaku

CraHaapTHbBII

HacaencTBeHHslii ge-
¢GbUuIUT BHYTPEHHEro
¢dakTopa (BpoKIEH-
HAsl MEePHULMO3HAS
aHeMus)

CHuxeHHe abcopouuu
cBOOOJHOrO Kobasa-
MHUHa

Dop
IOBeHuIbHAS MeEp-
HULOMO3HASI aHEMMs
(ayToummMmMyHHas)

Tect HlmmoT
CHuxeHne abcop6-
LMY CBOOOIHOIO KO-
OajlaMrHa

Ma 3a00J1eBaHMuS

IOBeHUIbHAS TIEPHUIMO3-

Hasi AaHEMHUS C AYTOUM-
MYHHOI MOJHMIHIOKPHHO-
naTuei WiN CeJIeKTHB-
HbIM Aepunurom IgA

Hra

CHuxeHre abcopOmu
CBOOOJHOro KoOasaMMHa

Cunapom MNmepcaynaa-
I'pecOeka (3cceHIMATbHAS
3MUTEJMONATHS C CHHAPOMOM
Merajo0JIacCTHOM aHEeMHUH)

CHuxeHue abcopOILMK CBO-
0oHOrO KobajlaMMHa

MopuduumpoBaH-
HbIH (c noGaBie-
Husimu BD)

HopmainbHast abcop6-
st Komriekca B®D —
B,2

HopmainbHas a6-
copOLMs KOMIUIEKca
BO—B,2

HopmanbHast abcopOumst
Komruiekca BO—-B],

CHuxeHue abcopouuu
komuiekca BO—B,,

Knnanueckue
MPU3HAKU

OTcraBaHUE B YMCT-
BEHHOM Pa3BUTHU
Muenonarus

Penxo passutue
CKB. Heduuut IgA.
MoHunuas.
DHIOKpUHOMNATHS Y
CHUOJIMHIOB.

FunoTtupeo3(xpoHunye-
CKUI ayTOMMMYHHBIN TH-
peouaut XammMoTo).
WHcynnH—3aBUCUMBII
caxapHbIi auaberT.
HenocraTtouHocTh
SIMYHUKOB.

Muacrtenus rpaBuc.
I'mnomnaparupeos.
Bbone3nb AmnnycoHa.
MoHunuas.
irnoramMmmariooyIMHeMIH.
CesleKTUBHBII 1eUIUT

IgA.

CeneKTUBHBIN 1edULIUT BCachl-
BaHUsl KoOajlaMUHa, OTCYTCT-
BH€ NPU3HAKOB TeHEePaIN30-
BaHHOI1 MajibabcopOLMH.
JlobpokayecTBEHHAs] TPOTEUH-
ypUsl TIO TYOYJISIDHOMY THUITY
(He KynupyeTcsi CUCTeMHBIM
HazHayeHueM BUTaMKHa B, ,).
[Mepcuctupyromas
aMUHOALULYPUS.
BoNBIIMHCTBO U3 U3BECTHBIX
60sbHBIX onMcaHo B Hopseruwu,
@unnsannuu, CaynoBcKoii
ApaBuu U y eBpeeB-cedapaoB.




Jleyenne: 1000 Mkr BuTamuHa B, BHyTpUMBbIIIEYHO 2 pasa B
Henemo. Ilocie HopManM3aMy KIMHAYECKOM Y TeMaTOIOTuIec-
KOl KapTWHBI 3a00J1€BaHMUSI TIPOBOAUTCS TOIIECPXKUBAIOIIAST Te-
panust — no 250-1000 Mxr BUTamuHa B,, exemecsyHO B Teye-
HUU BCEW XKU3HU.

IMapmmansheiii nedpymur Tpanckoo6anamuna I (TK 1)

Onucan mapuuanbHbiii neunnt TK I (Takke n3BecTeH Kak
«R-binder» wm ranrokoppuH). KoHieHTpauust ButamuHa B,
B CBIBOPOTKE KPOBU y TaKMX OOJIbHBIX OYeHb HM3Kasl, HO KJIU-
HUKO-TEMATOJIOTMIECKUX TIPU3HAKOB neduimura ButamnHa B,
HET, TTOCKOJIbKY Yy OOJIBHBIX OTMEYaeTCs] HOpPMaJIbHbII YPOBEHb
TK H. Konuenrpauusg TK I cocrasnsier 25—54 % OT HOPMBI.
KianHuuecku 3aboneBaHue MPOSIBISIETCS MMeJIONATUEl, KOTO-
pYIO HEJb3sl OOBSCHUTbH APYTMMU NPUYMHAMM.

Hapymenus merabonusma ButamuHa B,

KoGanamun sBisiercss KopaKTOpOM ABYX BHYTPUKIJIETOYHBIX
GepMEeHTOB — MeTHIMaTOHIT- KOA-MyTa3sl ¥ TOMOIIMCTENH-Me-
THOHUHMETUIATpaHCepa3bl (METUOHUHCUHTETA3HI).

Metunmanonmn-KoA-mMyraza — (epMeHT MHUTOXOHIPHIA,
OCYILECTBJISIET AUCCUMUJISLNIO METMOHWHA M JIPYTMX aMu-
HOKHUCJIOT — BaJIMHA, M30JICHIIMHA, TPEOHMHA Ha CTaauu M30-
Mmepm3anum MeTuaManoHuin-KoA B cykmmHuia-KoA. Tlpum
HEJIOCTATOYHOCTH BUTAMMHA B, CHMXXA€TCA aKTUBHOCTb METHII-
MaJloHWI- KOA-MyTasbl, YTO MPUBOAUT K HAPYILIEHUIO MPOITUO-
HAaTHOTO MyTM OOMeHa aMMHOKMCIOT. [IpoMeXyTOouHBIi MeTa-
00MUT — METUIMAJIOHAT — BKCKPETUPYETCS M3 OpraHu3Ma, He
MpeBpainasich B CyKuMHWI-KoA U, ciemoBaTebHO, He IMOCTY-
mas B nuki KpebGca, ¢ KOTOpbIM CBsI3aH OOMEH aMUHOKMCIIOT,
VIJIEBOJIOB, JIUTIUIOB.

MeTHOHMHCUHTETa3a KaTaJlu3upyeT NepeMellieHue MEeTUIb-
HbIX Tpymmn oT N-metunTerparuapodosara K TOMOLUCTEUHY
¢ 0Opa3oBaHMEM METHOHMHA; OMHOBPEMEHHO 00eCIieunBaeT To/-
JIepXXaHWe B aKTMBHOM COCTOSIHUMM (DOJIATHOM CUCTEMBI, OCY-
IIECTBIISIONIE TEPeHOC OMHOYIJEPOAUCTHIX COCIUHEHUI B
0OMeHe TUCTUIWHA, GMOCHHTe3¢ IMyPUHOB, TUMUIMHA U, COOTBET-
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CTBEHHO, B CHHTE3€¢ HYKJIEMHOBBIX KMcaoT. Ilpm HemocrtaTke
BUTaMKWHA B, pecHHTEe3 METUOHMHA IJAHHOM CHCTEMO¥ TIpeKpa-
maercd, a poneBast KNCIIOTa HAKAIIMBAETCST B BUIIE HEMCITONb-
3yeMOro B JIPYIMX peakiusax MeTwiarerparuapodosara. JlaH-
HBIT (pepMEeHT COIEp:KUTCI B aKTUBHO TPONM(PEPUPYIONINX
KJIeTKaX KOCTHOTO MO3Ta M SITUTEIS.

YMeHblIeHne aKTUBHOCTHM MeTUJIManoHuI-KoA-myTasbl co-
TIPOBOKIAETCS TIOBBIIIEHHON 9KCKpELNeil METHIIMAJIOHOBOI KIC-
JT0TBl. CHIDKEeHME aKTMBHOCTA METMOHWHCWHTETA3hI TTPUBOAUT K
MNIIEPTOMOLIMCTENHEMMM ¥ TOMOLIMCTEMHYPpUX. MeTuIMaIoHO-
Basg alAypysT XapaKTepU3yeTcs TSLKEJTBIM METa0OMIECKIM alln-
JI030M C HaKOIUTEHMEM OOJIBIIIOrO KOJMYECTBA KHUCIIOT B KPOBH,
moue, jaukBope. Yacrora coctasister 1:61 000 [Lanzkowsky P.,
2000].

Bce wHapymiermnst Merabonm3ma KoOajlaMWHA HaCIIeIyIOTCS
ayTOCOMHO-PEIIECCUBHO; Pa3IMJaroTCs 10 KIMHUYECKUM TIpO-
SIBICHVSIM; BO3MOXKHA MX TTpeHaTaIbHas nruarHoctrka. dedekTrr
kobamamuHOB A, B, C, E n F y mimona onpenesnsior, NCoIb3ys
KyJIBTYpy (UOpPOOIACTOB, WM OMOXMMWYECKA B aMHHOTHYEC-
KOM XMUIKOCTH WJIM Mode MaTepu. B HeKOTOpBIX ciaydasgx ObI-
BaeT yCITEIIHBIM Ha3HaueHMe KoOajlaMiHa in utero.

JedbumT ageHO3UIKO0AJIAMUHA: 00JIe3HH KOOAIaMHHA
A n B.

B xirerkax OOJBLHBIX HE CHMHTE3MPYETCS aleHO3MIKOOaTaMuH,
YTO OOYCJIOBIMBACT Pa3BUTHE METWIMAJIOHOBOH aluaypuu Oe3
TOMOLIMCTUHYpUY. B mepBble HemelW WIM MeCSIbl XKU3HU Y
OOJTEHBIX Pa3BUBACTCS TSKEITBIA META0OMIECKII allnumo3, TIpH-
BOISAIIMIA K 3alepXKe pa3sBUTHUS pedeHKa. OTMeyaroTcs THUTIOo-
DIMKeMUst, TMnepriviuHemus. KoHuenrpaius sutamuna B, B
CBIBOPOTKE KPOBM HOpMAaJibHAasl, MeTrayjobjlacTHAas aHEMUST OT-
CYTCTBYET.

JleueHue: rUapoKCUKOOaNaMWH WM LIMaHOKOOaJaMUH IO
1 000-2 000 MKT BHYTPMMEIIIIEYHO 2 pa3a B HEAENIO B TeUeHUE
BCEH XXMN3HMU.

Hepmmr MeTmumMaioHWI- KoA-MyTaszbl
Breigensior 2 Tuma mepwunnTa dhepMeHTa:
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mut" — aKTUBHOCTH (pepMeHTa He OIpelesicHa;

mutr — pe3uayajibHass aKTUBHOCTh (hepMeHTa, KOTopasi
MOXET OBITh CTUMYJIMPOBaHA BBICOKMMU J103aMU Kobasa-
MUHa.

BosHukaeT MeTUIMaIOHOBas alluaypusi, 00yCIOBIMBaIOIIAs
TMOSIBJICHUE TSDKEJIOTO METaboIMUecKoro anumosa. KimHnaecku
OTMEYAlOTCS TTOBTOPHBIE PBOTHI, TIPUBOISIINE K 9KCUKO3Y, MbI-
LLIeYHAasT TUTIOTOHUS, araTusl, OTCTaBaHUE B pa3BUTUU. YPOBEHb
KETOHOB, IJIMLIMHA, aMMOHMS B KPOBU M MOYE MOBBIIIEH. Y MHO-
TUX OOJIbHBIX OTMEUACTCS TMIIOTJIMKEMMUS, JIEUKOTICHUSI, TPOMOO-
uurorneHus. JleyeHue: B IMeTe OrpaHUYMBAIOT KOJIUYECTBO Oell-
Ka (UCKIIOUUTh TIOCTYIUIECHME AaMMHOKUCIOT — BaJIMHA,
MU30JIcHIMHA, METUOHMHA U TpeOHMHA). KapHUTUH Ha3HA4aloT
TeM OOJIbHBIM, Y KOTOPBIX BBISIBIIIOT €ro aeuiut. s yMeHb-
LLIEHWS! BEIpAOOTKM TIPOITMOHATA B KUIIIEYHNKE aHA3POOHBIMU GaK-
TepUsIMU Ha3HAYAIOT JIMHKOMULIMH U MeTpOHMIa30j1. HecMotpst
Ha Tepariuio, y OOJIBHBIX BO3MOXHO pa3BUTHE OCIIOXKHEHUIM: WH-
dapkToB 0a3aabHBIX FAaHTJIKEB, TYOYJTOMHTEPCTULIMATBLHOTO He-
¢puTa, ocTporo MaHKpeaTuTa, KaparOMHUOIIATUN.

KoMOunupoBaHnblii JeymT aaeHO3WIKO0AIAMAHA U METII-
KoOaamuna: 0ojie3Hu koodajamuia C, D u F

VY OoNBHBIX HE CHUHTE3MpPYeTCSd KaK METWJIKOOajaMuH (4TO
MPUBOAUT K TOMOLMCTUHYPUU W TUIIOMETUOHMHEMHUM), TaK U
aJieHO3UJIKOOAIaMUH (YTO TIPUBOIUT K METHIMAIIOHOBOM allu-
IYPUK), 4YTO OOYCIOBIMBAECT ACUUUT aKTMBHOCTH METHJIMa-
noHun-KoA-MyTa3el M1 METMOHMHCUHTETa3bl. 3abojieBaHUE
HauMHaeTCs B TEepBble TOObI XM3HU. KIMHMUYECKU UMEIOTCS
Merayiod1acTHas aHeMMsI, OTCTaBaHUEe B (DM3MUYECKOM Pa3BUTUM,
3a7epKKa YMCTBEHHOIO Pa3BUTHS, arlaTHsi, BO3MOXHBI CYIOPOTH,
nenvupuii. OTMevaroTcsl ruapoledanusi, JerouHoe cepale, Ie-
YeHOYHAs1 HeIOCTATOUHOCTh, ITMTMEHTHAsI peTHHONaTus. boJb-
Hble C pPaHHMM HayajoM 3a0oJieBaHUSI MOTYT TOTUOHYTH B
MepBble MeCSILbl KU3HU, TPU TO3IHEM Havayie 3a0oJieBaHUS
MPOrHO3 OoJsiee GIAronpusTHBIA. JledeHue: OOJbIINE O3Bl
suramuHa B, (1 000-2 000 MKr) BHYTpUMBIIIEYHO 2 pasa B
HEZEJI0 TIOCTOSTHHO.
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JlednmmT cuHTe3a MeTWIKOOAJaMMHA: 0O0JIE3HM KOoOaJaMHMHA
EnG

Hapyiienue cuHTe3a MeTUIKoOaTaMMHA TPUBOAUT K CHIKE-
HUIO aKTUBHOCTM METMOHMHCUHTETAa3bl, YTO OOYCIIOBIMBAET pa3-
BUTHE TOMOLIMCTUHYPUU U TUTIOMETHOHMHEMUM OOBIYHO 0€3 Me-
TWIMQJIOHOBOI allMIypuu, XOTs Ipu Ooje3Hu kobamamuHa E
MOXeT HaOJIoNaThCsl TpaH3UTOPHAas METWIMAaJIOHOBas allumy-
pus. 3abojeBaHWe HayMHAETCSl B TEpPBbIE JBa roja >KWU3HMU,
WHOTIa y B3pocibiX. KIIMHWYECKHM OTMedyaeTcsl MerajooJiacT-
Hasl aHEMUsI, OTCTaBaHUE B Pa3BUTHMM, HEBPOJOTMYECKHUE Ha-
pYyILLIeHUsI, HUCTarM, TUIIOTOHUSI WU TUIIEPTOHMSI, WHCYJIBT,
cienota, atakcus. Jleuenue: rugpokcukodamamuH 1mo 1 000-
2 000 MkT mapeHTepasibHO 1-2 pasa B Hemenao. Bo3MokHa
TpeHaTajbHas IUarHOCTUKa 0ojie3HU KobasiamuHa E, mpu momn-
TBepXIACHUM AMarHo3a maTepd CO BTOPOro TpumecTpa Oepe-
MEHHOCTM Ha3HayaloT BUTAMMH B, mapeHTepasbHO 2 pasa B
HEJEeNo.

[TprobpeTeHHBIE (POPMBI BUTAMUH
B ,-neduunTtHON aHeMUU

BcerpevaroTcst 3HaUMTENBHO Yallle, YeM HacJIeACTBEHHbIE.
[MpurywHbl MPHOOPETEHHBIX BUTAMUH B -ne@uuuTHBIX aHe-
MUIA:
I. HeanexBaTHoe mocTyrjieHUe BUTaMuHA B .
1. deduumr ButamuHa B,, y marepu (BererapuaHcTBO,
MEPHULIMO3HAS aHEMUSI, CITPY), IPUBOIAIINHI K Ae(ULIUTY
BUTaMMHa B, B rpygHOM MoJoKe — Merajao0siact-
Hasl aHeMMs Yy JIeTeil Ha TpyIHOM BCKapMJIMBaHUU pa3-
BUBaeTcsI B 7-24 Mec (uHorma B Oojiee paHHEM BoO3pac-
TE).
2. AJIMMEHTapHasi HEI0CTaTOYHOCTh BUTamMuHa B, (co-
JnepxaHue B nuete < 2 MT/CyT).
1) crporoe BererapumaHCTBO (ITOJIHOE OTCYTCTBUE B
JMeTe MOJIOKA, STUI, MSICHBIX TTIPOIYKTOB);
2)rojionaHue;
3) ObICTpOE MUTaHMUE;
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4) y geTeil paHHEro BO3pacTa IPU BCKapMJIMBAHUHU
KO3bMM MOJIOKOM WJIM pa3BeJICHHBIM CyXUM KOpO-
BbUM MOJIOKOM.
II. Hapymrenne abcopOuun ButamuHa B

1. HemocTaToyHOCTh CeKpelIMM BHYTPEHHETO (paKTopa:
1) mepHMIIMO3HAsT aHEMUSI (aHTUTENA TIPOTUB CIIU3KC-
TOI OOOJIOUKHU KETYAKa);
2) 3aboJieBaHUS CIM3KUCTON XKeTynKa;
3) 3po3UBHBIC MOPAXKCHUSI;
4) yacTMYHasl WIA TOTaJIbHAsI TaCTPIKTOMMUSI.

2. HenocratouHoe BcachlBaHUE B TOHKOW KUIIIKE:

1) cnenmbunieckas ManbadbcopOLMs BuTaMuHa B, —
yrotpeoeHue xeaatoB (bpurtatsl, DTA), cBA3BI-
BalOIINX KaJbIMiA, YTO MPUBOAUT K HAPYIICHUSIM
BCaChbIBaHUsl BUTaMKHa B,,;

2) 3a0oJieBaHMs KUILIEYHMKA, ITPOTEKAIOIINE C TeHepa-
JIN30BaHHBIM HapyIIeHWEM BCAChIBaHUSI, BKITIOYAs
MaibabcopOLMIo BUTaMUHA B ,;

3) 3aboneBaHUSI TEPMUHAJIBHOTO OTIEIA TIOAB3IOIII-
HOI KUILKU (pe3eKlus, IIYHTUpOBaHUe, 00JIe3Hb
Kpona, Tyoepkyine3, mumdoma);

4) HEemOCTAaTOYHOCTDH MOIKEIYIOYHOU KeJIe3bl,;

5) cunapoM 30JUITMHTepa—DIUIMCOHA;

6) Lenuakus;

7) cnpy;

8) KuIlIeyHast CKJIEpOAECPMUSI.

3. KoHkypeHTHas1 60ps0a 3a BUTaMuH B,

1) cUHOPOM «CJIeToi KUILKW» — aHaTOMUYeCKHe U3-
MEHEHVST TOHKOM KUIIIKK (IUBEPTUKYJIbI, aHACTOMO3bI
1 (UCTYNBI, CJETble TIETIM U KapMaHbl, CTPUKTY-
pBl) TIPUBOIST K HApYIIEHWIO BCACHIBAHUSI BUTA-
MUHa B,, BCiencTBUE M3MeHeHMsl GakTepralbHOM
KUIIIEYHO! (p1opHI;

2) unBazus mMpokuM JieHtelioM (Diphyllobothrium
latum) — TreJIbMUHT KOHKYPUPYET C XO3SIMHOM
¥3-32 BUTAMKHA B, mocieHmii MOXeT conepxarb-
csl B Tejie TeJIbMUHTA B KOJWYECTBaX, HEOOXOMM-
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MBIX JJISl JOCTWXXEHUS TepareBTUYECKOU pemuc-
CUMU.
II1. ITprobpeTeHHbIE HAPYLIEHKA META0OIM3Ma BUTaMKHA B .

1. TloBbllleHHas yTUIM3aLUMKM BUTaMUHa B
1) 3ab0s1eBaHUS MEUEHMU;
2) 3710KauyecTBeHHbIE HOBOOOPA30BaHMUSI,
3) TUInoTUpeos;
4) GenkoBasi HeJOCTaTOYHOCTh (KBaOpKOp, Mapasm).

2. Tlpuem nexkapcTB, HapylIalOIIMX aOCOPOLMIO /WU
yruimsauuio ButamuHa B, (ITACK, HeomuivH, KoJxu-
LIMH, 3TAHOJI, METOPMUH, LIMMETUINH, OpabHbIe KOHTpA-
uenTuBbl (?), 3aKUCh a30Ta.

CumrToMbl 00J1€3HU HOSIBIISIIOTCS TTocTeneHHO. [lepBoHavaib-
HO OTMEYalOT yXyAIIEHHUE allleTuTa, OTBpallleHue K MsICY, BO3-
MOXHBI AUCTIETICUYecKue siBiaeHUs. Hanbosee BbIpakeH aHe-
MUYECKUN CUHIPOM — OJIeAHOCTD, JieTKasi UKTEPUYHOCTh KOXH
C JIMIMOHHO-XEIThIM OTTEHKOM, CYOMKTEpPMYHOCTh CKJIEp, Cla-
00CTh, HEIOMOI'aHUE, OBICTpast YTOMJISIEMOCTD, TOJIOBOKPYKEHMUE,
TaxuKapaus, OJbIIIKA AaXe MpU HEOOJbINoNW (pusnyeckoil Ha-
rpy3Ke. XapaKTepHbl MU3MEHEHUS CO CTOPOHbBI XKETyAO0YHO-KU-
IIEYHOTO TpaKTa — IJIOCCUT (TIOSIBJIEHHWE Ha sI3bIKE SIPKO-Kpac-
HBIX YYaCTKOB BOCIAJICHUsI, YyBCTBUTEJIBHBIX K IIPUEMY ITHILU,
0COOEHHO KMCJIO), COMPOBOXKIAIOIINICS OOJISIMU U ACKEHUEM,
BO3MOXHO mosiBieHue adpt Ha s3bike. [lo Mepe cTuxaHusl Boc-
MaJIUTEIbHBIX SIBJICHUM COCOUYKU SI3bIKa aTpOGUPYIOTCS, SI3BIK
CTAHOBUTCS OJIECTSIIIVM U DIagKUM — <«JIaKUPOBAHHBINA SI3BIK».
Co CTOpOHBI HEPBHOM CUCTEMbI U3MEHEHVSI MUHUMAJIBHBI, Y Je-
Tell He HaOmonaeTcs GyHUKyasspHOro muenos3a. Haubonee ya-
CTO OTMEYAIOTCSl MapecTe3urd — OUIYIIEHUE TOJ3aHUs Mypa-
1IeK, OHeMeHWe KOHEYHOCTel 1 npoure. Bo3MoxkHa ymepeHHas
renaTtocruieHoMmeraaus. MHorma mpu ycuUIeHWM TeMoju3a OT-
MevaeTcs: cyodeopunnteT. Bo3aMoxXHBI (YHKIIMOHAJBHBIC W3-
MeHeHust co ctopoHbl KKT, cepniia. Hepenko y 6oibHbBIX OT-
MEYaloT pPEe3KOe CHUXEHUE XKeaymo4yHoul cekpeuuu. M3-3a
JUIUTEJIBHOI TUIIOKCUM BO3MOXKHO pa3BuTHE (PYHKIMOHATLHOM
HEIOCTaTOYHOCTU MHUoOKapaa (TTPOMCXOAUT HapylleHUe IuTa-
HMSI CepACYHOI MBIIIILIbI, €€ XKUpoBask MH(PUIbTPALIUS).
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donuesopgepuunTHbIE aHEMUN

MeTta6onuam ¢onmeBoit KNCNOTbI

®onreBasi KUCIOTa BaXHA JUISI HOPMaJbHOTO TIpoliecca Kpo-
BeTBopeHusi. [lpu ee meduiute HapylaeTcsi 3pUTpo-, TpaHy-
JIO- ¥ TPOMOOLIUTOII033.

B opranusm pedeHka ¢ojireBas KUCJIOTa IMOCTYIAeT ¢ IMU-
meit. PosaraMu HauboJjiee OGorata roBsiXXbsl U KypuHasl TieueHb,
cajar, IMNUHAT, TOMAThl, criapxa, MsICO, IPOXKKU; B XKEHCKOM 1
KOpOBbeM MoJIOKe (oyiaToB B O pa3 OoJibllie, YeM B KO3bEM.
CyTtouHasi ToTpeOHOCTh B (hosiMeBOl Kuciaore coctasisieT 20-
50 Mkr, yro 3kBuBajeHTHO 100-200 MKT nmuieBbIX (OJATOB.
BcacbiBanue hoJjlaToOB TMPOUCXOAWUT B JABEHAALIATUIIEPCTHOM
KUIIKE U B MPOKCUMAJbHBIX OTIEIax Tollel KUK, B KieTke
donaT moa aercTBUeM AUTUAPodOIATPEAYKTa3bl BOCCTaHAB-
JIMBaeTCcsl B S-MeTwiITeTparuapogoiar, KOTOphlid B Iia3Me Kpo-
BU CBSI3bIBACTCSI C PA3JWYHBIMU OejKaMu (a,-MaKpomioOysau-
HOM, aIbOYMUHOM, TpaHC(HEPPUHOM, CITELIM(PUUESCKIM OSJIKOM —
MEePEHOCYUKOM (hOJIATOB); S-MeTUATeTparuapodoaaT oTaaeT Me-
TWIOBYIO TpyMIly KoOaJlaMUHY B IIpoliecce 0Opa30BaHUSI METH-
oHrHa u3 nuctenHa. CoeauHeHUsT (OTUEBON KUCIOTHI TaKXKe
urpatoT OojblIyio poab B cuHTese AHK, saBassick moHopamu
OITHOTO aToMa Yrjiepona IMpu MpeBpallleHUu 1e30KCUyprauHaA B
Ne30KCUTUMUAMH. TerparuapodoaT MoaBepraeTcsl MOJIUTITY-
TaMUHUPOBAHUIO; TI0 BUAMMOMY, 3TOT MEXaHU3M OOeCrieuynBaeT
coxpaHeHue (osieBoil KUCIOThI B KJIeTKe. bobliias yacts ¢o-
JIaATOB TPAHCIIOPTUPYETCS B TIeUeHb, INie OTKJIAIbIBACTCS B BUJIE
MOJIUTIyTaMaToOB, JUOO aKTUBUPYETCS B OAMH M3 aKTHBHBIX
KodakTopoB. DojaThl TaKXKe TPAHCIIOPTUPYIOTCS] B KOCTHOMO3-
roBble KJIETKM, TTOCKOJIbKY HEOOXOMWMBI IJIsl MX Tpoaude-
panuu. HakomneHue (oyiaToB B KiIeTKe SIBASETCS BUTAMUH
B,,-3aBucumbIM npoueccom. Jdedpuuut kodasamMuHa MPUBOAUT
K Onokane merabonm3Ma osiaTa Ha 3Tane oOpa3oBaHUsS Me-
TuATeTparuapodoiata, B pesyabTaTe 4ero ¢oJjaT pacxomyeTcs
Ha CUHTE3 Ne30KCUYPUANHA; MPU 3TOM TOJUTITyTaMUHUPOBa-
HME TpoTekaeT MeHee 3(h(HEKTUBHO, YTO BBI3BIBAET YTEUKY
¢oareBoii KUCIOTHI U3 KaeTKU. Hebosbllioe KoanyecTBo ¢oJjia-
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TOB — 0Ko0j0 10 Hr B AeHb — 3KCKpeTupyercsi ¢ Mouoit. O0-
1ee comepxxaHue (oyiaToB B OopraHu3Me cocTabisieT 5-10 wr,
IIOJIOBUHA HAaXOOUTCS B IECYEHMH.

MaToreHes

HenocrarouHocTh (osMeBOi KUCIOThI Y peOeHKAa MOXET BO3-
HUKHYTb CPaBHUTEJIbHO JIETKO, TaK KaK CYTOYHOe IOTpebie-
HUe ($OJIATOB BEJIMKO, a IOCTYIICHUE pe30pOupyeMbIX ¢oJjia-
TOB C TMILEH orpaHudeHo. PesepBbl (osaToB B opraHusMme
Masibl. MeranobacTHasi aHEMUSI pa3BUBaAeTCS IIpU AehULUTE
donueBoit kucioTel yepe3 16-133 nua. Ilpu auere 6e3 dou-
€BOIl KMCJIOTBl MPOUCXOAMUT OBICTPOE M 3HAYMTESbHOE CHUXKE-
HUE KOHIIEHTpauuu (GOJIMEeBOM KUCIOTHI B CHIBOPOTKE KPOBM.
OnHako KOHIIEHTpalMsl B 3PUTPOLMTAX B AAHHBIA MOMEHT
MOXET OBbIThb ellle HOPMAaJbHON M CHUXATbCS JIMILb TO3IHEE,
MO3TOMY JUISl BBISIBJIEHMSI YACTMYHOTO AedUIIUTa HEO0OXOIUMO
ONpEesITh €€ KOHLUEHTPALMIO B 3PUTPOLIUTAX.

Henocratok (osaToB NPUBOAUT K YMEHBIIEHUIO 00Opa3o-
BaHus 5,10-meTwieHTeTparnapodoanueBoil KUCIOThI, HEO00XO-
JUMOM JIJISI CMHTe3a IIYPUHOBBIX MPEAIIECTBEHHUKOB HYK-
JIEMHOBBIX KWCJOT, B pe3yJbTaTe 4Yero HapyllaeTcs CUHTE3
JHK.

[Tpruunbl nepunura ¢GoaaToB

I. HeanmexkBaTHoe mocTyruieHUE (HOIMEBON KUCIOTHI (au-
MEHTapHbI geduuT (GoaaTos).

1. BckapmiiiBaHue KO3bUM MOJIOKOM.

2. JledexThl TepMUYECKONM 00padOTKM MUILM (TIPOIOJI-
JKUTeJIbHasl BapKa yMEHbILAaeT cofepkaHue ¢osa-
T0oB Ha 40 %).

3. BererapuaHCTBO C MCKJIIOUEHUEM U3 MUIIEBOTO pa-
LIMOHA Msica, TICYCHM, STULL.

4. HeobxomuMocTh crieudUyueckoi ueTsl pu (heHWI-
KETOHYpUHU, OOJIE3HM KJIEHOBOIO CHpoIla 0e3 Kop-
pexumu GoJueBOi KUCTOTHI.

I1. Hapyurenue BcachiBaHUsI (hOJMEBOUM KUCIOTHI.
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1. BpoxxnenHass MaimbadbcopOLmst (poaaToB.
2. IlpuoGpereHHas MaababcopOLMs (HOJIaTOB:

* WAMOIATHYECKasl cTeaTopes;

* crpy;

* IeIMaKus;

oose3nb KpoHa;

* 0oJIe3Hb YUIIIIA;

* JIMBEPTUKYJIbI TOHKON KUIIKMU;

* pe3eKLMs TOIICH KUIIKU,

* TIpYEM JIEKApCTBEHHBIX IIperaparoB, Hapyllao-
X adbcopOImo (hoMMeBON KUCIOTH (I1(eHH,
0apOUTypaThl, OpalbHbIe KOHTPALICTITUBBI, LNK-
JIOCeprH, MeT(OPMIUH, 5TAHOJI, AMUHOKHUCIIOTBI —
[JIMIUH, MCTUOHVH).

III. TloBeIieHHasT TOTPEOHOCTL B (DOJIMEBOI KUCIIOTE.

1.
. IlyGepTaTHblii TIepyoL.
. bepeMeHHOCTh 1 JTaKTaLUS.

9.

00 NN L AW

HenoHomieHHble 1 1eT IIEPBOTO roga >XMU3HU.

I'emonmuTrueckrie aHeMUN.

. JAM33pUTPOITO3TUUECKIE aHEMUMU.

. Dputpoieitkos.

. MuenoaucrniacTU4eCKuii CUHIPOM.

. BricTpo mporpeccupylolme 3J10KauyecTBEHHBIE OITy-

XOJIN.
Cericrc, nHQEKIIMOHHBIE 3a00JIEBaHNS.

10. PacmpoctpaHeHHbIe 3a00JIeBaHMST KOXU (T€pIeT-

GOpPMHBIN IepMaTUT, SKCPOIIMATUBHEINA AEPMATHUT).

11. TupeoTOKCUKO3.

12. Luppos.
13. Tlocne TpaHCIIIAaHTaIIMKM KOCTHOTO MO3Ta.

IV. Hapymenus merabommsma (hOIMEBO KMCIOTHI.

1.

6 3IK Ne941

BpoxnenHsie:

* JeUIMT aKTUBHOCTH OUTUAPODOIMEBON pEIyK-

- Tasbl;

* Ie(pUIUT aKTUBHOCTA (DOPMUMHUHOTpPAHC(HEPa3HI;

* JIeULIMT aKTUBHOCTU METUITEeTparuapodome-
BOM pEeIyKTas3bl;



* TEpPBUYHBIN Ae(ULIMT aKTUBHOCTA METUJITETpa-
rugpodonaTTpaHchepassl;
* (pyHKUMOHANTBHBIN AeUITUT aKTUBHOCTU METHJI-
TeTparuapodgoarTpaHcdepasbl;
* NeGULUNT aKTUBHOCTU METHJITETparuapodoime-
BOW LIMKJIOTUIPOJIA3hl;
* e(ULIMT aKTUBHOCTY (DEPMEHTOB, YYaCTBYIOIIIUX
B MeTa0O0JIM3Me OPOTOBOIM KMCJIOTHI;
2. TlpuoOpeTreHHblE — HapyllleHUe YTIn3auuu Qoa-
TOB:
* MpUEM JIEKapCTB — aHTaroHUCTOB (poJIaTOB (TIEH-
TaMMIVH, TPUMETONPUM, TPUAMTEPEH, TTMpuMeTa-
MUH);
* IIpUeM JIEKapCTB — HWHTUOUTOPOB IUTUAPOGO-
JIaTpenykTasbl (MeTOTpeKcar);
* NeULUT BUTAMUHA B\25
* AJIKOTOJIU3M;
* OCTpblE M XpOHUYECKUe 3a00IeBaHYsI MTEYCHMU;
» OenkoBasi HEJOCTAaTOYHOCTh (KBalIMOPKOp* Ma-
pasm).
V. TloBbinieHHast motepst GojlaToB (3KCKPELUsi ¢ MO4Yoi 6o-
qnee 100 Mr B CyTKM).
1. XpoHuueckasi moyeyHasi HeAOCTaTOYHOCTh (OCOOEH-
HO y OOJIbHBIX, HaXOSIIMXCS Ha TeMOIUATU3E).
2. 3aboJyieBaHMSI TIEYCHU.
3. CepaeuyHo-cocyaucThie 3a00JIeBaHUSI.

OOcyxnast IpUUMHBI pa3BUTUS (PoIUeBOACHUILIUTHBIX aHe-
MU, 0000 HEOOXOIMMO OCTAHOBUTHCSI HA PACCMOTPEHUM IIO-
BBIIIIEHHOW MOTPEOHOCTHU B (hojlaTaxX y HEAOHOIIEHHbIX JeTeil 1
JeTeil mepBoro roga xku3Hu. KoHueHTpauust GosaToB B ChIBO-
POTKE KpPOBU M IPUTPOIUTAX Y HOBOPOXIEHHBIX B 2-3 pasza
OoJibllie, YeM y B3pociabiX. OQHAKO 3a MepBble HENEIU KU3HU
OHAa CHUXXAETCS 0 YPOBHSI, HAOMIONAIONIETOCs Y CTaplIuX Jie-
Teit 1 B3pocibix. CpeaHue AHEBHbIE TTOTepu (hOJATOB HA €Au-
HUILy TIOBEPXHOCTM Tejla HauboJjbIlIMe y NeTeil MepBbIX THEH
KU3HU, TIO3TOMY MOKPBITh MOTPEOHOCTH (DOJIATOB 3a CUET AUe-
Thl He yaaeTcsl. OCoOeHHO JIeTKo Ae(ULIUT (POJIMEBON KUCIOTHI
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U MerajobJlacTHas aHeMUsl Pa3BUBAIOTCS Yy HEIOHOIIEHHBIX
neteit 6-10-HemeTbHOrO BO3pacTa, POKIAIOIIMXCSA C MaJbIM IIETIO
¢onaToB. DTO CBSI3aHO C OBICTPHIM MCTOLIEHUEM JIeTo (houe-
BOI KUCJIOTbI BCJEICTBUE MHTEHCUBHOTO POCTa, OCOOEHHOCTEM
MUTaHUSI U UHTEPKYPPEHTHBIX 3a00eBaHUI.

Bo Bpems1 GepeMeHHOCTH yBeIMYEHME ITOTpeOHOCTE B (ho-
JINeBOM KMCJOTE OOYCJIOBJIEHO MOTPEOHOCTSIMU B Heil mjona,
kotopast cocraBisier 100-300 MKr/cyT.

IIpy reMonUTHYECKHMX aHEMMSIX BO3HUKAIOIIMU AeuUIUT
¢onreBoil KUCIOTHI CBSI3aH C MOBBIIIEHHOW yTUIU3alMei
¢onaToB MOJIOABIMU KJIETKAMU 3pUTPOMIHOro poctka. Oco-
OEHHO HU3KKME YPOBHU (DOJIMEBOI KUCIOTHI OTMEUAIOTCS Y 0OJb-
HBIX CEpIIOBUAHO-KJIETOUHOU aHeMmueil, OoJbllIol Tanacce-
MHUeEi.

KnunHuyeckasa kaptuHa

Knunnuecku nepuuut (onreBoit KUCIOTHI y JeTeil MpOsIBIIsi-
€TCsI HApacCTAOIIEH BSUTOCThIO, AaHOPEKCHUEN, HU3KOW TTPUOABKOM
MACCHhI TeJla, CKJIOHHOCTBIO K XETyIOYHO-KUIIEYHBIM PaCCTPOM-
cTBaM (BO3MOXHa XpoHMUYeckas auapesi). MoryT oTMeuyaThes
IJIOCCUT, ydyallleHrWe MH(hEKIIMOHHBIX 3a00JieBaHNI, B TaleKo 3a-
MIEANNX CITy4yassX — TPOMOOIMTONEHNYECKNE KPOBOTEUEHUS.
Hesposnornyeckux HapyllleHM B OTIMYMEe OT neduiiuTa BU-
TamMuHa B, HeT. OmHaKo OTMEYEHO, YTO MPY HATMYUM TICHXO-
HEBPOJIOTUYECKUX HapyllleHU (3muierncus, mu3odpeHus) ae-
duLuT donatoB ycyryosser UX TeuyeHUe.

Bpoxcoennasa maavabcopouus cpoasamos

Bcerpeuaercst penko (omucaHo 13 ciydyaeB); HaciiemyeTcsl ayTo-
COMHO-PELIECCUBHO; XapaKTepu3yeTcsl CelIeKTUBHON Masibabcop-
ouueil gonatoB. B mepBble Mecslbl XU3HU Pa3BUBACTCSI Me-
rajobjacTHasi aHeMusl, TakxXe OTMeyaeTcsl nuapesi, CTOMaTuT,
IJIOCCUT, OTCTaBaHWE B Pa3BUTUHU, MPOrPECCUPYIOLLIME HEBPOJIO-
ruyeckue HapyieHusi. JlabopaTopHO orpenesnsieTcsl odyeHb HU3-
KWl YpoBeHb (POJIMeBON KUCIOTHI B CHIBOPOTKE KPOBU, IPUT-
poLMTaX M JIUKBOPE; MOXET ObITh IMOBBIIIEHA 3KCKPELUs C
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MOYOI (pOpMMMUHOIIyTaMaTa 1 OPOTOBOM KUCJIOTHI. JleueHue:
¢donmeBas KucjioTta BHYTph B o3¢ 5-40 MI B CyTKU, IIpH
HEeO0OXOMMMOCTH 1032 MOXKET ObITh MoBbIieHa 10 100 Mr B cyT-
KA U OoJiee; TakKxKe BO3MOXKHO HazHaueHUE (POIMEeBO KUCIIO-
Thl BHYTPUMBILIEYHO, IJis MPOGMUIAKTUKM PEIUIUBOB (oJiue-
BYIO KHCJIOTY BBOIST BHYTPUMBIIIEYHO IO 15 Mr kaxmbie 3—4
HeJeu.

Hepuuum axmuenocmu
MmemuamempazudpooaampeoyKmasot

HacnenyeTrcss ayToCOMHO-pELIECCUBHO; B JIUTEpaType HMMEIOT-
cs onucaHus 6osee 30 ciydyaeB 3abosieBaHus. IlepBble K-
HUYECKUEe MPOsIBJIEHUsT 3a00JIeBaHNsI OTMEYaloTCsl JTMOo B Tep-
BbIe MeCSIbl XXKM3HU, MO0 3HAUYUTEBHO TMo3aHee — B 16 jer
U crapiie. XapakTepHble MPU3HAKU: 3alepXKKa MCUXOMOTOP-
HOTO pa3BUTHS, MUKpoledanusi, B 0ojiee cTapilieM Bo3pacTe —
HapyllleHUue MOXOAKM U MOTOPUKM, WHCYIbTBI, TICUXUATPUUYEC-
KWe MposiBiIeHUsI. Merano0iiacTHasi aHeMUsT OTCYTCTByeT. Jle-
¢uuT depMeHTa MPUBOAMT K TIOBBIIEHUIO B IUIa3M€ TOMO-
LIMCTEWMHA W TOMOILIMCTEMHYPUM M K CHMIKEHUIO B ILIa3zMe
ypoBHSI MeTvoHuHa. [lo pe3yiabTaTamM MmaroMop@osornyecKux
WCCJIENOBAHWM, TPOBEAEHHBIX Y OOJBHBIX C TSKEIbIM Iehu-
LIUTOM aKTMBHOCTY METWJITETparuapodoiaTpeaykTa3bl, BbISIB-
JIEHbI COCYIOMCTbIE M3MEHEHUSI, TPOMOO3bI liepeOpaibHbIX BeH
1 apTepuii, pacUIMpeHMe XKeTyI0YKOB MO3ra, ruapoledanus,
MMKPOTUPHUSI, TIEPUBACKYJISIPHBIE U3MEHEHUS, IeMUETMHU3ALIMS,
MHOWIBTpaLMs Makpodaramu, I1Mo3, aCTpOLIMTO3, JeTeHepaTuB-
Hble U3MEHEHUST ClIMHHOrO Mo3ra. [IpuurHol JeMueTMHU3auI
TaKxXe MOXeT OBbITh AePUIIUT MeTHMOHUHA. [T MMarHOCTUKM
OIpeaesIOT aKTUBHOCTh (hepMEeHTa B KJIETKax Te4YeHu, Jiek-
KOLIMTaX M KyJabType (puopobmacTos.

ITporHo3s: HeGmaronpusTeH MpU paHHEM Hayvajie 3a0oJieBa-
Hus. Jledenue: 3a0oneBaHUe PE3UCTEHTHO K TepaltMy; Ha3Ha-
YaloT (hOJIMEBYIO KHUCIOTY, METHITeTparuapodoar, METUOHWH,
MUPUIOKCHH, KobajlaMuH, O0etarH. Bo3aMoxkHa TipeHaTabHasT T1-
arHocTvKa Jedunura ¢pepMeHTa (aMHHUOLIEHTE3, OMOIICUS XO-
puoHa). Ilocne ycraHoBIeHMSI OMarHo3a Ha3HAYalOT OeTauH,
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CITOCOOCTBYIOLIUIA CHIZKEHUIO YPOBHS TOMOLIMICTEMHA W TOBBI-
IIEHUIO YPOBHSI METUOHMHA.

XapaKTepuCTUKa HACIeACTBEHHBIX METaO0IACTHBIX aHEMUIA,
00YyCJIOBIIEHHBIX Ae(ULINTOM (DePMEHTOB, YJIACTBYIOIIUX B CUH-
Te3e MMyPUHOBBIX M MUPUMUIVNHOBBIX OCHOBAHUIA, MpeACTaBIeHa
B Tabm. 25.

TuamuH3zaBucuMasl Merajao0jacTHasE aHEMUS

Bcrpevaercss oueHb peako; HacleayeTcsl ayTOCOMHO-PELeCCHB-
HO. Y OOJBHBIX OTMEYAaeTCsd Merajo0JlacTHass aHEeMUsI, MOXKET
OBITb cuAepOOacTHAsT aHEMUSI C KOJIBLIEBUAHBIMU CUAepoOa-
ctaMu. MIMmeroTcs neiikoneHus, TpomboLmToneHus. ITlomumo me-
rajo0JIacTHOM aHeMMH, Yy OOJBHBIX OTMEYAlOTCsS CaXapHBI OU-
aber, aTpodus 3pUTEIbHBIX HEepBOB, IiIyxoTa. CopepxkaHue
KoDajaMuHa 1 (POJIaTOB B CHIBOPOTKE KPOBM HOPMAJILHOE, ITPHU-
3HAaKU Oe(UIINTa TMAMUHA OTCYTCTBYIOT.

ITaroreHne3 Gone3Hu He siceH. IloyararoT, 4yTto 3aboeBaHUE
MOXET OBITb 00YCJIOBJIEHO JIMOO HApyIIeHHMEM TpaHCIIOpTa THa-
MMHA, OO Je(PULIMTOM aKTUBHOCTH TMAMUH3aBUCUMOIO (ep-
MeHTa MupodocoKMHA3HI.

Jleyenue: ncnonb3oBaHue BUTaMuHa B ,, ¢ponmesoii kucio-
Tl HeaddekTuBHO. Hasznavaior TmamuH mo 100 mMr B cyTKu
BHYTPb €XEIHEBHO IO ITOJIHOW HOpMalIM3alliy I'€MaTOJIOrhYe-
CKMX IIOKa3aTelieil, 3aTeM IIPOBOAMTCS IIOZJepPXKUBaOIIast
Tepamnus THaMUHOM 1o 25 Mr B cytku. Ilpu oTMmeHe Iperma-
para 4epe3 HECKOJIbKO MeCsIIeB BOZHUKAET pelUAnB 3a00j1eBa-
HUA.

JlabopaTopHble HaHHbIE
MpU METajo0JaCTHBIX aHEMMSIX

JlaGopaTopHBIe TMOKa3aTel HMMEIOT pelllafollee 3HauyeHHWe B
MMArHOCTHKE MeTajo0IacTHRIX aHeMuil. HeobXommMo TTOMHHTB,
YTO Ha3HayeHue BUTamMKHa B,,, ¢onmeBoit KMCIOTHI, FeMOTpaHC-
dy3mii 0 yCTaHOBICHUST AWArHO3a MOXET CYIIeCTBEHHO 3a-
TPYIHWUTDH TUATHOCTUKY, TaK KaK «CTYIIYeT» BaXKHBIA JUarHOC-
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Tabauuya 25

HacnenctBeHHbIE Merano01acTHbIE aHEMUU, O6YC.T[OBJ'[CHHLIC ,Z[C(I)I/ILII/ITOM (bCpMCHTOB, y4yaCTBYIOIIUX
B CMHTE3€ IIYPUHOBBLIX N IMMPUMHNINHOBDLIX OCHOBaHUM

JHedunur Hurunpodonue- | Metnnterparnapodo- | PopMmumuHoTpaHc- | MDepMeHTOB, y4acTBY-| THIIOKCAHTHHIYAaHHH-
AKTUBHOCTU' BOI penyKTas3bl |JaT TpaHcdepasbl epaszsi 01X B MeTadou3Me| hochopubo3n-
OpOTOBOM KUCIOTBI  |TpaHChepasbl (CHHIPOM
Jlemra-HuxeHna)
Tun Hace- AyTOCOMHO- AyTOCOMHO- AyTOCOMHO- AyToCOMHO- PeLieCCUBHBII1, CLICTUICH-
JIOBAaHUS PELECCUBHBI | pelIeCCUBHBIN PEeLEeCCUBHBIN pELECCUBHBI HBII ¢ X-XpPOMOCOMOM
Cpoku [Mepron HoBo- | IMepBble Mecsbl Ku3HY |[1epBblil ron Xku3HU | [TepBble MecsALb XKu3- |C poKIeHMUs IPU3HAKY
TTOSIBJICHUST POXIEHHOCTH - HU HapylIeHUsT MeTaboMn3-
CUMITTOMOB TIEPBbIC MECSIIIBI Ma TypuHa, ¢ 3-4 mec -
KI3HU 3a/epKKa TICUXOMOTOP-
¥ HOTO Pa3BUTHSI, TIOCTTE
2 net MeranobacTHast
aHeMMUsI 1 HEBPOJIOTHYE-
CKUe HapyIeHUs
Meranobnact-  |[Mmeercs, otcyT- [MMeercst OTCYTCTBYET Y He- HUmeerca Wmeerca
Hasl aHeMUSsI CTBYET TUIIEp- KOTOPBIX OOJIbHBIX
CerMeHTalus
HelTpoduIoB
Okonuanue mabn. 25
Npyrue 3anepKKa MCIXOMOTOp-  |3alepXKa TICUXOMOTOp- |3anepxka dusidecko-  (LleHTpaibHble mapanu-
KIMHIYECKue HOTO Pa3BUTHUS; PaCIIA-  |HOTO Pa3BUTHSI; pac- IO ¥ YMCTBEHHOTO pa3- |4, Xopeoareras, crac-
MPU3HAKU peHVe XKeTyIOYKOB I0-  |[IMPEHNE XENYI0YKOB |BUTHS. [lereHepaTiB-  [TUUECKUE CHMIITOMBI,
NTOBHOTO Mo3ra. [emaro- |1 aTpocduist KOpbI ro- HbIE MI3MEHEHMUSI CETYaT- [HapylIeHe MHTeJUIeK-
CIJIEHOMETANMS, Mapesi.  |JIOBHOTO MO3ra ku miaza. CrieHoMera- |Ta, U30BITOYHOE 00pa3o-
s, Bo3amoxHa o0cT-  |[BaHME MOYEBOU KUCIIO-
DYKIIMS MOYEBBIBOISI-  [TBI
IIMX TyTei
Vposenb koba- |Hopmanbnbiii  |HopMaibHbli HopwmanbHbrit [NoBbieHHBII
JIaMUHA B ChI-
__ BOPOTKE KPOBU
Vposenb pomu- | Hopmanbueiii | [ToBblieHHBLI [MoBblleHHBIH [NoBblLIeHHBII Hwuskwii
€BOIl KUCIIOTHI B
CBIBOPOTKE
KDPOBH
Aunnypus ®opmumuHory- |OTCyTCTBYET ®opmumuHortyTamMu | OpotoBast VYparypus
TaMUHOBAs (T10- HOBas (Tocye BBeme-
clie BBEJICHUS HUS TUCTU/IVHA)
TMCTHIMHA)
AKTUBHOCTH (bep-| CHUXEHA CHuxeHa CHukeHa (14-54%
MEHTOB B KJIETKaX| OT HOPMBI)
MeYeHn
JleyeHue ®onunosas ku- | Donuesas kuciora 5 mr| Donmenast kuciora Ypumun 1-15 r B AIleHMH 1,5 T B cyTKH
ciora 3 Mr B B CyTKM BHYTpPb BHYTpPb CYTKU BHYTpPb
CYTKM BHYTpHU-
B MBIIIEYHO




TUYECKUI TIPU3HAK — MeTrajio0JlacTHbIe U3MEHEHUsI B KOCTHOM
Mo3re.

B remorpamme obHapyxuBaioT runepxpoMuyto (LIIT = 12—
1,4) ruriopereHepaToOpHyI0 aHEMUIO PA3IMYHOM CTENEHU TSIKe-
ctu. Yuciio apuTpoIMTOB HEMPONIOPIMOHATBLHO YMEHBIIIEHO T10
OTHOIIIEHUIO K TeMaTOKPUTY, IMO3TOMY aHEMMSI MaKpoIuMTap-
Hasl — AuaMeTp IPUTPOLIMTOB yBeJuuyeH no 12-14 MkMm u 6o-
Jnee, oobeM ux pe3ko yBenmmyeH — MCV — 110-140 IT u 6o-
Jjee (MaKpoOBaJOLIUTHI). BcTpedaroTcss 3pUTPOLIMTHEI ¢ 0a30-
¢buWIbHON MyHKTalMEN ITUTOIUIa3Mbl. B HMX oOHapyXUBalOTCS
ocTaTtku sapa — Tenbla Kojau, Konbla Kebora, MBUIMHKU
Beiinenpeiixa. Yucio peTMKYJIOLMTOB CHUKEHO M COCTaBJIsIET
1-2 %o0. MoryT BcTpeuaTbCsl Meraao0acTbl. Bo3MOXHBI yme-
peHHas seiikoHeiTponienust (neiikouutsl 1,5-4,0 x 10°/x),
TpombouuTtonenusa (50-15 x 10°/11), MOABISAIOTCS TMTAaHTCKMX
¢dopM HeilTpoduabl ¢ TUNIepcerMeHTaIeln saep (B siape ooHa-
pyxuBaercst 6onee 5 moseit). HeobxogmMo MOMHUTb, 4TO Y
OOJIBIIMHCTBA OOJBHBIX C OMHOBPEMEHHBIM NE(UIIUTOM XKeJie-
3a, TaJlacCeMHEl MM aHeMMeit Ha (poHe XpOHMYECKOTO 3a00ie-
BaHUS MPU3HAKU Merago0jiacTo3a MOTYT ObITh 0€3 MaKpOLM-
TO3a.

Merano6i1acTHBI TUN KPOBETBOPEHUS YCTaHABJIMBAIOT
TOJIBKO ITIOCJIE MCCJIENOBaHUS KOCTHOTro Mmo3ra. B crepHaib-
HOM ITyHKTaT€ YMUCJIO MUEIOKAPUOIIUTOB ITOBBIIICHO, YBEJIM-
YEHO COlep>KaHUE KJIETOK 3PUTPOUIHOrO POCTKA, KIIETKU B
OCHOBHOM MpeACTaBIeHbI Merajo0iacTaMd — KPYIMHBIMU KJIET-
KaMU C HEXHOUN CTPYKTYpOHM sApa HE TOJIbKO Ha PaHHUX, HO
M Ha MO3IHUX CTaausIX co3peBaHuUs. «fAmpo meraiobnacra
HallOMWHAeT TIeCOK, MWCIICIIPEHHBI KarlIsIMU HEOOJIBIIIOTO
JOXs1, TOrAa Kak sSiApO HOPMOILIMTa HallOMUHAET pacTpecKaB-
mytocst 3emio» [JI. W. Hpenbcon, 1979]. XapakrtepHa
paHHSIS TeMOTJI00MHM3alIMsI IMTOTIa3Mbl MerajiobaacToB. Ha-,
oronaroTcss MOpOJIOrnYeckKre U3MEHEHUST B KJIETKaX MUEJIO-
WOHOTO pOCTKa M Merakapuouutax. OTMeuaeTcs: 3aaepxKkKa
CO3peBaHUS TPaHYJOLMUTOB, OOHAPYXXMBAIOTCSI TUTAaHTCKUE
METaMUEIOLUTHI, MAJIOYKOSIAEPHbIE Y CETMEHTOSIIEPHbBIE HEMUT-
podunbel. Yuciao MerakapmoIUTOB HOPMaJdbHOE WIM CHU-
KEHO.
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Buoxumudecku, Kak mpaBUIIo, OINpeAessieTcsl yMepeHHOE M0~
BBILIICHUE YPOBHS HelpsiMoro ounupyorHa. ComepskaHUe Chl-
BOPOTOYHOTO Kejie3a HOPMallbHOE WM IO JIeUeHUsT HECKOJIb-
KO TIOBBIIIEHO; C HAYAJIOM JICUeHUsI U OBICTPON YTUIM3ALIUEi
XeJie3a KOCTHBIM MO3TOM YPOBEHb €r0 HOPMAaJu3yeTcs.

YpoBeHb BuTaMuHa B, u omeBoit KUCIOTHI B CHBIBOPOTKE
KPOBM U3MEPSIOT C MOMOIIBIO PAAMOAKTUBHBIX MM MUKPOOU-
onornyeckux MetonoB. KoHuenTpauus Butamuna B, B cbiBopor-
Ke KpoBu B HopMe cocrtapisieT 200-800 mr/mu (rIpy HemocTa-
TouHoctu Hipke 100 mr/mi), ¢ommeBoir KMCIOTHL 5-20 HI /M
(TIpu ee HEMOCTATOYHOCTY YPOBEHb CTAHOBUTCS HIDKE 3 HI'/MJI).
YpoBeHb (hosata B 3pUTPOLIUTAX B HOpME paBeH 74-640 HT/MII,
npu aedunmte domaroB cocraBiasier MeHee 70 Hr/mi. Tak
KaK ypoBeHb (ojlaTa B CBIBOPOTKE OTpaxkaeT HeJaBHee IIO-
CTYIIEHUE TTOCIEIHErO ¢ MUILEH, TO OH OyIeT HU3KUM YXe Je-
pe3 24-48 49 1ociie mpekpamieHus mpremMa (GOJTHEBON KUCIIO-
TBl. HaoGopoT, y GoNbHBIX ¢ aeduiuToM ¢osaTa ero ypoBeHb
HOPMaJIU3yeTcsl yepe3 HECKOJIBKO YaCOB MOCIEe TTPUHSTHS TTUIIIH,
comepxaieii ¢omar. I'eMoIM3MpoOBaHHBIE 3PUTPOLIUTHI BbIAE-
JISTI0T (POJTMEBYIO KUCIIOTY B CHIBOPOTKY, JIOXHO TOBBIIIAS ChI-
BOPOTOYHEBIN YPOBEHb JaXke MPU BHYTPUKJIETOUHOM AeuLInTe
domara. Jebnaut KobagaMuHa, YXYIIIAIOIIWIA TTOJUTTYTAMU-
HUpoBaHUe (oyiaTa, MOXET BbI3BaTh €r0 YTEUKY M3 KJIETOK, UTO
MPUBOAUT K CHWXXEHUIO YPOBHS (DojlaTa B 3PUTPOLUTAX IPU
HOPMAaJIbHOM yYpOBHE B CHIBOPOTKE.

[pu cHIXeHUM KOHIIEHTpallMy BUTaMUHA B,, B CBIBOpOTKe
KPOBU OTMEYAIOTCS METWIMAIOHOBasA alluAypusl, TOMOLIMCTAHY-
pusg. B mopme 3a 24 u ¢ mouoit skckpermpyercsa 0-3,5 mr
METMIMAJIOHaTa, a mpu aeduumTe BUTaMuHa B, ero akckpe-
LIUST YBEJIMYMBAETCSI B HECKOJIBKO JIECATKOB pa3. [Ipu HU3KOM
ypoBHE (0JIaTOB B CHIBOPOTKE KPOBU HAOIIOMAETCS SKCKPELIMST
¢ MOYOi1 (POPMUMUHIITYTAMUHOBOM KHCIOTBI.

Hna mnddepeHINATEHON TNAarHOCTUKNA MEXIy Ie(UIINTOM
BUTaMuHa B, 1 honmeBoil KUCIOTHI TPUMEHSIOT aTM3ePUH Kpac-
HbliA. [Tpn okpacke Ma3KOB KOCTHOTO MO3Ta OKPAIIUBAIOTCS Me-
rajo61acTbl, 00pa30BaBIIMECcs BCIEACTBUE Ne(PUILINTA BUTAMUHA
B,,, a He (ommeBoit KMCIOTHI.
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BcaceiBaHue BuUTaMuHa B, OLEHMBAIOT C MOMOLIBIO TeCTa
IunnuHra, Ipyu KOTOPOM MCIIONIB3YETCS PaalOaKTUBHBIN BU-
TamMuH. bonbHOI ToMydaeT BHYTPh HEOOJIbIIIOE KOJTUYECTBO BU-
TamnHa B,,, mederHoro "'Co; B OpraHM3Me OH COGIMHSIETCS C
BHYTPEHHUM (haKTOPOM KEIYIOYHOIO CeKpeTa U TOCTyIaeT B
TepMUHAJIBHBIN OTIEN TMOAB3IOITHON KUIIKKU, B KOTOPOM BCAaChI-
BaeTcs. ITocKOJIbKY BCOCABIIMICS BUTaMUH MEPEXOIUT B CBSI-
3aHHOE ¢ 0eJTKaMu KPOBU M TKaHEW COCTOSIHME, B HOPME OH He
BBIBOAMTCSI MOYOM. 3aTeM MapeHTepaIbHO BBOIST OOJBIIYIO
no3y (1000 MKr BHYTPUMBILIEUHO) HEPagUOAKTUBHOTO BUTa-
MUHA JJIs HACBIIIEHUS [UPKYIUPYIOIINX KOoOaJaMUHCBSI3bIBa-
fommx OenkoB (TpaHckobamamuHoB I u II) m obGecrieueHus
MaKCUMaJIbHOM 3KCKpelnu abcopOMPOBAaHHOIO M3 KUILIEYHUKA
PagTMoOaKTUBHOIO BUTAMUHA C MOYOI. B HOpMe B CyTOUHOI mOp-
umy Mouu Tosieisiercst 10—35 % paHee BcocaBLIETOCSI BUTAMU-
Ha, Yy OOJIbHBIX ¢ Ae(UIINTOM KOoDaTaMiUHA SKCKPETUPYETCS] MEHee
3 % ot BBeAeHHOI n03bl. CBsI3b HapyIIeHUs BCAaChIBAHUS BU-
TaMMHa C OTCYTCTBMEM BHYTPEHHEro ¢hakTopa MOXET OBbITh
MMOATBEPKACHA C TTIOMOIIBI0 MoauguIrpoBaHHOTo Tecta Ini-
JIMHTA: paguoOaKTUBHBIM BUTaMMH BBOASAT BMecTe ¢ 30 Mr
BHYTpeHHero ¢akTopa. Ecinu HapyllleHne BcachIBaHUSI BUTA-
MUHA B, BBI3BAHO OTCYTCTBMEM BHYTpEHHETO (hakTopa, TO pa-
TVOAKTHMBHBIN BUTAMUH aOCOpOMpPYETCsS B aleKBAaTHBIX KOJIM-
YecTBax, BbIAEIsIEMbIX ¢ Modoil. C Apyroii CTOpPOHBI, €Clu
HapyllleHWe BCachIBaHUSI BUTaMMHA OOYCJIOBJIEHO aHOMaJuei
PELENTOPHBIX 30H B MOAB3IOLIHON KHUIIIKE WIM APYTUMU TIPU-
YUHAMHM, CBSI3aHHBIMM C KMIIICYHUKOM, TO ITOC/Ie BBEICHUS BHYT-
peHHero (akTopa IMpolecchl abcopOLMM BUTaMMHA HE HOpMa-
nm3yoTes. Ecim HapylieHue adcopOLmMy He KOMIICHCUPYETCS,
Mpo0y MOXHO TTOBTOPUTH IIOCJIE Ha3HAUYCHUSI Kypca aHTUOMO-
TMKOB IIMPOKOTO CHEKTpa NeMCTBUS (MoJaBiIeHNe U30BITOYHO-
ro 0aKTepHaIbHOIO POCTA) W MOCJICAYIOLIECTO ITPUMEHEHUS TTaH-
KpeaTu4eckux (epMeHTOB (yCTpaHeHME MaHKpeaTuyecKoi
HemocTaTouHOcTH). I1poda IvimuHra mokasaTesibHa JIUIIb TIPU
TIareabHOM cbope Mouu. Tecr IwinmmHra mias BBISIBICHUS
MayibabcopOIu BUTaMUHA B,, y geTeit He mpuUMeHsIeTCs, M0-
CKOJIbKY OH CBSI3aH C BBEJIEHMEM B OpraHU3M PaIMOaKTUBHOTO
npenapara.

170



JJ1st ucKImroYeHnsT MajabadbcopOLu (PoJIaTOB MPOBOAST Clle-
IVIONIYIO TIpo0y: OOJBHOM IOJIy4yaeT BHYTPh 5 MTI IITEPOMITIY-
TaMMHOBOU KUCJIOTHI, YTO MPUBOJIUT K MOBBIIIEHUIO YPOBHS (o-
neBoi Kucaothl 1o 100 Hr/MJI B TeueHHe yaca. Ecim ypoBeHb
(1)OJII/IGBOI71 KHMCJIOTBI B CBIBOPOTKE KPOBU HE ITOBBLIIIACTCA, MaJlb-
abcopOmus poyata cynuTaeTcsl JOKa3aHHOM.

Mnax o6cnepoBaHug 605ILHOroO
MerasnoonacTtHou aHemuen

1. AHamm3bl, TOoATBEpXKOAIOIINE HAIMYME MErajo0JacTHOW aHe-
MUMN.
1. KnuHudeckuii aHaM3 KPOBM C OIpeNe/ICHUEM Jucia
PETUKYJIOLMTOB M MOP(OJOTMUECCKON XapaKTepUCTUKOM
SPUTPOLIUTOB.
2. buoxumumyeckuii aHaIM3 KPOBH, BKIIIOYAIOIINIA OTIpe/ie-
JIeHUe OMIMpPYOMHA U ero paKIuii, CBIBOPOTOUHOTO Ke-
Jesa.
3. Muenorpamma.

11. AHanu3el, YTOYHSIONINE BapUaHThl METaIO0IaCTHOM aHe-

MUU.
1. Mopdomornyeckoe HcciaeIOBaHUE Ma3KOB KOCTHOTO
MO3ra Ipu OKpacke alu3epUHOM KpacHBIM.
2. CneunanbHbIe METO/BI:
1) ompeneneHure KOHIEHTpaUMK BUTaMuHa B, B CbI-
BOPOTKE KPOBHU;
2) ormpenesieHNe KOHIICHTpALUX (DOJTUEBOI KUCIOTHI B
CBIBOPOTKE KPOBU M 3PUTPOLIUTAX;
3) ypoBeHB IKCKPEIIMU C MOYOI METUIMAJIOHOBOI KHC-
JIOTHI;
4) ypoBeHb IKCKpPELMU ¢ MOYO (hPOpMUMUHIITyTaMU-
HOBOW KUCJIOTHI.

II1I. ObexknMHrYecKoe 00CIea0oBaHe AJIs1 YTOUHEHUS TIpH-
YMHbBI aHEMUU: aHAJIM3bl MOYM, KaJia, SHIOCKOMMYECKOe 00CIeno-
BaHUE, OMpeNeIeHUE CEKPEIUH KeJTyTOYHOTO COKa, PEHTIEHOJIO-
rMyeckoe u Mopcosiornyeckoe (1o MmokasaHusIM) MCCleI0BaHUE
JKEJTyIOYHO-KUIIIEYHOTO TPaKTa, OCMOTPHI CIIELIUAIUCTOB, BCe 00-
CJIEIOBaHMs 110 MHAVMBUIYATbHBIM ITOKA3aHUSIM.
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Tabauua 26

IMpuavHbl MeranoOJacTHBIX aHEMUM U CPOKU MX TIOSIBICHUS
[Lanzkowsky P., 2000]

IIpyauHbI Cpoku nosiBJjieHus,
MeCsIbI JKU3HU

2-6 7-24 | >24

Hedunut domeBoii KUCTOTBI
Headexeamnoenocmynaenue
HenonouieHHOCTH +

AJIMMEHTapHasi HEeIOCTaTOYHOCTh  (HAIpUMep,
BCKapMJIMBaHKME KO3bUM MOJIOKOM)

XpOHUYECKUIA TeMOJTH3 +
Hapywenue ecacviganusn
Lemmaxkwusi/cripy
[MprieM TPOTUBOCYTOPOXKHBIX TTPETapaToB
BpoxaeHHoe +

JMedunur Butamuna Bi2
Headexeamnoe nocmynaenue
Jeduuur ButamuHa Bl, y marepu +
AJMMEHTapHasl HEIOCTaTOYHOCTh +
Hapyu/enuescacvieanus
HOBeHWIbHAST TIEpHUTIMO3HAST AHEMUST

BpoxneHHas ManbabcopOLyst

Ho+ +

BpoxmeHHOe oTCyTCTBHE BHYTpPEHHETo (hakTopa
Hapywenuememaboausma
Jeduunt TpaHckobanamuHa 11
Hapymenue yrunmzanum

Hpyrue
TuamuH3aBUCHMAasT MeTajiobJlacTHasi aHEMUST +
OporoBast alymIypust +

CungpoM Jlema—HuxeHna +
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OmnpeeeHHYIO TIOMOILb B ONpPEAEIeHUN TPUYMHbBI MErajo-
0J1aCTHOI1 aHEMMHU Y JeTeld MOIYT OKa3aTb CPOKU MOSIBJIEHUST aHe-
muu (Taba. 26).

JleueHne npnoodpeTeHHbIx popm
Merano0s1acTHbIX aHeMUi

O06s13aTeTbHO yCTpaHeHNe TIPUIMHEI, BBI3BIBAIOIIE HEmOCTaTou-
HOCTb BUTamMuHa B, nim doimeBoii KuenoTsl (HepauroHaIbHOe
BCKapMJIMBaHWE, TIIMCTHAS MHBA3Ms, TIPUEM JIeKapCcTB, MHMEKITNN
u Tp.).

Ilpu dedpuyume eumamuna B,

[Ipu neduuure BuTamMuHa B,, Ha3HayalOT ero mpemnaparbl —
MaHOKoOajJaMWH WIM OKCHMKoOamamuH. JledeOHas mo3a (mosa
HACBHIIIEHUsI) COCTAaBIsIET 5 MKI/KT/CYT y OeTeil no roia;
100-200 MKT B cyTKM — B Bo3pacTte Tocie roga, 200-400 mxr
B CYTKM — B IIOAPOCTKOBOM Bo3pacTe. IlpemapaTr BBOOSAT BHYT-
pumbIedHo 1 pa3 B meHb B TedeHMe S5-10 mHeit mo momyde-
HUSI PErMKyJIOIMTAapHOTO KpU3a, a 3aTeM 4epe3 IeHb — 0 II0-
JIy4eHUsI TeMaToJIOTnIecKoil pemuccuu. IIpomokKuTeaIbHOCTh
Kypca coctaBisier 2-4 Hen. Ilpy HaaIMumy HEBPOJIOTUYECKUX
MPOSIBIEHWIA BUTaMWH BBOIAT B A03¢ 1000 MKT B CYyTKM BHYT-
PUMBIIIIEYHO B TeUEHHE HE MeHee 2 Hell.

Kpumepuu  s¢ppexmuenocmu  aeuenusn

1. PetukynmonuTapHblii Kpu3 (TMOBBIIIEHHE KOJIMYECTBA pe-
TUKY JIOLIUTOB ¢ 3-4-TO THS; MAKCUMAIBHBIN MOIheM YMC-
Jla pEeTUKYJOLUTOB Ha 6-10-i1 JeHb JieueHusI; HOpMaliu-
3alUsl KOJIMUECTBA PETUKYJIOLUTOB K 20-My IHIO; CTeTeHb
PETUKYJIOLINTO3a IPOITOPIMOHAIbHA CTEIICHN aHEMUU).

2. HopManusauusi KOCTHOMO3TOBOTO KpPOBETBOPEHUs (K
4-My IHIO JICUCHMS).

3. HopManu3zaiusi KapTUHbBI TiepudeprIeckKoii KpoBH (yiIyd-
LIeHNe ToKa3aTeieil KpacHOM KPOBU OTMEUAeTCs C KOH-
1Ia TIepBOI HeAEIN Teparivu).
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4. YMeHblIeHUEe HEBPOJOTMYECKUX CUMITOMOB C. 3-TO ITHSI
JIeYeHUsI; MOJIHAsI HOpManu3alusl yepe3 HeCKOJIbKO Me-
CSILIEB.

3aKkperIsioT Tepanurio BBeIeHUEM IIpernapara B CyTOUHOM 103¢
1 pa3 B Hemeno B TeUEHME OBYX MECSIEB, 3aTeM JBa pa3a B
Mecs1] B TeUeHUE MOIYroia U OMH pa3 B LIECTb MECSILIEB B TeUe-
HME HECKOJbKUX JIET.

Ecmu npuunna passutus B ,-neuuuTHON aHeMuu ycrpa-
HEHa, TO HEOOXOAMMOCTU B HajbHeilei Tepanuu HeT. Eciaum
MPpUYMHA PAa3BUTUSI aHEMUM COXPAHSIETCS WM YCTpaHEeHa He
TOJTHOCTBIO, €XErOJHO TIPOBOAMUTCS MOAJEpXKUBaIOIIas Tepa-
nust IPOGUIAKTUIECKMMI KypcaMu BUTaMuHa B, B cyrouHoi
J103e 4yepe3 NeHb B TeueHue 3 Hepd. [IpepbiBaHUe Tepanuu yepe3
10-18 Mec mpuBeneT K peuyIMBY aHEMUM, PaHHUM IpU3HA-
KOM KOTOPOTO SIBJISIETCS TUIEpCerMeHTalusl siaep HeuTpodu-
JIOB.

IIpu Hamumy M30MMpOBaHHOrO AeduLnTa BUTAaMrHa B, Ha-
3HaYeHUE (HOIMEBOI KUCIOTHI HEelleJecoo0pa3HoO, TaK KaK OHa He
oKa3bIBaeT a(pdekTa Mpu HEBPOJOTMYECKUX CUMIITOMAaX U JaXe
MOXET YCKOPUTh WX pa3BUTHUE.

Ha ¢done nedyeHust KkobaiaMMHOM BO3MOXHO pa3BUTHUE Je-
duimTa xene3a v (poareBoi KUCIOTHI, TaK KaK OHU MOTPEOIsi-
10TCSI TIpoauGepUpyIOIIMMU TKaHIMU. B cBA3M ¢ aTUM 4Yepe3
7-10 gHell oT Hayaia JIeYeHUs BUTAMUH B|2 MOXKHO JIOITOJIHUTH
¢onmeBoil KUCIIOTOM; mMpemnaparhl XKejle3a Ha3zHAyaloT Iocje
cHmkenust LIT mo 0,8. IIpu Hanmuuuu y 60JbHOrO nojauaedu-
LIMTHOI aHeMUU (HanpuMep, XKejne30-BUTaMUH B -nedunmrHas
aHeMMsl y BereTapuaHiia, OOJIbHOIO C CUHAPOMOM «CJICTION KUIII-
KW» W TaK jJajiee) Tepanuio HAYMHAIOT C Ha3HAuYeHUs Tpena-
pata xejesa, a BuTaMMH B, momkimoyaror ¢ 3-4-it Hemenu
neyeHus1 u no3aHee. [Ipu TsoKenoil aHeMun Koppekius nedu-
LKTa BUTAMUHA B, MOXET MPUBECTH K OCTPOM TMIIOKAIUEMUM,
rurnoocdareMu ¥ TUNIEPYPUKEMUU B CBSI3U C PE3KON aKTU-
BalMeit kjierouHoil mposnudepanuu u Meradonusma JJHK u
OeJIKOB.

T'eMoTpaHchy3un UCHOMB3YIOT TOJBKO MPU reMOAUHAMUYEC-
KUX PACCTPOMCTBax, KOMeE.
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Jepuuum choaueeoii Kucaomot

IIpu nepunure QommeBoil KMCAOTH HazHavaioT 1-5 mr ¢o-
JIMEBOIM KUCJIOTHl BHYTPh €XEIHEBHO B TeueHHUe 3-4 Hem Jmbo
HECKOJIbBKMX MECSIIEB, TO €CTh JI0 TeX Iop, IT0Ka He oOpasyer-
Cs1 HOBasl MOMYJISILUST 3pUTpoluToB. Jlo3a (onmeBoit KUCIOTHI
y IeTeil mepBoro roga xus3Hu coctapiger 0,25-0,5 mr/cyr.
IIpn Hanuuuu cUHApPOMA MajbabCcopOLMM J03a COCTaBIsIeT S-
15 mr/cyr.

KomnyecTBo peTHKYIOIMTOB HAYMHAET YBEIMYMBATHCS Ha
2-4-if neHb JIEYeHUSI, MaKCUMAJIbHBIM MOIBEM OTMEJaeTcs Ha
4—7-% nmenp Tepanmuu. Hopmammsamnust ypoBHSI TeMOIVIOOMHA
MPOMCXOIUT Ha 2-6-i1 Henmene. KomuecTBoO JIEMKOLIMTOB 1 TPOM-
OOLIMTOB IIOBBIIIAETCS IMApPaJUIEIbHO C PETUKYIOIIUTO30M.
HopManuzaiiuss KOCTHOMO3TOBOTO KPOBETBOPEHMS IIPOMCXO-
INT B TedyeHHe 24-48 4, HO TMTaHTCKME MUEJIOLMTHI U MeTa-
MUEJIOLMTE MOTYT HAOJIomaTbCs B TeYeHUE HECKOJIbKUX
IOHEMN.

I[Ipodunakruka merano0jacTHBIX aHEMUM

PanyoHanibHOe MUTaHWME — OMETa C 06sI3aTEIbHBIM YIOTPEO-
JIEHUEM MsIca, MOJIOKA, TeYeHU, ChIpa, OBOILEH (TOMarthl, cajar,
IIITMHAT, cIlapxkKa).

Haznavenue donmeBoit KMCIOTH B 03¢ 5-10 Mr/cyT B I0OC-
JIeTHEM TpUMeCTpe OePeMEHHOCTH, 1O 1-5 MT B CYT HEIOHOIIEH-
HBIM JIETSIM M JETSM C CHHIPOMOM MallbabcopOLU KypcaMu IO
14 nueit.

,Z[I/ICHchepHoe HaOJoIeHEe B nmepuoac peMmncCCruun

* OcMoTp remarojiora 1 pa3 B Mecsll, Ha IIPOTSDKEHUH TTEPBbIX
6 MecsieB HabmomeHUs, 3ateM 1 pa3 B 3 Mecsla B TeueHUeE
1,5 met; oOmMii cpokK HAOIIONEHWS TPU TIPUOOPETEHHBIX (op-
Max He MeHee 2 JIeT.
» Kimnaundeckuii aHanm3 KPOBM € ONpeaeIeHUEM KOIMUYECT-
Ba PETUKYJIOLMTOB TIEpel KaXXAbIM OCMOTPOM TeMaro-
JIora.
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Kypcel nonnepxuBaroweil tepanuu ButamMuHa B, (1o

cxeMme).

Koppexkiusi 1ueTsl.
IIponomkenue Teparmy OCHOBHOTO 3a00J1eBaHusI, TIPUBEI-

IIEr0 K Pa3BUTHUIO METAJIO0ACTHOM aHEMMUM.



rMABA10

HacnepcrBeHHble
AN33PUTPONOITUYECKEe aHeEMUM

IMon nM33pUTPOIIO0330M MOHUMAIOT MATOJOTUYECKN U3MEHEH-
HOE COOTHOIIIEHUE TPOLECCOB Mpoiucepali U CO3peBaHUS
9PUTPOUAHBIX KJIETOK B KOCTHOM Mo3re. HaciencTBeHHbIE
(BpoxxneHHbIe) AU33pUTporiosTuyeckue aHemun (BIA) —
9TO penkue (popMbl aHEMUIA, TIPM KOTOPBIX XapaKTepHbIE MOp-
¢onornyeckue aHOMaJIUM OOHAPYXKUBAIOTCSI B KOCTHOM MO3-
re, a He B Mepudepuyeckoil KpOBU, XOTS UMEIOTCS Takxke
Hecnienuduueckrue MopdoJOruyeckre U3MEeHEHUs LUPKYJIU-
PYIOIIUX 3PUTPOLUTOB.

OCHOBHBIMU OCOOCHHOCTSIMH KOCTHOMO3TOBOTO KPOBETBOpPE-
HUST TIPY AU3IPUTPOTIOITUUECKUX aHEMUSIX SIBJISIIOTCS:

1) BbIpakeHHBbI He3a(hGhEKTUBHBIN 3pUTPONO033 (TO €CTh
TPEXAEBPEMEHHOE BHYTPUKOCTHOMOS3IOBOE pa3pyllieHue
KJIETOK 3PUTPOUIHOTO psifia);

2) pe3koe pazmpakeHHe 3PUTPOMIHOIO POCTKA IIPU HEOOJIb-
IIIOM PETUKYJIOLIUTO3€, COOTHOIIEHUE JEHKOIIUThI/IPUT-
poruThl paBHO Wiau MeHee 1 : 3 (mpu Hopme 4:1);

3) BHYTPUKOCTHOMO3TOBOI T€MOJIM3 SPUTPOUIHBIX KIIETOK;

4) Hamuyue XapakKTEePHBIX MHOTOSIIEPHBIX (hOPM IPUTPO-
KapUOIIUTOB.

KrHuueckvie mpu3Haky TU33pUTPOTIOITUUECKUX aHEMUIT BO3-
HMKAIOT OOBIYHO B PaHHEM BO3pacTe — TEPUOAEC HOBOPOXAECH-
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HOCTH, Ha TIEpBOM IOy XXU3HU, pexke — B OoJiee TTO3MHEM Mepu-
one — no 15 ner.

Knunuueckast kapTMHa HallOMUHAET TAaKOBYIO MPM HacJel-
CTBEHHBIX TEMOJIMTUYECKUX aHEMUSIX — YMepeHHasl OJ1eMIHOCTh
KOXHU, JIeTKasl KeJTYyITHOCTb, UKTEPUYHOCTb CKJIep. BO3MOXKHBI
TIPU3HAKY JYCTUIACTUYHOCTH: BBICOKOE HE0O, OallleHHbIN Yeper,
HWCKPUBJIEHME MM3UHLIA W Apyrue. HaciieacTBeHHbIE AU3IPUT-
POIO3TUYECKHE aHEMUU COIPOBOXAAIOTCS HapylleHUEeM oOMe-
Ha Xejie3a, YTo MPUBOIUT K Pa3BUTUIO remocuaeposa. Pa3Bu-
THE TeMOCHIEPO3a COMPOBOXKIAETCS YMEPEHHBIM YBEIUYCHUEM
pa3MepoB TIeYeHU U cejie3eHKU. B nepudepuyeckoit KpoBu —
aHeMMsI JIETKON WU CpeaHEl CTeTNeH! TSKECTH, KOJIMYECTBO pe-
THUKYJIOLIUTOB YMepeHHO noBbilieHo 10 20-40 %o. Konudectso
TPOMOOIIUTOB, JICMKOILIMTOB, JIeMKOLIMTapHasl ¢GopMmyia B IIpe-
Jejax HOpMaJbHBIX BEJIUYMH. BUOXMMHUYECKM oOIpenessercs
yMepeHHas TUTIepOMIMpyOMHEMMSI, YPOBEHDb ChIBOPOTOYHOTO Ke-
Jie3a YMEPEHHO MOBBIIIIEH.

Heimpel n1 Wendt (1968) nepBoHayajibHO pa3aesisii BPOX-
JIEHHBIE TU33PUTPOITIOITUYECKME aHEMHUM Ha TP TUIIA, TTO3THEe
obtu onucanbl IV-VI tunsr BJA. OcoOGeHHOCTU pa3iUYHbIX
tunoB BJIA mpencraBieHsl B Tabs. 27 u 28.

BIA I tuna. KnuHudeckue nposiBjieHus 3a00JeBaHUSI MO-
IyT OTMEYaThCs YK€ B IEepBble THU KU3HUW peOEHKa B BUIE
KEJITyXU, TIO3[Hee MPUCOSINHSIETCS aHEMUST UM 00a 3TU CUM-
TITOMa MOTYT Pa3BUBAThCSl OMHOBPEMEHHO. XapaKTepHa HHU3-
Kasli Macca Teja INMpU POXIEHUU, Y 4acT OOJBHBIX MOXET B
JajabHeWIeM HabmonaThCsl 3aaepkka (U3MYECKOro U TCUXO-
MOTOPHOI'O pa3BUTHs. XapaKTepeH MaKpOILIMTO3, IMOJIUXpoMa-
3usl, Haamuue 6a30DUIbHON MyHKTALIMU B 9PUTPOLIMTAX, MOXKET
ObITh OBasIOIIHTO3. Ilpy MccaenoBaHUM KOCTHOTO MO3ra OTMe-
YyaeTcsl TUIEepIia3rsl SpUTPOUIHOTO POCTKA; MOPGhOIOTUYECKU
9PUTPOOIACTH HE OTIIMYAIOTCSI OT HOPMAJIBHBIX; MOPGhOIOrH-
YecKre U3MEHEHUsI OTMeYaloTcsl B 0a30(MJIbHBIX U OCOOCHHO B
MOJUXPOMATOMUIBHBIX U OKCU(DUIBHBIX HOPMOLIMTAX, KOTO-
pble HaITOMUHAIOT METajao0JacThl, YacThb KJIETOK COIEPXKUT IO
2 sinpa, MEXIy pa3beIWHUBIIMMUCSI HOPMOLIMTAMM OCTalOT-
Csl TOHKUE XpPOMAaTHHOBbIE MOCTUKU, COCIUHSIIONIME siapa Kile-
TOK.
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Tabauua 27

KnnHuko-mabopaTopHble 0COOEHHOCTH BPOXAEHHBIX AU33PUTPOITIOITUYECKUX aHeMUi, Tunbl [V—VI
[WickramasingheS.N., 1997]

IMpusHaku Tm IV Tumy Tun VI

KimmHuueckuie yepTbl HesnauurenpHas v yme- CeneseHka nanbnupyercst y yact | Cenie3eHKa He MaJbIUPYeTCs

peHHasi CIJICHOMEeTaIus OombpHBIX. Henpsimasi runepousm-
pyouHeMust

I'eMornobuH OueHb HU3KUI, HEOOXOAUMBI HopmanbHelil i cyOHOpMab- HopManbHbIil uu cyGHOp-
reMoTpaHchy3un HbIA MaJIbHBIN

MCV HopManbHbiil i HecKonbKo | HopManbHBIN WM HECKOIBKO Pesko ysenuuen (119-125 fl)
YBEJIMYEH yBeJIMYeH

DpuTporos3 Hopmobnactuyeckuii mim Hopmobnactuyeckuii BripaxkeHHBII Meraiooac-
YMEPEHHBI TUYECKUIA
Merajgo0JacTUYeCcKuii

Hecnemmduueckas guc- Hwmeercsa OTCYTCTBYeT WIM BBIpakeHa MU- Hwmeertcsa

TIa3Mst 3pUTPOOIaCcTOB HUMAaJTbHO




°R

00

Tabauua 28

KinHuko-1abopaTopHbie 0COOEHHOCTH BPOXKAEHHBIX IU33PUTPOIIOITUYECKMX aHeMuid, Turibl [—II1

[WickramasinghcS.N.,

1997]

Ipu3naxu

Tunl

Tun 11

Tun 111

Tun HacnenoBaHus

AyTOCOMHO-peLeCCHBHBIH

AyYTOCOMHO-PELECCHBHBIH

AYTOCOMHO-AOMHHAHTHBIIA, ayTo-
COMHO-PELICCCHBHBIH HIH CNOR-
TAHHAA MYTaUiA

Jlokanu3auus rexHa 15 q 15.1-15.3 B HekoTOpbIX Henssectra 15 q 21-25 B HEKOTOPBIX CAyUanX
cry9asx
Knunnueckue ueptat | FenatocnnesomMeranus, lenarocnnenomeranus, ukre- | lenatocnneHomeranus, MOBBILICH
HKTEPHYHOCTD PHYHOCTH Pa3NHYHOI BEIpaXKEH- | HaA CKNOHHOCTB K THMONpOU-
HOCTH, KanbKyne3uniit xoneunc- | peparusnsim 3aboneBanuam
THT, TEMOCHAEPO3
MCV Vaenuuen Hopmanesstii Ysemigex
AHEMHA Ot nerkoii no cpeaneit Taxkectn | Ot nerkoii 1o Taxenoi (Hb 60— | Cpenneii Taxects (Hb 70-85 r/n)
(Hb 80-120 r/n) 70 r/n)
PeTuxynoumnTsi 1,5% 2% 24 %
Mopdonorus 3putpo- | MakpOLMTEI: AHH30UHTO3, NO#i- | HopMOUHTEI: AHH30UHTO3, MOk~ | MaKpOUMTHI: aHH3OLHTO3, N0~
UMTOB B niepudepn- KHIIOUMTO3, 6az0o(uibHai MyHK- | KMAOLHTO3, 6a3odHabHAS MYHK- | KHIOIHTO3, GasodHIbHAR MyHK-
4eCKOH KpPOBH TaLHA TaUHA, JAKPHOUMUTDI, YaCTO TAnUA »
THIIOXPOMHS
Okxonuanue maba. 28
TMpuznaxn Tun I Tun 11 Taun I

Mopdonorns kocTHOro
Mo3ra

MeranobnacTel: 1ByANEpHEIE
knetkH, 1-3%; aputpobnacte,

HopmobnacThi: ABY- H MHOIO-
snepusie, 10-50 %, npeobna-

MeranobnacTsl: MHOrosA€pHbIC
(=12 anep) rurantobnactei, 50—

CBA3aHHBIE XPOMATHHOBBIMH JAloT ABYAACpHbIE 60 %
AfepHEIMH MocTHKamMu, 1-2 %
SnekTpoHHas Henocratok xpomatuna B snep- | [isoiinas memGpana B 3puTpo-
MHKPOCKOTHA HO¥ MemOpane, CTpyKTypa aipa | UnTax, HI0LITOK UHTONIAIMATH-
HANOMHHAET «lBeHUAPCKUH ChIP» | YeCKOro peTHKYIyMa
Cepoaorus
KucnorHo-coiBopoToy- | OTpHUATENbHbIH TonosurensHblii OTpHuaTenbHbIi
Hulil TecT Xema
ArTnIOTHHALHA HopmaneHas/ycunena Yeunena Hopmanshas/ycunena
AHTH-i-AHTHTENAaMH
VYposenb Mopdonoriue- | BazoduiabHbIC HOPMOLHTDI NonuxpomatodunbHbie H OKCH-
CKHX H3MEHEHHI B K1eT- (HUnbHbIE HOPMOUMTHL
Kax KOCTHOIO MO3ra
Cogepxanue cuaepobna- | Cerxa nossiiueHo [opeimeno Moseimeno
CTOB B KOCTHOM MO3re
Yposens Oumipybuna | [TosbileH TopbiiueH [oesiweH
B CBIBOPOTKE KPOBM H
ypoOunuHOreHa B Moye
T ayronoriyssix 3puT- | [louTn HOpMAaNkHLI HemHoro ykopouex Vkopouen
pOLKTOB B panucmt;:m-
HOM Hecaenosanuy ~ Cr
Knupenc FFe nnasmm | TToBbILIeH IloBkiieH [Mosstiiuen
YTwimsauus - | CHuxena CHuxena CHuxeHa

HBIMH KneTkamu ~Fe




BIA II tuma (HEMPAS — mno nepBbIM OyKBaM aHIJIMIC-
KX CJIOB, O3HAYAIOIIUX: HACJIENICTBEHHAsI MHOTOSIIEPHOCTb 3PHT-
pOOJACTHBIX KJIETOK C TIOJIOXMTEJbHBIM TECTOM Ha IOIKHC-
JICHHYIO CBIBOPOTKY). AHEMMUYECKUI CUHAPOM SIBJISIETCSI PAHHUM
TpY3HAKOM 00JIe3HU. AHEMIsST HOPMOXPOMHAsl, HOPMOLIMTAapHasl;
conepXKaHue PeTUKYJIOLMTOB HOpMabHOE, MHOINA HE3HAYUTE b~
HO IOBBIIIEHO. XapaKTepHbI CEPOJOrMYeCKUe OCOOEHHOCTH:
TOJIOXKUTENbHBIM KUCIOTHO-CHIBOPOTOUHBIN TeCcT Xema, 3pUT-
POLIMUTHI MHTEHCUMBHO armIIOTMHUPYIOTCS anti-i-aHTUTEJIaMU B
OTJINYKME OT HOPMAJbHBIX ITOCTHATAJbHBIX SPUTPOLIMTOB U JIW-
3UPYIOTCSI aHTUTeNaMM aHTU-i U aHTU-1. Tlpu mccaegoBaHum
KOCTHOTO MO3Tra BBISBJISIIOT TMIIEPILIa3UI0 SPUTPOUTHOTO POCT-
Ka, MOpP(OJIOTUsl 3pUTPOOIACTOB COOTBETCTBYET HOPME, M3ME-
HEHUSI BBISBJISIIOT B MOJUXPOMATO(GWIBHBIX U OKCU(DHIBHBIX
HOpPMOLIMTaX — KJIETKU comepxkaT 2 W OoJjee siaep pa3InyHOM
¢dopMbl (OKpYIJIbIe, B BUIE TPUJIUCTHUKA, TYTOBOM SITOIBI).
BoipaxkeH KapropeKcuc Wiv IMUMKHO3 Saep.

BJIA III tuma BcTpeyaeTcst peako. AHEMUS MaKpOIIUTapHasl,
BCTpeyaloTcsi (hparMEeHTUPOBAHHBIE 3PUTPOLIUTHI. B KocTHOM
MO3re, Hapsily ¢ TUIepIUia3ueil 3pUTPOUIHOIO POCTKA, XapakK-
TepHO HaJIMuue MHorosnepHbix (10-12 smep u Gosiee) TMTaHT-
ckux (omuametp 50-60 MKM U 6ojiee) SPUTPOLIUTOB.

BJA 1V tuna — omnucaHbl eIMHUYHbBIE OOJIbHBIC, TUIT HAaCJIe-
JIOBaHMSI HEe yCTaHOBJEH. 1o KIMHUKO-TeMaTOJIOTMYeCKUM TIPU-
3HakaM HanoMmuHaioT BJIA II tuna, Ho mpu IV Tumne oTcyTcTBY-
10T CEPOJIOTUYECKUE U3MEHEHUSI.

AnardHo3 BOA

MoxeT OBITh YCTAHOBJIEH TOJIBKO IOCJE MCKIIIOYEHUS APYruxX
MPUYMH BPOXIECHHOIO TU33PUTPOII033a, TAKMX KaK TaJlacCeMu-
JecKre CUHIPOMBI U HACIeACTBEHHBIE CUIIEPOOIACTHBIC aHEMUM.

[Inax obcnmemoBaHus 6ombHOrO mpu BIIA

1. Ananusbl, oaTBep:Kmamole Hammunue BA.
1. Kimmumyeckuii aHanm3 KpoBH ¢ onpenesienrneM MCV,
RDW, uncna peTUKyIo1ruToB 1 MOPQOIOrMUeCKOoi
XapaKTePUCTUKON SPUTPOLIMTOB.
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2. broxumuyeckuii aHaJIN3 KPOBH: XKeJIe30KOMILJIEKC,
beppUTHH, OUTUPYOUH.

3. Muenorpamma ¢ orpeaesiecHUeM KOJIUYeCTBa CHIC-
po0OJacToB.

4. OmpeneneHne KOHIEHTPAllMU BUTaMUHa B, B Cbl-
BOPOTKE KPOBU Y KOHLIEHTpaLUy (Hos1eBoit KUCIo-
Thbl B 3PUTPOLIUTAX.

5. Baexrpodopes remornoduHos: HbA,, HbF.

6. OrmpeneneHue ¢GepMEHTOB SPUTPOLMTOB: MMUPYBaT-
KWHa3a, III0K030-6-(hocdaraerHaporeHasa.

7. HecdepanoBast mpooda.
II. AHanusbl, yroussioiye tun BIA.

1. DnekTpoHHAass MUKPOCKOIUSI U IIUTOTEHETUUYECKOE
UCCIIe0OBaHUE KJIETOK KOCTHOIO MO3ra.

2. KucnoTHO-ChIBOPOTOUHBIN TeCT Xema.

3. OnekTpodope3 OeIKOB 3PUTPOLIMTAPHON MeMOpa-
HBI B IMOJIMAKPUIAMUIHOM Tejie ¢ J0OaBIeHUEM J10-
JIeLuI-cyabdaTa HaTpHSI.

4. UccnenoBaHusl CMHTE3a INIOOMHOBBIX LIETIEH.

JleyeHue

ITpu nerkom teueHum BJIA Tepamusi He TpeOyetcs. Ilpu BbI-
PaXkeHHOM TeMOJIMTUYECKOM KOMITOHEHTe W 3HAYUTEIbHOM YBe-
JIMYEHUU CEJIE3EHKM BO3MOXKHO BBITIOJTHEHUE CIUIEHIKTOMUM, KO-
TOpasl IaeT YaCTWYHbIN remMarosiornyeckuii apdexr. TpaHchyzum
9PUTPOLIMTHOM Macchl MPOBOAIT C OCTOPOXKHOCTHIO, TaK KakK, C
OIHOW CTOPOHBI, OHW YTHETAIOT PUTPOII033, C APyroil — ycu-
JIMBAIOT T€MOCUIEPO3.

ITpu remocuaepose MPOBOIAT Kypchl necdepaya; Ha3zHaye-
HMe Aecdepaia moKa3aHO MPU MOBBIIIEHUN YPOBHS CHIBOPOTOY-
Horo depputuHa 10 1500 Mr/m u Gonee.

Bo3moxxHo HazHayeHMe (GOIMEeBOM KUCIOTHI 0 1 Mr exXeHe-
JIEJIBHO.

IIpu BIA 1 Tuna MCHofb3yi0T PEeKOMOMHAHTHBIM a-UHTEp-
¢epoH 2a, Mo BAMSHUEM KOTOPOTO IOBBIIIAETCS KOHIIEHTpa-
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1ys reMorioorHa, ymensiaercss MCV, cHikaeTcsl ypoBeHb OU-
JMpyOVHA W JaKTaTAETUIPOreHa3bl B CHIBOPOTKE, YIydIlIaeTCs
MOpPdOJIOTHS SPUTPOLIMTOB, HEA(PDEKTUBHBIN SPUTPOIIOI3 CTa-
HOBUTCSI MEHeEe UHTEHCUBHBIM.

IIpu BJA 11 tmma Ha3HayaioT BUTaMUH E 171 yBeaudeHUs
TPOAOIKUTETIbHOCTY XXU3HU 3PUTPOLIMTOB, CHIKEHUS YPOBHS
OMIMpyOMHA U YMEHBIIEHUST PETUKYJIOLIMTO3a.



rMMABA11

AnnacTtnyeckue aHemMum

Armactimaeckre aHeMun (AA)— 3To cOOpHasl TpyIia 3abole-
BaHWii, OCHOBHBIM INPHM3HAKOM KOTODBIX SIBJISIETCS HETPECCUS
KOCTHOMO3IOBOIO KPOBETBOPEHMS 110 JAHHBIM aciupaTa U Ouo-
nraTa KOCTHOIO Mo3ra u rnepudepudeckasl MaHLIUTONEHUS (aHe-
MMS Pa3HOM CTENEHU BbIPAXXEHHOCTH, TPOMOOLIMTOIIEHMS, JIEeH-
KOTPaHYJIOLUTOIIEHNUST U PETUKYJOIUTOIIEHUS) TIPU OTCYTCTBUM
JMArHOCTUYECKMX TPU3HAKOB JIeiiK0o3a, MUEIOAUCILIACTUUECKO-
ro CHMHApOMa, MUelopHOPo3a U MeTacTa3oB omyxoiu. [lpu AA
HMMeeTCsT yTpaTa BCeX POCTKOB IeMOIo33a (3PUTPOUIHOTO, MMU-
€JIOUTHOTO, METaKapuOLIMTApHOTO) U 3aMellleHhe KPOBETBOPHO-
rO KOCTHOTO MO3ra >KUPOBOI TKaHbIO.

B Hacrosiiee BpeMs OOILENPUHATHIM SIBJISIETCS TEPMUH <<l
JIaCTUYEeCKash aHeMUsI», KOTOpBIii BKIIIOYAaeT B ceOsl Bce (DOPMBI
WIW CTaIMU TUIIO- U aIUIaCTUYECKMX aHEMUIA, BbIAE/ISIEMbIX pa-
Hee pa3inyHbIMM aBropamu. Yactora y gereit cocrasisier 6-10
caygaeB Ha 1 000 000 meTckoro HacelleHUsI B Tom, 9o st Poc-
cim cootBeTcTByeT 300-500 BHOBR ITMArHOCTUPOBAHHBIM CITy-
yasiMm AA B ron [Macuan A. A. u coaBT., 1998].

STuonorus

Otuonorusgs AA JO0 CHX IIOp OO KOHIIa HC€ BbLIACHCHA. Brinens-
IOT B5K30TCHHbIC N SHAOTCHHBLIC 3THOJOTIMYCCKUC q)aI(TOpBI pas-
BUTHSI AA. DK30TeHHBIM (baKTOpaM OTBOOUTCA IIPUOPUTCTHAA
POJIb B pa3BUTHN 3a6OHCBaHI/IH, K X 4YUCITy OTHOCATCA (1)1/131/1-
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YyecKue BO3IEHCTBUS, XMMUUECKHUE BelllecTBa (TIpeXkae Bcero, Jie-
KapCTBEHHbIE TTpenapaThl), MHMOEKIIMOHHbIE areHThI (BUPYCHI, OaK-
Tepuu, TpuOBI). M3 umncima SHIOreHHBIX (PaKTOPOB, YTHETAIOIINX
reMori033, HanboJjiee 3HaYMMbI HAC/IEACTBEHHbIC M TeHETHIECKHE
HapyIlIeHUsI, U3MEHEHE TOPMOHAILHOTO CTaTyca IpU IaToJjIo-
MU ILATOBUIHOM XeNe3bl, SIMYHUKOB, TUMYCA, CUCTEMHBIE 3200~
JIEBaHMSI COSMMHUTESIbHOM TKaHU, CTpecChl, TpaBMbl. OIHAKO y
MOAABJISTIONIETO OONBIIMHCTBA GOMbHBIX (10 80 %) aTHONOTHS
3a00JIeBaHUsI OCTAeTCS HEM3BECTHON. BO3MOXHEIE 3THOIOTHYEC-
kue (akTopsl npu AA TipenctaBieHsl B Ta0. 29. M3 Tabmauiibt
BUIHO, 4TO AA SBJISIIOTCSI TIOJMATHOJIOTMYHBIM 3a00JIeBaHUEM.
OrnpeneieHHOEe 3HAYeHHE B Pa3sBUTUM AA, BO3MOXHO, HUMEIOT
TaKXe 3KOJIOTMYECKUE W3MEHEeHUsT (BBIOPOCHI TOKCHMYHBIX Be-
LIEeCTB B atMocdepy, HEeIOCTATOUHbIE MOIIHOCTH OUMCTUTEIBHBIX
COOpPYXEHUIT U T. 1.).

Tab6auua 29

DrHonormyeckue (pakTopbl NP AIVIACTHIECKAX AHEMUSIX
[A6mynkanbipoB K. M., Beccmensues C. C, 1995, ¢
U3MEHEHUSIMMU]|
DK30reHHbie (haAKTOPbI
L. ®usnueckue.
1. MloHusupyroliast paaarust
2. Toku BBICOKOI YaCTOTBI
3. BuOparust

DHIOreHHbie (haKTopbI
1. HacnencreeHHbIe 1
TeHETUYEeCKUE HapyleHUsI
I1. HapyieHnue hbyHKImu
XKeJe3 BHYTPEHHUIM CEeKpeLu:

IL Xummueckue

1. MuenoTtokcuyeckue BellecTBa:

Bensu1, 6eH30/1 ¥ MX MPOX3BOIHBIE
ITapbl pTyTH, A30THOM KHUCIOTBI
CepHUCTBII ra3

Kpacku, 1aku, HUTpoaMaiu
IMecTuimapl, yroibHast M IMHKOBAst
MbLTb

2. MemvKkaMeHTbI:

AHTHOMOTUKY (JIEBOMULIETUH, TIEHU-
LIMJUTMH, TeTPALIMKIMH, MAKPOJIM/IBI)
ITpousBoaHbIe MMpa3oIoHa
(aHaJIbTMH, aMUIONUPKYH, OyTaIlOH)
CynbthaHuIaMuIbI

OpraHuyeckue mpernaparbl
MBIIIIBSIKA (HOBAPCEHOJT)

ILIMTOBUIHOM KeJe3bl
SIMYHUKOB
BWJIOYKOBOM Xeje3bl
I11. CucremHbIe 3a001€BaHUS
COEAVMHUTEILHOM TKaHU:;
CHCTEMHas! KpacHasi BO-TYaHKa
PEBMATOMIHBIN apTPUT
cuHapoM IllerpeHa
IV. bepemMeHHOCTB
V. Crpeccbl
VI. TpaBmbI
VII. IMapokcuzmanbHast
HOYHAsl TeMOIJIOOMHYPUS
VIII. HapyiiieHust MUTaHust:
KBaLIMOPKOP
Mapasm

186



Okxonuanue maon. 29

DK30reHHble (PAKTOPBI DOH/1oreHHbIe (PAKTOPBI

[MpotuBoTYOEPKYIIE3HBIE TIPETIapaThl
(crperrromunivH, [TACK, drrBazum)
[MpoTtnBOMaNSIpUiiHbIE TIPETIAPATHI
(aKpUXUH)
AHTUTUPEOUIHBIE TIpETIapaThl
[MpoTtuBOCYNOPOKHBIE TIPETIAPATHI
[MpoTuBOIIMCTHBIE TIPETIapaThl
Conu 301ota
MudeHnH
AHTUTHICTAMUHHBIE TIpeTiapaThl
AHTHIMA0ETUYECKUE TIpenapaThbl
[MpotuBoOMyXOJNIEBBIE TIPETIAPATHI
II1. MucexumonHbie

1. Bupycnt
lematura A, B, C
I'purima, maparpurnma
Kpachyxu, kopu
DNUIeMUIeCcKOro mapoTuTa
MHpeKMoHHOro MOHOHYKIIE03a
WmmyHomedumra yeroBeka
LpuromeranoBrpyc (Y HOBOPOXKIEHHBIX)
Bupyc repneca
XpoHUYecKuit TapBOBUPYC

2. bakrepun
MukobakTepusi TyOepKyJie3a

3. I'pubbl

MaToreHes

CoriacHO COBPEMEHHBIM TMPEICTABICHUSIM, OCHOBAHHBIM Ha
MHOTOUYUCIIEHHBIX KYJbTYPAIbHBIX, 3JEKTPOHHO-MUKPOCKOITHU-
YECKMX, TMCTOJIOTMYECKUX, OMOXUMMUYECKUX, (PepMEHTATUBHBIX
METO/IaX WCClieNoBaHus, B maroreHe3e AJl UMEIOT 3HAaUeHUE TpU
OCHOBHBIX MeXaHM3Ma: HEeMOCPeICTBEHHOE IMOBPEXAeHUE MO-
JIMTIIOTEHTHBIX CTBOJIOBBIX KieToK (ITCK), uaMeHeHue MUKpPO-
OKPYXEHUSI CTBOJIOBOU KJIETKM W BCJIEACTBUE 3TOTO TOPMOXKE-
HUE WM HapylleHue ee (YHKIIMU; UMMYHOIMATOJIOTHYECKOe
coctosiHue. [laroreHe3 mMpUOOpeTEeHHBIX AA TpeAcTaBlieH Ha
cxeme 3.
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SHOoreHHble

aTuonorn4eckne »

chakTops!

MepeuyHblit nedexT
KNeToK HOro
MUKPOOKPYXEHWA

e

Cxema 5. [laroreHe3 NpUOOPETEHHBIX ATIACTMYECKUX aHEMMIA.

N\

MepBu4HbIA
n




ITo coBpeMeHHBIM MpeACTaBACHUSIM, TIPUYNHON MaHIIHTOIIC-
HUM Ha KJIETOYHOM M KMHETHYECKOM YPOBHEC ABJIACTCSA 3HAYU-
TeabHOe cHikeHue KojmdectBa [TCK u Gonee 3penbix KOMMU-
TUPOBAaHHBIX NMpeaAIICCTBEHHUKOB 3pUTpO-, MMUeEJI0- n
TpoMOoLIMTOMNO33a. OIpeaeeHHYIO POJIb UTpaeT M KayeCTBEH-
HbII Je(eKT pe3umIyaTbHbIX CTBOJOBBIX KJIETOK, BbIpaxKalOIIUii-
cs1 B MX HECIIOCOOHOCTH npoayuupoBaTtb aJCKBAaTHOC KOJIMNYC-
¢TBO 3penibix motoMkoB. Hdedekt TTCK sgBaseTcs: mepBUYHBIM
PacCcTpOCTBOM, KOTOPBINA TIPOSBISIETCS WM YCUJIMBACTCS TIPU
BO3IEUCTBUN PA3IMYHBIX 3THOJIOTHUYeCKUX (pakTopoB. IlepBuu-
Hocth nedekra ITCK, kak Bemymiero akropa matoreHesa AA,
OCHOBBIBA€TCs Ha BBISIBJICHUHN Y OOJIBHBIX PE3KOTO0 CHMKCHMUSA
KOJIOHME00Opa3yIolleil ClIOCOOHOCTH KJIETOK KOCTHOTO MO3Ta, CO-
XpaHAIOLICTOCA OaXXe B IIEpUOL KJIMHUKO-TeMaToJIOrM4eCKOMN
peMuccuu, U oOHapyXeHU MOPdOIOTHYECKU NeDEKTHBIX KIle-
TOK TEeMOIT033a, CBUIECTEIILCTBYIOIINX O (DYHKIIMOHAIBHON HEMOJ-
HoueHHoctu TTCK. YcraHoBiI€HO, YTO NP CHIDKEHUM YPOBHS
I1CK 6osee yem Ha 10 % OT HOPMBI BO3HUKAET AMCOAIaHC MIPO-
1eccoB nuddepeHINAMNU U TIpojudepaliiy ¢ MpeodIagaHueM
nvddepeHalm, 4eM, BeposiTHEE BCETO, M OOBSICHSIETCST CHIDKE-
HHME KOJIOHMEOOpas3yIollell criocoOHOCTH KocTHOro mosra. Ilep-
BYHOCTH JIedekra TICK mpu AA monTBep:KaaeTcsl CIEMYIOLIN-
MU (pakTaMu:

* pa3BuTue AA BO3MOXHO Ha (hoHe Mmpuema XjiopamdeHu-
Kona (JIeBOMUIIETHHA), HEoOpaTUMO MHIMOMPYIOIIETO
BKJIIOYEHUE aMUHOKUCIIOT B O€JIKM MUTOXOHAPWUN U CHUH-
te3 PHK B kieTkax-TmipeniiecTBeHHMKaX KOCTHOTO MO3-
ra, 4ro NMPUBOAMT K HApYIICHWIO WX Tpoiudepauud 1
nuddepeHINALNNT;

* JIydeBBIe BO3AeicTBUS BhI3bIBaIOT THOeab yactu [ICK u
pa3BuUBIIVECS B CTBOJIOBOI CUCTeMe OOJTYYeHHBIX U3Me-
HEHUsI MOTYT OBITb MPUUYMHOUN AA;

* noka3aHa 3¢ (GEeKTUBHOCTh a/UIOTEHHON TpaHCIUIAHTALIUU
KOCTHOTO Mo3ra Npu AA;

* TIOOTBEpXKIEeHa CBSI3b AA C KJIOHAJIbHBIMU 3a00JI€BaHU-
SIMU — BO3MOXHa TpaHccopmalyst AA B MapoKCU3Mallb-
HYI0 HOYHYIO TeMOINIOOMHYPHIO, MUEIOAUCIUIACTUIECKIUIA
CHHIPOM, OCTPBIA MUEI00IACTHBIN JIEHKO3.
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B Hacrosiiiee Bpemsi mojaraloT, 4yTo peayKius ITyjia reMaTo-
TO3TUYECKUX TIPEIIIECTBEHHUKOB OIMOCPEAOBaHA MEXaHW3MOM
3aIporpaMMUPOBAHHOM KJIETOYHOI cMepTu (aronTo3om). Ipu-
YMHOU pa3BUTHUS aIljla3uii KPOBETBOPEHUSI, BEPOSITHO, SIBJISIETCS
TIOBBILLIEHHBII arloNTO3 CTBOJIOBBIX KJI€TOK. [ToBBIIIIEHHAsT CKITOH-
HOCTb CTBOJIOBBIX .KJIETOK K arioITO3y MOXET ObITh BPOXKIECHHOM
(Takoli MeXaHW3M TOCTYJIMPOBaH ISl BPOXXIACHHBIX arlia3uii)
WM MHIYLIMPOBAHHOW TUIIEPIKCIIPECCUE MPOAroNTOTUYECKUX
T€HOB aKTMBMPOBAHHBIMM YJaCTHUKAMW MMMYHHOTO OTBeTa (MIu-
onaTUJecKue aria3uM, arvia3uu nocie MHGY3uit JOHOPCKYX JIUM-
(OLIMTOB) WIX MUEIOTOKCUYECKUMHU BO3ICUCTBUSIMU (y-U3ITyde-
Hue) [Young N. S. et al., 1997]. YcraHOBIEHO, YTO TEMIIBI
COKpallleHUsI IMyJia MPEeAIIeCTBEHHUKOB M KOHKpeTHbIe 3 dek-
TOPHbIE MEXaHU3MBbI arloITo3a OTIMYAIOTCS TIPU Pa3IMYHBIX Ba-
puaHTax AA.

BaxnsiM acrniekToM maroreHe3a AA sIBJIsIETCS TaToJIOTUST Kpo-
BETBOPHOTO MMKPOOKpPYKeHUsI. Bo3MOXKeH MepBUYHbIN TetheKT
KJIETOK KPOBETBOPHOTO MUKPOOKPYXKEHMSI, O YeM CBUJETENb-
CTBYeT YMEHBIIIEHWE KOJIOHMeoOpasytomel ¢GyHKIUMU ¢Guopo-
0JIaCTOB KOCTHOTO MO3ra M U3MEHEHME YJIbTPaCTPYKTYPHBIX U
VJIBTPALIMTOXMMUYECKUX TTOKa3aTesieli KOCTHOMO3TOBBIX KJIETOK
CTPOMAJIbHOTO MUKPOOKpYXeHUs. Tak, y OonbHbIX AA Haps-
Iy C TOTaJbHBIM 3KMPOBBIM II€PEPOXIACHUEM OTMEUaloTCsl 00-
1IMe IJIsI BCeX CTPOMAIbHBIX KJIETOK M3MEHEHMsI, He3aBUCHUMO
OT UX JIOKQJIM3AIMK B IMapeHX1Me KOoCcTHOro mosra. Kpome Toro,
00HapyXeHO YBEIUYEeHUE COACPKaHUSI MUTOXOHIPUIA, pubOCOM
M TOJIMCOM B ILIMTOIUIa3Me KJIeToK. Bo3moxeH nedekT hyHK-
LIMA CTPOMBI KOCTHOTO MO3ra, YTO IPUBOAUT K YMEHBIIEHUIO
CIOCOOHOCTU CTPOMAIBHBIX KJIETOK BBIAECISATH T'€MOITO3THYEC-
Kre pocToBble (akTophl. CylllecTBeHHas] poJjib B M3MEHEHUU
KPOBETBOPHOI'O MMKPOOKPYXXEHMST OTBOAMTCS BUpycaMm. M3Be-
CTHO, YTO MMeEETCS TpyMIla BUPYCOB, CHOCOOHBIX BO3IEUCTBO-
BaTh Ha KJIETKM KOCTHOTO Mo3ra — 3To BMpyc rematuta C,
Bupyc [eHre, Bupyc DmureiitHa —bapp, 1uToMeraioBupyc, nap-
BoBupyc B19, Bupyc ummyHoneduimta yenoseka. Bupycbl Moryt
BO3/ICMCTBOBAaTh Ha TeMOMO3TUYECKUE KIJIETKM KaK HeIrocpemd-
CTBEHHO, TaK U 4epe3 U3MEHEeHUE KPOBETBOPHOIO MUKPOOKPY-
JKEHUsI, O YeM CBUIETEbCTBYET OOHAPYKeHUE MHOXECTBEHHBIX
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MaTOJIOTUYECKNX BKIIIOYEHMH B SIIpax MPaKTUYECKU BCeX Kile-
TOK CTPOMBI 110 JAaHHBIM 3JIEKTPOHHOI MuKpockormu. Ilepcuc-
TUPYIOIINE BUPYCHBIE YaCTUIIBI CITOCOOHBI BO3MEMCTBOBATh Ha
TeHETUYECKWIA aImapar KJIeTOK, TeM CaMbIM M3Bpalias anek-
BaTHOCTh IMepefdadyr TeHeTMIeCKOW MH(OpMaIuy IpyruM KiIeT-
KaM ¥ HapylIas MEXKJICTOYHOE B3aMMOIEWCTBUE, UTO MOXET
MepenaBaThCsl MO HACEACTBY.

3HaYMMBl MMMYHOJIOTUYECKME MEXaHU3MbI pa3BUTUS AA.
OnucaHbl pa3IMYHble UMMYHHBIE (DEHOMEHBI, MUIIEHBIO KOTO-
PBIX MOXET OBITh T'€MOITO3TUYECKAsd TKaHb: YCWICHUE aKTUBHO-
cti T-mamormToB (r1aBHBIM o0pa3oM, ¢ peHoturioM CD 8) ¢
YBeJIMYCHUEM BHIPAOOTKM WHTEpICUKWHA-2 W YTHETEHUEM WH-
TepyeiikrHa- 1, genpeccusi aKTUBHOCTU €CTECTBEHHBIX KMJUIEPOB,
HapylIeHNe CO3peBaHMsI MOHOLIMTOB B MaKpoaru, MOBBILIEHME
MPOOYKIIMK YUHTEep(hepoHa, BOZMOXHO, HATMIKME aHTUTE]I, MHIU-
OMPYIOIINX aKTMBHOCTH KOJIOHMEOOpasyrommx KieTok. Coobra-
eTcs1 00 YCUJIEHUM SKCIIPECCUM aHTUTEHOB TMCTOCOBMECTUMOCTH
DR 2 u o noBbiIIeHHOM ypoBHE (baKTOpa HEKpo3a OITyXOJIH,
KOTOPBIM SABJISIETCS IOTEHIIMAIbHBIM MHTHUOMTOPOM TI'€éMOII033a.
YKkazaHHbIE UIMMYHOJIOTUIECKME CIBUTH IIPUBOIAT K MHTMOUPO-
BaHUIO TE€MOII033a U CITOCOOCTBYIOT Pa3BUTHIO aruia3uy KpOBe-
TBOPEHMSL.

Takum 06pa3oM, B OCHOBE pa3BUTHS AA Jiexat MyJabTUdak-
TOPHBIE TATOJOTUMIECKME MEXaHM3MBbI.

B pesynbrate moBpexKmamomero BO3AEHCTBYSI KOCTHBII MO3T
O0obHBIX AA TIpeTeprieBacT pPsn CYIIECTBEHHBIX W3MEHEHMIA.
Heunz0exxHbIM SIBSIETCSI YMEHBIIEHUE COMEpXKaHWSI B HEM IIPO-
JTMMEepUPYIOIINX KPOBETBOPHBIX KJIETOK, KOTOPOE MPUBOIUT K
BBIPaXKEHHOMY B pa3HOI1 Mepe YMEHBILICHUIO KJIIETOYHOCTH (SIIep-
HOCTH) KOCTHOTO MO3Ta, a TaKKe K 3aMeIIeHII0 KOCTHOTO MO3ra
>KUPOBOM TKaHBIO (3KMpPOBasi MHOUIBTpALINS), YBEIIMICHUIO YHC-
J1a TUMGOMIHBIX JIEMEHTOB U KIJIETOK CTPOMBIL. B TsDKeNbIX city-
yasgx MPOUCXOOUT MPaKTUUECKN TOJHOE MCUE3HOBEHUE KPOBe-
TBOpPHO#I TKaHu. WM3BecTHO, YTO [JIUTEIBHOCTh KM3HU
SPUTPOLIMTOB IpU AA YKOpOUYeHa, YTO, KaK IIpaBUjIo, 00yCIOBIe-
HO CHIDKEHMEM aKTMBHOCTU OTAEJIBHBIX 3PUTPOMIHBIX (DepMeH-
TOB, OJHOBPEMEHHO C 3TUM B IIepHOae 000CTpeHUS 0OJIE3HU OT-
MeyJaeTcsl TTOBBIIIEHUE YPOBHSI (beTalbHOTO reMorioonHa. Kpome
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TOT0, YCTAHOBJIEHO, YTO IMPOMCXOAUT BHYTPMKOCTHOMO3IOBOE pa3-
pYLIEHWE 3PUTPOUIHBIX KIIETOK.

IMaTonorus neiikonoa3a MpOSIBISIETCS YMEHbIIEHUEM YMCIa
TPaHyJOIMTOB U HapylleHueM UX (YHKIIMU, UMEIOTCS CTPYK-
TypHbIE M3MEHEHMST JTUMGOUIHOIO Iyja B COYETAaHUM C Hapy-
HIeHUEeM KUHETUKU JuMbounToB. CHUXKEHHbIE TTOKA3aTeu Iy-
MOPAJIbBHOTO UMMYyHUTeTa (KOHLEHTpalysi UMMyHOIIOOUHOB G
u A) u Hecrielduueckrx (pakTOPOB 3alTUTHI (8-TU3UHBI, JTU30-
uum). HapynieHuve TpoMOOIIMTONO33a BbIpaXaeTcsl B TPOMOO-
LIUTOTIEHHU, PE3KOM YMEHbIIIEHUY YKCJIa METaKapyuoOLIMTOB B KO-
CTHOM MO3r€, Pa3IUYHBIX MOP(OJOTUYECKUX WU3MEHEHUSIX.
ITponomKnUTeIbHOCTh KU3HU TPOMOOLIMTOB YMEPEHHO YKOpOYe-
Ha.

B naroreHe3e HacnencTBeHHbIX AA 00JbIIIOE 3HAUEHWE TIPU-
JaeTCs TEHETUYEeCKUM NedeKTaM U BIUSHUIO HEeOJIaronpusiT-
HBIX BO3JICUCTBUII Ha paHHUX 3Tamnax ambpuoreHe3a. B Hacto-
sIee BpeMsl YCTAaHOBJIEHO, YTO BOBHMKHOBEHUE HAC/IEACTBEHHBIX
AA cBsI3aHO ¢ MOBBILIEHHOW BpoXIeHHON ckioHHOCThI0 TTCK
K amonrto3y. Bo3MoxHo HaclienoBaHue aHeMur PDaHKOHU I10
ayTOCOMHO-PELIECCUBHOMY THUITY; 0KOJI0 10-20 % GOJIBHBIX POXK-
JIEHbI OT OJIM3KOPOACTBEHHBIX OpakoB. lluroreHeTnueckue uc-
cliefoBaHusl, IPOBeJcHHbIE Y AeTell ¢ aHeMueil @aHKOHU, BbISI-
BWIM OTYETJINBbIE M3MEHEHUsI B CTPYKTYpE XPOMOCOM B BUIE
Pa3MTUYHBIX XPOMOCOMHBIX abeppaluii (XpoMaTUIHbBIE pa3pbi-
BbI, Opelln, MepecTPOiiKi, OOMEHbI, SHIOPEAYIUIMKALIUM ), O0yC-
JIOBJICHHBIX U3MEHEHUSIMUA B XpoMocoMmax | u 7 (mosHas wuiau
yacTUYHasl Aejieliusl Win TpaHcgopMmalus). PaHee cuuranocs,
4YTO B OCHOBe maroreHe3a aHeMuu MaHKOHU JeXUT AeheKT
penapanyu JJHK, mockonbKy MHOTME areHThl, Ha3bIBaeMbIe KJla-
CTOreHaMU, MPUMEHSIOTCS 11 TMarHOCTUKY aHeMun PaHKOHH,
yKa3biBasl Ha BBIIIEYITOMSIHYTBIA MEXaHWU3M. DTU areHThl (MU-
ToMuuuH C, IU3MOKCUOYTaH, a30TUCTBINA MIIPUT) MOBPEXKAAIOT
JHK, BbI3bIBast CIIMBKM MEXIY €€ LeNOYKaMU, BHYTPU LIETIO-
4yeK U MX pa3pbiBbl. B HacTosiiiee BpeMsi aJbTepHATUBHOW TH-
MOTE301 MOXET CUMTAThCS MTPEATIOI0XKEHWE, YTO TTOBBILIIEHHAS
YyBCTBUTEJBHOCTb KJIETOK OOJbHBIX aHemMueit MaHKOHU K MU-
TomuLiHy C cBsI3aHa C MOBPEXACHUSIMU, BbI3bIBAEMbIMU PaIU-
KajaMU KUCJIOpO/a, a HEe HApYIIEHUSIMU B MEPEKPECTHBIX CBSI-
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3s1x Hutei JTHK. CBoOomHbie paguKaabl KHACIOpOJa BKIHOYA-
0T CYMEPOKCUIHBIN aHUOH, TTEPOKCUJ] BOIOPOAA U TUIPOKCUITb-
HbI pagvKkan. OHU SIBIISIIOTCS MyTareHaMu, a TUAPOKCUIbHBINA
HMOH, B YACTHOCTH, MOXET BbI3bIBATb XPOMOCOMHbIE HApYIIEHUSI
u paspbeiBbl JITHK. CyllectByloT pa3inyHble NETOKCUKAILIMOH-
HbIE MEXaHWU3MBI JJIs1 YIAJEHUsI CBOOOMHBIX PaUKAIOB KUCIIO-
pona u 3aIUTHL KJIETOK oT TMOBPEXICHUSI.
K HMM oTHOCSTCSI (hepMEHTATUBHBIE CUCTEMbI CYTIEPOKCUAINIC-
mytaszbl (COJl) u karanasel. [Jobasnenue COJl unu kaTanasbl
K JuMmdouutaM 00JbHbIX aHemMueil PaHKOHM yMEHbIIAET TO-
BpexxaeHue xpoMocoM. KnmnHu4eckue ucciaenoBaHus ¢ UCHOJb-
30BaHMEeM pekoMOrMHaHTHOU COJl mokaszanu, 4Tto Ipu ee Ha3Ha-
YEHUW B psjie CclydyaeB MOPOUCXOAUT YMEHbIIEHUE 4YHCIa
nojioMok. [lonydeHHbIe JaHHBIE MOCTYXXUJIU OCHOBAHUEM MJIsI
TepecMoTpa PO CBOOOJHBIX PAAMKAIOB KUCJIOPOAA B CYIIle-
CTBOBAaHWU TIOBBIIIEHHOW YYBCTBUTEJIBHOCTU KIJIETOK OOJBHBIX
aHemueit PaHKOHU K MUTOMULIMHY C M AJIS1 U3yUYeHUs] PO
arornrTo3a B JaHHOU cutyaiuu. MutomuuuH C cylecTByeT B
WHAKTUBMPOBAHHOM COCTOSIHUM U B BUIIE OKCHIA. MHOXECTBO
(epMEHTOB B KJIETKE MOXET KaTaJIM3UPOBATh MOTEPIO OTHOTO
9JIEKTPOHA B MoJjieKyse MutomuliiHa C, KOTopasi CTAaHOBUTCS
BBICOKOAKTMBHOM. [Tpy HU3KOI KOHLIEHTpalMU KMCJI0poa, KO-
TOpasi CYHIECTBYET B KJIETKAX TUIIOKCUPOBAHHBIX KIIETOYHBIX
auHui, mutomuH C pearupyet ¢ JHK u npuBogut K obpa-
30BaHUIO MEPEKPECTHHIX CHIMBOK. OMHAKO MPU BBICOKOI KOH-
LIEHTpallM1 KKUCJIOPOJa, KOTOpasi TUMIMYHA IS OOBIYHOW KJle-
TOYHOU KYJBTYpbl, MUTOMULIMH C TIEPEOKUCIISIETCST KUCTOPOIOM
¢ o0pa3zoBaHUEM CBOOOMHBIX PAIUKAIOB KUCIOPOIa, U €ro CIo-
cobHOCTh 0Opa3oBbiBaTh cimBku ¢ JIHK 3HauuTenwbHO pemy-
uupyetcs. M3yueHue anonTosa, MpoBeAcHHOE C MOMOIIIBIO Cie-
IIMAJIbHBIX WCCJIENOBATEeIbCKUX CUCTEM, TOKa3ajo, 4YTO TpHU
HM3KoM (5 %) KOHIICHTpallMu KHCJIOpPOIa pa3jiMuus B BBIpa-
>KEHHOCTH aronTo3a B HOPMAJIbHBIX KJIETKAX U KJIETKax OOJb-
HbIX aHemuelt PaHKOHU OTCYTCTBYIOT. OJHAKO MPU BBICOKOM
KOHIeHTpamu Kuciaopoaa (20 %), cmocoOCTByoleil o6pa3o-
BAHWIO CBOOOMHBIX PAAUKAIOB MO BIUSHUEM MUTOMULIMHA C,
aroriTo3 B KJeTKax 00JibHbIX aHeMueii PaHKOHM OoJiee BbIpa-
>K€H Y Ka4eCTBEHHO WHOW, YeM B HOPMAaJIbHBIX KJIETKAX.
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IIpu anemuu biexkdena — JlaliMoHIa ycTaHOBIEHO, YTO 3a-
0oJjieBaHME HE CBSI3aHO HM C YTPaTOi CITOCOOHOCTHM MUKPOOK-
PYXEHUsI K TOIepKaHUIO0 3pUTPOII033a, HU C peaklver uM-
MYHHOU CHCTEMBbI MPOTUB 3PUTPOUIHBIX IPEAIIECTBEHHUKOB
(uccnenoBaHusI, TOANEPXKUBAIOIIME 3Ty TUIOTE3Y, ITOKa3aau
TpaHC(PY3MOHHO-3aBUCHMYIO aJllToMMMYyHU3ailuo). Haubosee
BepOosITHAsI TUITOTe3a BOSHMKHOBEHUSI aHeMnu biekgena—/Jlaii-
MOH/Ia — BHYTPMKJIETOUHBIN Ae(DEKT MEXaHM3MOB CUTHAJIBHOM
TpaHCAYKIIMM WK (PaKTOPOB TPAHCKPUIIIMM Ha 3Tare paHHETo
reMoI1033a (CaMblii paHHWI SPUTPOUTHBIN TIPEAIIIECTBEHHUK WU
TIOJIMIIOTEHTHAsI CTBOJIOBAsl KjieTka). Takue M3MEHEHMST MOTYT
TIPYUBECTU K YCWJIEHUIO YYBCTBUTEIBLHOCTU SPUTPOMIHBIX KIle-
TOK K amoITo3y: MpU KyJbTUBUPOBAHUU in Vitro 0e3 3puTpo-
TO3THHA TaKKWe KJIETKW BXOISAT B 3alIpOrpaMMMpPOBAaHHYIO KJle-
TOYHYIO TUOeNb ObICTpee, YeM HOpMaJibHble KJIETKW OT JIWIL
KoHTposnbHO# rpynmbl [Perdahl E. B. et al., 1994].

I'enetyika anemuu biexdena —JlaiiMmoHa: Goiee yeM 75 %
cllyyaeB — crmopamudeckue, y 25 % OoJIbHBIX OOHapyXXeHa My-
Talys TeHa, PacloIOKeHHOro Ha xpoMocomax 19ql3, komupy-
olero pubocoManbHbil nporerH S19. CrencrBueM ykKaszaH-
HOM MyTalluM W SIBJISETCS BO3HUKHOBEHUE aHEMUHU
bnexdena —[HaiitMonna. Mytaius reHa oOHapyXeHa W TpuU
CIIOpaNYeCKNX, M TP CEMEWHBIX CIydasiX aHeMMH, KOrja B
OIHOW CeMbe HaOIIOAAEeTCsl HECKOJbKO OOJbHBIX JaHHOW aHe-
Mueil. CeMeliHble caydyau BKIIIOYAIOT SIBHOE TOMWHAHTHOE Ha-
clefioBaHUE aHEMUM Yy TpobaHIa M y OJHOTO M3 pOAMTESei
WM BO3HMKHOBEHUE aHOMAJIMM Y POXKIEHHBIX JAPYT 32 APYTOM
CUOJIMHTOB; HE MCKIIOUYeHAa BO3MOXHOCTh ayTOCOMHO-PELIECCHB-
HOTO M CUEIIEHHOTro ¢ X-XpOMOCOMOI THUIIOB HacjedOBaHUSI.
Bbutn oOHapyXeHbI cydaiiHble aHOMaJIUK Y OOJIBIIIMHCTBA 0OJb-
HbIX aHeMuelt brekdena—/aliMoHma, HalpuMep, aHOMAJINKU
xpomocoMm 1 u 16.

Knaccuopukaumsa annactuyeckmx aHeMum

B 3aBucMMoOCTM OT TOro, MMeeT JIM MECTO WM30JUPOBAHHOE
YTHETEHUE 3PUTPOUIHOIO POCTKA WM BCEX POCTKOB, pasiiy-
YaT MapUMajibHbie W TOTaJbHbIE (DOPMBI ATUIACTUYECKUX
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aHeMuit. OHM CONPOBOXIAIOTCSI COOTBETCTBEHHO M30JUPO-
BaHHOI aHemueinl wiau maHuuroneHweit. Ilo kmaccudbukanyum
B. U. KamunuueBoit (1983) BbImEISAIOTCS CIIEAYIOIIME Bapu-
aHTBI OOJIE3HM.

I. HacrnenctBeHHbIE arutacTUYECKUE aHEMUU.

1. HacnencTBeHHbBIE aruiacTUYeCKHE aHEMUM C OOIIMM TIO-
paXEeHHUEM TEMOII033a.

1.1. HacnenctBeHHas aruiacTuyeckas aHeEMUS € OOIIMM
MOopakeHWEM TeMOIT033a M BPOXKIECHHBIMUA aHOMAIUSIMMU
pa3Butus (aHemusi PaHKOHM).

1.2. HacnenmcTBeHHast ceMeliHasl arjlacTU4ecKasi aHeMUs
¢ OOIIMM TOpaXXeHWEM TeMOoI033a 0e3 BPOXKICHHBIX aHO-
Maiuii pa3BuTus (aHemuss DctpeHa—/[lamereka).

1.3. HacnencrBeHHast apuyajibHasl arulacTUecKasl aHe-
MUSI C U30UpaTeIbHBIM TOpaKeHUEM 3PUTPOINO33a (aHe-
must brekdena — Jarimonma).

I1. ITpnobOpeTeHHBIE aIIaCTUYECKIE aHEMUH.
1. C obmmM TTopaXkeHWeM TeMOIT033a.
1.1. Octpasg ammacTidyeckass aHEeMMUS.

1.2. Tlomoctpas aruracTmdeckass aHEMMUS.

1.3. XpoHndeckas ariacTdecKasl aHeMMUsI.

2. C u3bupareabHBIM TTOpPaKEHUEM 3pUTPOIod3a (Tmapim-
ajJbHasl, YMCTas IPUOOPETeHHas] KPaCHOKJIETOYHAs aruia-
CTUYECKasl aHEeMUsI).

CoBpeMeHHast KiaccubUKaLMs BbIACISACT cleayromuye ¢op-
MBI arutas3uii KpoBeTBopeHus: [Macuan A. A. u coaBt., 1998]:

[IpnobpeTeHHBIE aHEMWH.
1. Unnonarnueckue (87%).
2. Bropununsie (13%):
a) TIOCTBUPYCHEIE
- moctrenatutHole (BUpyc Hu A, Hu B, tu C) — 6 %
- nH(pexkMsg BUpycoM DmiuteiiHa — bapp
-npyrue (eHre, mapBOBUpPYC);
0) MAMOCHMHKpAaTUIECKNE (JI€KapCTBEHHBIE):
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,, - JJepomutieTH, TukinonuauH, HITBC u np.;

B) MMEJOTOKCHYECKME (aKIMAEeHTaJbHbIC): OycyiabdaH,
pagualMoHHOEe TTOpaXkeHue;

r) Ha poHe TTAPOKCU3MATEHON HOYHOM TeMOITIO0MHYPHH.

M) TIOCJie TPaHCIUIAHTALMM IIeYeHW IO IMOoBoAy (YJIMHU-

HAaHTHOTO TeraTHTa.
BpoxaeHHble aHEMUU:

1. Anemust MaHKOHU.

BpoxxmeHHBI aucKepaTos.
Cungpom IlIBaxmana —/laiiMoHma.
AMerakapyoLMTapHas TPOMOOLIUTOTICHUSI.
PetukynsapHbiii mucreHes.
HeknaccupunmpyemMble ceMeiHBIC.

SNk v

KnunHuyeckasa kaptuHa

BpO)Kﬂ,eHHble annacTtunieckmne aHemumum

Koncmumywuonaavnas anaacmuueckas amemus
(anemuss Danxonu)

IIpoTekaeT ¢ yrHeTeHMEM BCeX POCTKOB TeMOI033a M BPOXKICH-
HBIMU aHOManusMu pa3BuTusa. OmumcaHo He MeHee 900 ciyya-
eB aHemun PaHkoHu. Hacnemyercss o ayTocOMHO-peLIeCCHB-
HOMY THUITy, BCTpeYaloTcsl ceMeiiHble (hOpMBI 3a00eBaHUSI — Y
OpaTbeB U cecTep. YCTAHOBJIEHO, UYTO TpyIa OOJBHBIX C aHe-
mueii @aHKOHM HEOAHOPOAHA B FE€HETMYECKOM OTHOIIEHUH —
BBIIE/IAIOT KaK MUHMMYM 5 pasjMuYHbBIX TPYII (TaK Ha3bIBae-
Mble rpynmbsl komimiemeHTaimu) — A, B, C, D, E, nng 3 u3
KOTOPBIX ONpee/ieHa JIOKaau3alus TeHHOro nedekTa W IS
2 NIeHTUPUIIMPOBAH CIEN(PUIESCKAN TTPOTEHH.

3aboeBaHue 4Yallle BCETO IMArHOCTUPYETCS B Bo3pacTe 4-
12 neT, Korma IMOSIBIISIETCSI TeMAaTOJIOTMIecKasi CUMIITOMATUKA, Ofl-
HAKO y HEKOTOPBIX OOJIbBHBIX MOXET OTMEUaThCsl YK€ TpHU
POKIEHUH.

KimHnuecky XapakTepHbI 3alep>KKa BHYTPUYTPOOHOIO pas-
BUTHS, CHIDKeHME Macchl Teta (< 2500 1.) u poct 45-48 cMm nipu
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pOXIEeHNU, B JaJbHEWIIIeM OTCTaBaHWE B (DM3MYECKOM DPa3BH-
TAu coxpaHsercsa. KocTHbIi Bo3pacT oTcTaeT Ha 2-5 JIeT OT
macnoptHoro. Hambosee TUIIMYHBL 111 OOJIBHBIX BPOXICHHBIE
aHOMaJIMM PAa3BUTHS: MUKpoIedanus, MUKpO(PTaTbMUsI, KOCO-
[JIa3ue, SMUKAHT, TUMEPTEJIOPU3M, aljia3us WIM TUIIOTLIA3us
OOJIBIIIOrO Majblla KUCTU W | MeTakaprajabHOM KOCTH, OTCYT-
CTBUE JIy4eBOM KOCTH, JIy4EJIOKTEBOI CHMHOCTO3, KOCOPYKOCTb,
CUMHIAKTUINS, TUIIOIUIAa3us Ta300eApEeHHBIX CYCTaBOB, aHOMa-
JINU pa3BUTUS pedep, BpOXIEHHBIE TTOPOKM Cepana, BPOKIeH-
Hble aHOMaJIMM MOYEBBIX NyTell M IIOYEK, CHIDKEHUE CIIyXa.
Oxkono 10-33 % mauuMeHTOB HEe MMEIOT BPOKIEHHBIX MOPOKOB
pa3Butusi. OrTMeyaeTcss OpOH30BOKOPUYHEBAs ITMTMEHTAIIMS
KOXM (3a CUeT OTJIOXEHHMs MeJIaHMHAa B KJIeTKax 0a3ajbHOro
cost sanmaepMuca), auddys3Has, yCWIMBAIOMIAsICSI B MECTax ec-
TECTBEHHBIX CKJIaJOK, M IATHA «Kode ¢ MoJoKom». Yacro Ha-
OmonaloTcsl TpoUUecKrue HapyIIeHMSI KOXM, HOTTei, 3yO0oB.
Yactbl «IpocTyaHbIe» 3a00JieBaHUS. Y HEKOTOPBIX OOJBHBIX
nmerorcsa naMeHeHuss LIHC B Bume 3aMKHYTOCTH, <«IICUXMYEC-
KOii MH(pAHTUIBHOCTU», pexe neOMIbHOCTU. Pomurenu xamy-
IOTCSI Ha OJIEMHOCTh pedeHKa ¢ POXACHMS, TIOCTOSTHHO CHYKECH-
HBII1 aIllieTUT, MO3IHEE AeTH OTMEYAIOT TOJIOBHYIO 00JIb, C/1a0OCTD,
CHIDKEHHE TOJIEPAHTHOCTU K (hM3MYeCKMM Harpy3kam. IledeHb
U ceJie3eHKa He YBEJIMYECHBI.

INosiBNIeHNE TeMaToOrMYeCKNX WU3MEHEHUIA Jallle BCEro pe-
TUCTpUpPYETCS B Bo3pacTe 4-12 JeT, y MalbuMKOB TOSIBJICHUE
reMaToJIOTUIECKUX M3MEHEHUI OOBIMHO PETHCTPUPYETCS PaHb-
me, 4eM y aeBodek. CpeaHUit Bo3pacT Ae0roTa MaHLMTONCHUN
y MallbuyukoB cocrtaBisgeT 7,9 ner (ot 0 mo 32 net), y AeBO-
yek - 9 jer (0-48 nmer) [Young N. S. et al., 1994]. Hepenko
TEPBBIM TOSIBIISIETCSI TEMOPPAru4ecKuil CUHAPOM, OOYCIIOBIICH-
HBIl TPOMOOLIMTONIEHNEM, B BUIIE CIOHTAHHBIX SKXUMO30B U TIe-
TEeXUAJbHON CBIMHU, TEPUOANUYECKUX HOCOBBIX KPOBOTEUEHMIA,
3aTeM MPUCOCTUHSIIOTCS ITPOTPECCUPYIONIasi aHeMMSI U JIEKO-
reHus. 3abojieBaHUe MOXET HAYaThCS U C M30JIMPOBAHHOM Jieii-
KOMEHUU WIX aHEMHUH JTIMOO OJHOBPEMEHHOE HAYAIO C aHEMUU
U TPOMOOILUTOTIEHUU.

B niepudepunyeckoit KpoBr oTMEUaeTCs MAHLIMTONEHUS. AHe-
MHUSI HOPMOXPOMHasI, XapaKTepeH aHM30LIMTO3 C TCHACHIIMEH K
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MaKpOIUTO3y, YMEPEHHBIN MOMKMIONNUTO3. PeTUKYIOUNThI MCXOM-
HO JocturaroT 2-2,5 %, 1o Mepe mporpeccUupoBaHust 3a00jieBa-
HUSI PETUKYJIOIUMTO3 CHUXKaeTcs. JIekonmeHus: cToiikasi M J1oc-
TUTAeT HauOOJbIlEl BBIPAXKEHHOCTU B TEPMUHAIBHOM TEPUOJIE
(rpaHysonuThl coctaisiioT 10 0,1 x 10°/1). TpombouuToneHus
10 Mepe MPOrpeccUpoBaHUS 3a00I€BaHUST JOCTUTAET 3HAYUTEIb-
HOIA cTerneHu (10 eNMHUYHBIX TpoMOOIMTOB B Ma3ke). COD, kak
TPaBUJIO, yBEJIUYEHA.

IMpu aHemMun PaHKOHM MMEETCSI CTPECC-3PUTPOII033, KOTO-
PBbIil XapaKTepu3yeTcs MaKpOIMTO30M, BbICOKUM ypoBHeM Hb F,
BBICOKMM YPOBHEM 3PUTPOIO3TMHA B CHIBOPOTKE U HATMYUEM
i-aHTUTeHAa.

CrepHaJbHBIN TTyHKTAT HAa PaHHUX CTaAUsIX 3a0oJieBaHUS
HOPMO- WJIM TUIOKJIeTOuHbI. KonuuectBo GiacToB B mpese-
nax HopMbl. CoaepxkaHMWe KJIETOK 3PUTPOUIHOTO POCTKA YBe-
JIMYEHO C 3aIepPXKOU MX co3peBaHUs U MOPGhOJIOTUYECKUMU
HapyIIeHUSIMU B BUJIE aHU301[MTO3a, 0a30(PUIbHON MyHKTALUU
B HOpMOOJIacTaX, UHOTIA OTMeYaeTcsl TosIBIeHUe Merajaobac-
TOB. ['paHyIOIUTApHBII POCTOK «CYy>K€H», BO3MOXKHA 3aJepXK-
Ka CO3peBaHUS Ha CTAAUU HEUTPOGWIbHBIX MUETOIUTOB U Me-
TaMUEJIOUUTOB. MerakapuolUTapHbIE POCTOK 3HAYUTEIbHO
«CYXeH» yX€ Ha paHHUX cTamusix 3abosneBaHus. I[lo Mmepe
MporpeccupoBaHusl 3a00JIEBaHUSI OTMEUYAETCsT BbIpasK€HHas TH-
TMOKJIETOYHOCTh KOCTHOTO MO3ra C YTHETEHWEM BCEX POCTKOB U
pa3pacTaHUEM XUPOBOW TKaHW. B KOCTHOM MO3re yBeJIUYEHO
YUCJIO PETUKYJISIPHBIX, TUIA3MAaTUYECKUX UM TYYHBIX KJIETOK.
T'unonna3usi KOCTHOTO MoO3ra TMOATBEPXKIAETCS pe3yabTaTaMu
TPEnaHoOUOIICUM.

M3 OroxuMmuyecKux mnokasatesieil 1yt AA XxapakKTepHO Mo-
BBIIIICHWE YPOBHS (peTasibHOTO TemMorioouHa 1o 15 % (ripu
HopMe 2 %) ellie 10 pa3BUTUSI LIMTOIIEHUM, TI0 MEPe MPOrpec-
CUpPOBaHUs amnja3uu (eTaabHbIi TeMOTJIOOMH IOCTUTaeT
45 %.

YcTaHOBIIEHO, YTO KJIETKU OOJIBHBIX ¢ aHeMueil MaHKOHU He
CIOCOOHBI pernapupoBath nonepeuHbie cimbku JIHK, BbI3bIBae-
Mble TaK Ha3bIBA€MbIMU KJIaCTOTEHAMU — JIUBIIOKCUOYTaHOM,
mutomuiiHoM C u n1p. Ha 3ToM (peHOMEHe ocCHOBaHA COBPEMEH-
Has auarHoctuka aHemMun MaHKOHU U 'y BCeX OOJBHBIX C MOI0-
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3peHneM Ha aHeMHio DaHKOHU JOJIKEH MPOBOIUTLCS TECT C IU-
3MOKCUOYTAaHOM.

Teuenne aHemu MAaHKOHU XapaKTepU3yeTCsl HAIMYMEM Tie-
prOIOB 00OCTpeHUsI M peMuccuM. be3 jedeHus depe3 2 roma
MOCJIe TUarHOCTUKY MaHLUTONeH yMuparoT 80 % GONbHBIX, a
yepe3 4 roma - okono 100 % [Young N. S. et al., 1994].
[IpyanHOI cMepTH, HApSIY C TSDKEION aHeMUEH, SIBIISIOTCS Hau-
Ooee cepbe3HbIE MPOSBICHMUS TeMOPPAarmyeckKoro CMHApOMa —
KETyIOYHO-KMIIIEYHbIE KPOBOTEUCHUS, BHYTPUUYEPEITHBIE KpPO-
BOMBJIUSIHUSL ¥ TIPUCOSIMHEHNE PAa3TNIHbIX MH(EKIINIA.

Y GonbHbIX aHeMuelr MDaHKOHU MMeeTCsT BLICOKUI PUCK TpaHC-
¢opMalIi B MUEIONUCILIACTUYECKUI CUHIPOM, OCTPBII JIEHKO3
(ocobeHHO MMEI00IaCTHBIN I MOHOOIACTHEIN), 3710KaYeCTBEH-
Hele onyxonu KKT.

HacnenctBeHHasi artactuyeckasi aHeMUs
C OOlIMM MOpaXeHueM remMoros3a 0e3
BPOXIEHHbIX aHOMaJUi pa3BUTUS
(anemus1 DcTpeHa—lamenneka)

SABngeTca ToTaTbHON (POPMOI HACIEICTBEHHON aruiacTHIeCcKOMn
AHEMUM, HACJIEAYETCd ayTOCOMHO-PELIECCUBHO, MPOTEKAET ¢ MaH-
LIMTOIICHUEH, HE COMPOBOXIAETCS BPOXIECHHBIMU ITOPOKAMM
pa3BuTudA. 3aboneBaHUEe BCTpedyaeTcsl KpailHe peaKo, TeMaTosio-
TMYECKVE HapyIIeHWS OTMEYAIOTCS B PaHHEM IETCKOM BO3pac-
Te. IIporHo3 HebaarornpusITHHINA.

BpoxneHHbIli auckepaTo3 (CUHAPOM
LnHccepa—Koyna—DHrMmaHa)

CHHIpOM XapaKTepu3yeTcs MpU3HAKAMHU SKTOAEPMATIbHOM IHC-
miasuu (MaToJOTMYECKOEe OPOrOBeHHUE OTIE/bHBIC KJIETOK IIM-
IOBATOTO CJIOS SMUIEPMUCA KOXU U CIU3UCTHIX 000JIOYEK) B
COYETAHUU C TeMATOJOTMYECKUMU M3MEHEHUSMM (IIPUMEPHO Y
50 % 6onbHBIX pazBuBaeTcsa AA). B 75 % cnyuyaeB cuHapom
HacJieayeTcsl PeLieCCUBHO CLEIIEHHO ¢ X-XpOMOCOMOI W, CO-
OTBETCTBEHHO, BCTpEUYaeTCs Y MalbuuKoB; Yy 25 % nereil 6oib-
HBIX HacJieyeTcsl TI0 ayTOCOMHO-ITOMUHAHTHOMY TUMYy (OIMM-
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CaHO TIPUMEPHO OIMHAKOBOE KOJMUYECTBO 00JIbHBIX). [lopaxa-
I0TCSI KOXa U ee JepuBaThl, CIU3UCTbie obonouku. Habmona-
IOTCSI MHOXECTBEHHbIN PACCEesHHBII TUIEPKEPATO3 C IPEUMY-
IIECTBEHHOU JlOKanu3alueil Ha Julie, Iiee, CIUHE, TPYIu;
a'Tpousl KOXM JIaOHEH M CTYIIHEH, JIaJOHHO-IOAOIIBEHHbIA
TUTIEPTUIPO3; HapyllleHWEe pocTa W AUCTPODUST HOTTEH; TUIIO-
TPUXO3 PECHULI; 3aKyMopKa CJIEe3HBbIX KaHaJIbIEB U CIE30Te-
YyeHue; JIEWKOTUIaKUSI CJIM3MCTBIX TIOJIOCTM pTa, B OCHOBHOM
sI3bIKA U JIECEH; TOpaKeHUE IHAOKPUHHBIX XeJie3 (HAaHU3M, He-
JIOpPa3BUTHE BTOPUYHBIX TOJIOBBIX MPU3HAKOB). [emaronoru-
YecKre U3MEHEHUsI pa3HOOOpa3Hbl: MaHIIMTONIEHUS, U30JUPO-
BaHHasl aHeMUS, TPOMOOLIMTOIEHUsI, HelTporeHus. Bospact
nebota AA mpu JaHHOM CUHApPOME MOXeT ObITh BechbMa Ba-
puabesieH, cpedHUil Bo3pacT nebroTa AA cocramisier 15 Jer
[Macuan A. A. u coaBT., 1997].

B ominune ot 60bHBIX ¢ aHeMueli PaHKOHU KIIETKU 0OJIb-
HBIX C BPOXIECHHBIM IMCKEPATO30M He 00JagaloT MOBHILIEHHON
YYBCTBUTEJIBHOCTBIO K aHTUICHAM, BbI3bIBAIOIIMM IIOMEPEUHbIC
CIIIMBKU, TTO3TOMY 3TU MHOTrAa (PeHOTUMUYECKU MOXOXUE CUH/I-
POMBI MOTYT ObITh AU epeHIIMPOBAHbI HA OCHOBAaHUM TeCTa C
JUA3TIOKCUOYTaHOM.

Cungpom IIBaxmana—/laiiMmoHaa

XapakTepusyercsl 9K30KPUHHON HEIOCTaTOYHOCTHIO TOMKENy-
JIOYHOM 3KeJjie3bl, KapJIUKOBOCTbIO, MeTachu3apHO XOHIPOIHUC-
IJ1a3uel, HeMTPOIIeHUe, NHOIIa aHeMUel, TPOMOOLIMTOIICHUCH.
Hacnenyercsi ayToCOMHO-IOMUHAHTHO.

3abosieBaHME KJIMHUYECKU TIPOSIBJISIETCS B PAaHHEM BO3pac-
Te U XapakrepusyeTcs npusHakamu nopaxeHus KKT u rema-
TOJIOTUYECKUMU U3MEHEeHUsiMU. OTMedaroTcs auapesi, CTeaTto-
pesl, 3aMeyIeHe BECOBBIX MPUOABOK, TMMOTpocuUsi. XapaKTepHbI
M3MEHEeHUSI KOCTHOM CUCTEMBbl B BUIE XOHIPOIHCILIA3UU MeTa-
¢uza u GopMUpPOBaHUE OPTOIEINUECCKON MATOJIOTUU, 3adepPiK-
Ka pocTa. Y 4acTu OOJIbHBIX BO3MOXHA TajlaKTO3EMMUsI, UTO
TIPUBOAUT K TEMaTOCIJIEHOMETaluu, 3aJepKKe MCUXOMOTOPHO-
ro pa3BuTHs. XapaKTepHbl PeLIMAVBUPYIOIIUE PeCIMPATOPHbBIC
3a00JIeBaHUsI, OTUTBI, aOCLIECChl, OCTEOMUEIUT. ¥ HEKOTOPBIX
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JIeTeil HabmomaeTcsl 3aJepXKa HACTYIUIEHUs IMyOepTaTHOTO
repuoa.

B aHanu3zax KpoBM ¢ paHHEro BO3pacTa OTMeuaeTcs ao-
COJIIOTHAs HEWTpONeHus, Ynucio HeilTpoduios meHee 1 x 10°/1.
Jng 3penbIX HEUTPOUIOB XapaKTepHa TUIOCETMEHTALIMS
a7ep, OTMEUaeTcs CHIXXKEeHWE XeMOoTaKcuca HeUTpoduiios.
Hapsiny ¢ HelitporieHueit mpubausuteabHo y 50 % GONBbHBIX
OTMeYaeTcss aHeMUsI C peTHKyjgouuToneHueit, y 60-70 % ne-
Teil — TPOMOOLIMTOIIEHUSI, IPUMEPHO Y 25% OGOJIbHBIX pa3BU-
Baetcsi AA. B cTrepHaJbHOM MyHKTaTe YMCIO MMEJIOKApUOIIM-
TOB MOXET OBITh HOPMAJIbHBIM, CHUXKEHHBIM WU TIOBBILICHHBIM;
OoTMeYaeTcs 3aJepXKa CO3peBaHUS HEWTPOGMWIOB Ha CTamuu
MeTamuenounTta. [IporHo3 Haubosee HEOIATONMPUATHBIN B paH-
HEM JIETCKOM BO3pacTe, Koraa okoyio 25% paereil morubaror ot
MHOEKLMOHHBIX OCIOXHEHWI; JIeTAJbHBIA MCXOA BO3MOXEH U
OT KPOBOMBIUSIHUI B XU3HEHHO BaxKHBIC OPTaHbI.

HacnencTtBeHHast arutacThuyeckas aHEMMUS
C M30UMpaTeIbHBIM IOpakK€HUEM BPUTPOIT0I3a
(anemus bnexkdpena—JlaiiMoHaa)

Yacrora manHoro 3aboneBaHus coctasiaser 1:1 000 000 >xu-
BbIX HOBOpoOxXaeHHBIX; 5—7:1 000 000 Bo ®panuuu [Ball S.
et al., 19951, 10:1 000 000 B CxanguHaBum [Wranne L.,1992],
BCTPEYAETCSI BO BCEX ITHUYECKMX TPYIIaX, MaJbYMKU W JIe-
BOYKM 3a00JIeBalOT OAMHAKOBO YacTo. Ilomapisioniee OOMBIITIH-
¢tBO (75 %) COCTaBISIOT CIIOpaAMuyecKue Caydar 3a00JIeBaHUS;
B HEKOTOPBIX CIy4asx BO3ZMOXHO ayTOCOMHO-IOMHWHAHTHOE Ha-
CJIeIOBaHME, ayTOCOMHO-PELECCUBHOE WJIM CLETUIEHHOE ¢ X-XpO-
MOCOMOHM.

[lepBbie Mpu3HaKU 00JIE3HU BBHISIBISIIOTCST B TIEPBBIE MECSIIIBI
WM Ha TIPOTSDKEHUHU TIEPBOTO Tofia XKU3HU — y 35 % OOJBHBIX
aHeMMel TIpU poXIeHUH, y 65 % B mepBble 6 MecsIIeB KU3HU 1
B 90 % cnyuaeB 3abojieBaHMe OUArHOCTUpYeETCs n0 roxa. Ju-
arHo3 aHemnm biekdena — JlaliMmoHaa y mereil crapiie 2 JeT
MaJioBeposTeH. JleTu, KaK MpaBuiIo, POXAAIOTCS TOHOIICHHDI-
MM C HOPMaJIbHOM Maccoi Tejla ¥ POCTOM, TICUXOMOTOPHOE pa3-
BUTHE HOpMajibHOe. BJIemHOCTh KOXM M CAM3UCTHIX OTMEYaeT-
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Csl C TIEPBbIX HEH XWU3HU, HO SIBHbIE KIMHUYECKUE TTPU3HAKU
TUITOKCUU ** BSUIOCTb WM BO30YXXIEHHUE, OECITIOKONCTBO, COH-
JIMBOCTb, OTKAa3 OT €/Ibl, AUCIIETICUYECKUE SIBICHUSI — TOSIBJISI-
I0TCS TIPU CHMKeHUM remoriaobouHa o 60-30 r/a. BpoxmeH-
HBbIE TIOPOKM Pa3BUTHS BCTpevaroTcs pexe (B 25 % ciydaes),
yeMm npu aHemun ®aHkoHU. HekoTopble OOJIbHBIE UMEIOT Xa-
paKkTepHble (PeHOTUTIMYECKIE OCOOEHHOCTU: BOJIOCHI 1[BETA TaK-
JIM, KYPHOCBIII HOC, OOJIbIIAsi BEPXHsIS Iyda, TUIEPTEIOPU3M.
ITo mepe mporpeccrupoBaHusl 3a00JIeBaHUSI KOXa TTpUoOpeTaeT
BOCKOBUIHBIN, a K 5-6 TogaM, B CBSI3U C pa3BUTHEM TeMOCHUIIE-
po3a, — cepoBaThlii OTTEHOK, OCOOEHHO B 00JIACTU IIEHHBIX, TTOA-
MBIIIEYHBIX, TTaXOBbIX CKJIAJ0K, MOJOBBIX OpraHoB. I'emopparu-
4YecKuid CUHIPOM OTCyTcTByeT. HaOuonaloTcsi rematoMeraiusi,
cruieHOMerajusi, B IMHaMUKe 3a00JieBaHUsI CeJie3eHKa COKpa-
1IaeTcsl, a MeYeHb MPOTrPeCCUBHO yBeIUUUBaeTCsl. KOCTHBIN BO3-
pacT OTCTaeT OT MaCIOPTHOrO Ha 4-5 JIeT, TeMITbl OKOCTCHEHUSI
n3MeHeHbl. CMeHa MOJIOYHBIX 3y0OB 3ama3/blBacT, YacTO BbI-
SIBJISIETCSI Kapuec.

B nepudepurueckoii KpoBU HOPMOXPOMHAST MaKpOIIUTapHast
TUAIIO- WX apereHeparopHas aHemus (petukyiouutsl 0-0,1 %),
KakK MpaBUJIo, TSKEJIOoN cTerneHu. Yucio JeKOUUTOB U TPOM-
OOLIMTOB OCTAaeTCsl HA HOPMAJIbHOM YPOBHE B T€UEHUE MEPBBIX
JIET XXW3HU; UHOTJA OTMEYaeTcsl TeHIEHIMS K TPOMOOIMTO3Y.
Ilpu nnUTEeTbHOM TEUEHUM 3a00JIEBAaHUSI MOXET pPa3BUBATHCS
yMepeHHass TpomoOouuTorieHus1. Ilociae mepBoro AecsTUIICTUS
SKW3HU MOXET TaKXKe MOSIBUTHCS yMEpPEeHHAs! HEeUTporeHust, Be-
POSITHO, 13-3a CHIDXKEHMSI KJIOHAAbHON 3(MEKTUBHOCTU TIpEea-
IIECTBEHHUKOB T'PaHYJIOLIMTOB.

buoxumuyecku orMevaercsi BICOKUI YpOBEHb aKTUBHOCTU
SPUTPOLIUTAPHON aJeHO3UHIE3aMUHA3bI; YPOBEHb (PETaTbHOTO
reMOIIO0MHA HOPMaJIbHBIN WJIM YMEPEHHO TOBBIIIEH; MOBbIIIIE-
HO coJiepXaHMe i-aHTUTEeHAa B 3PUTPOIIMTAX; YBEJIWUYEHO COep-
>KaHUE IPUTPOTNIOITUHA B CHIBOPOTKE.

B cTepHasibHOM IMyHKTaTe€ KOCTHBIA MO3I HOPMOKJIETOUHBIH,
MO Mepe MporpeccUupoBaHUs 3a00JIeBaHUsI OTMEYAETCSl TUIIO-
KJIETOUHOCTb. DPUTPOUTHBIA POCTOK PE3KO CY>XKEH; MUarHOCTH-
YeCKMM KPUTEPUEM SIBJISIETCSI OTCYTCTBUE WIM Majoe Kojuye-
CTBO 3pUTPOGIacTOB (MeHee 5 % smpocoaepXKalliuxX KJIETOK) B
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KOCTHOM Mo3re. MUenouaHbIii 1 MerakapuoluUTapHbIA POCTKU
He M3MeHeHbl. YMCI0 peTUKYISIPHBIX KIETOK M JIMMGOIIUTOB
YBEJIMYCHO, TUTa3MaTUUECKUX KIIETOK HE M3MEHEHO.

Anemust brnekdena—/daiiMoHIa MpoTeKaeT XPOHUYECKU, Y
80 % 00JbHBIX MOJYYAIOT PEMUCCHIO TIPM MCIIOJIb30BaHUM KOP-
TUKOCTEpouOB; ¥ 20 % OOJIbHBIX OMKUCaHa CIIOHTAHHAsI PEMMC-
cusl. «IlocTossHHAsI TUTIOKCHUSI, HapyllleHUe YTUIN3alluu Xee3a,
HEOOXOIMUMOCTD T10 JKU3HEHHBIM TTOKa3aHUSIM TPaHC(HY3UU SPUT-
POLIMTAPHON MAacChl HEYKJIOHHO BEOyT K TeMOCHIEPO3y, KOTO-
pHIil B manbHelileM siBiisieTcst "youiilieit" O0JIbHOro peOeHKa»
[M. JI. Yumnoyou, 1981]. Bo3moxna TpaHchopmaiysi B Mue-
JIOAUCIIIACTUYECKUI CUHIPOM, OCTPHIN Jeiiko3 (JImmdpooiaacT-
HBII, MUET00JACTHBIN, TPOMUEIIOLIMTAPHBIN, MerakapruoLuTap-
HBII), CONMMAHBIC OIyXOoau (TermaTro0JacToMy, pPCTeOCapKOMY,
3JI0KaYeCTBEHHYIO (DMOPO3HYI0 TMCTUOLUTOMY), JUMMOrpaHy-
JIeMaTo3.

JuddepeHlMaabHbIiA AUMarHO3

HuddepeHMaNbHbI TUarHo3 mpu aHemun brexkdena —Jlaii-
MOHJIa TIPOBOIUTCSI C IPYTMMM BUJAMU aHEMMiU, TMPYU KOTOPBIX
B TepudepuyecKoii KpOBU YMEHBIIAETCS KOJIMYECTBO PETUKY-
JIOLIUTOB.

AHeMUS B TIepUOJ BBI3JOPOBJICHUS ITOCIIE
TeMOJUTUYECKOM OO0JIE3HU HOBOPOXKICHHBIX

MHorma MoXeT coyeTaThCsl CO CHUXKEHMEM WHTEHCHUBHOCTHU
9PUTPOIIOA3a. AIUTACTMYECKHE KpPU3bI, XapaKTepU3yIolIuecs
PETUKYJIOLIMTOIIEHWE MW yMEHBIIIEHUWEM 4Yucia TMpPeIlecTBeH-
HMKOB 3PUTPOLIMUTOB, MOIYT OCJIOXHSTh Pa3HbI€ TUITBI T€MOJIM-
T4deckoil Oojye3Hu. IlomoOHBIE >MU30IBI SBIASIOTCS TpaH-
3UTOPHBIMU, KPOME TOTO, OOBIMHO BBISBIISIOTCS MPU3HAKK TIPe-
IIECTBYIOIIEN TeMOJIMTUYEeCKOol Oojie3Hu. Pa3Butue aruiacTuyec-
KHX KPM30B CBSI3bIBAIOT ¢ B19-mapBoBupycHOI WHEKIIMEH.
TakTuka BeaeHUs] OOJbHBIX, KakK IPaBUIO, BbIKUAATEIbHAS:
TPy 3HAYUTEJbHOM CHUXeHuM ypoBHs1 Hb mpoBopsTcss remo-
TpaHchy3Un.
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TpaH3uTopHasi 3pUTPOOIACTOTICHUS
JIEeTCKOTO BO3pacTa

OpHa n3 Haubosee YacThIX (hOPM aruia3uu 3PUTPOUIHOTO PO-
cTKa. DTHojorust 3a00jeBaHUSI He M3BECTHA. Y 3I0pPOBBIX pa-
Hee JieTeil B Bo3pacTe 5 Mec — 6 JieT, yallle BCero B BO3pacTe
2 JleT, MeIJIEHHO pa3BUBAcTCS TsDKesasi apereHepaTopHasl aHe-
MMSI, OOYCIIOBJI€HHAsI PEe3KUM CHIKEHUEM SPUTPOLIMTOB B KO-
CTHOM MO3Te.

PazButuio anemum 3a 1—2 Mec MOXET MpPEIIIECTBOBAThH
BUpPYCHas1 MH(MEKIIUS, XOTsS CBA3b 3a00JIEBAaHMUS C OINpPEIeICH-
HBIM BO30yIMTeNlIeM He JOKa3aHa, HepeIKO UM SIBJIIeTCS map-
BoBupyc B19. AnamHe3 u (pu3MKaabHOE MCCIEN0BaHNE HEWH-
(opMaTUBHBI, oOpallaeT Ha ceOs BHUMAaHUE JIUILb BhIpasKeHHAst
0JIeMIHOCTh KOXKHBIX TTOKPOBOB M CIM3UCTHIX. B mepudepuyec-
Koit kpoBu ypoBeHb Hb cHmxen mo 30-80 r/m, perukymonu-
TBl OTCYTCTBYIOT, KOJMYECTBO JIEUKOLIMTOB M TPOMOOLIMTOB
0OBIYHO HOpMaJIbHOE, ogHAKO Y 10 % OOJIbHBIX MMeeTCsT Heii-
tponenus (<1,0x10°/n) my 5 % — TpoMOOLUTONEHUS
(< 100 x 10°/1). JlabopaTOpPHO BBIBISIOT HOPMAJbHBIE YPOB-
HU aKTUBHOCTU 3PUTPOLIMTAPHOM aJAeHO3MHAE3aMMHa3bl 1 he-
TaJbHOTO TEMOIJIOOMHA; MO (PepPMEHTATUBHBIM XapaKTepUCTHU-
KaM SpUTPOLUTHI OTHOCAT K CTapelolleil MOonyIsiiuu. YPOoBeHb
Xeje3a B ChIBOPOTKE MOBBIIEH. B ToNb3y TpaH3UTOpHOIM
SPUTPOOJACTONIEHUN TaKXKe CBUIETEIBCTBYIOT HOPMAabHbIE
pe3yabTaThl KIMHUYECKOTO aHajin3a KpOBU [0 OOJIe3HMU.
B crepHalbHOM MyHKTaTe OTMEUYaeTCs Pe3Koe CYKeHUE IPUT-
POMIHOTO POCTKA, OTCYTCTBYIOT MPEIIIECTBEHHUKH, 3a MCKIIIO-
YeHWEM HOPMOILIUTOB, SPUTPOLUTOB. KylbTypanbHBIMU HC-
CJIeIOBAaHUSIMUA KOCTHOTO MO3Ta BBISIBJIEHO HECKOJIBKO IaTore-
HETUYECKMX MEXaHM3MOB: NMPUCYTCTBUE B CHIBOPOTKE MHTUOU-
TOPOB CTBOJIOBBIX KJIETOK WJIM aHOMAJUU TIOCIEAHUX, BhIpa-
Xaromuyecss M0 B MX YUCICHHOCTH, JIMOO B CIIOCOOHOCTH
K peaklUMu Ha SPUTPONOSTHH. B0O3MOXEH ayTOMMMYHHBbI
reHe3 3a00JieBaHUSI C TOPAXKEHUEM TEPBUYHBIX 3PUTPOUITHBIX
MPeIIIeCTBEHHUKOB, a He 3peJibiX B3pUTpoluToB. Yepes
HECKOJIbKO MeCSILIeB Toce cTapTa 3aboJieBaHUS HacTymaer
CroHTaHHasg pemuccus. Jlo HACTYIUICHMSI BBI3IOPOBICHMUS
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Tabauua 30

JuddepeHmanbHblii 1MarHo3 TPaH3UTOPHOM 3puTpobIacTorneHun u anemun biaekdena—laiiMmoHaa

[Lanskowsky P., 2000J

ITpusnaku

Tpan3uTopHasi >pUTPOOJIACTOTIEHU S

AnemusiBrekdena—/laiimoHna

Yacrora BCTpeyaeMOCTU
Bospact nuarHoctuku
Druonorus
HacnencreeHHoCTh
[TpeniecTBytoniue 3a00aeBaHUs
Teuyenue
I'emotpancdhysumn
MCV
HbF
i-aHTUIE€H 3PUTPOLIUTOB
DepMeHTbI 3PUTPOLIUTOB:
TpancamuHaza
Ajprionasa
®ochodpykTokrHaza
[myratnonnepokcugasa
AKTUBHOCTb aJIeHO3WHIE3aMUHA3bI
Jleuenue

JIOBOJIBHO YacTo

6 Mec - 4 rona, pexe B GoJiee cTapilieM Bo3pacTe
[TpuobpereHHas (BUpycHasi, UAMONIAaTUYECKasT)
OrtcyTcTBYyeT

3a 1-2 Mec — BUpYCHbIe UHGEKIMU

CrOHTaHHOE BbBIOPOBJIEHHE Yepe3 HECKOIBKO HEle/b
He Tpebytorcst

< 85 1 (HOpMOLIUTHI)

HopmanbHbliit

OOBIYHO HOPMAJIbHBII

Huzkas
«
«
«
He ysenuuena
I'emoTpaHcdy3uu nmpu HEOOXOAUMOCTH

Penko

90 % ciy4aeB 10 rofa
leHeTnueckue HapyleHus
B 10-20% cnyyaeB
OTCYTCTBYIOT
JnuTtenbHOe
Heobxonumbl

>90 % fl (MakpoOLMTHI)
[ToBbileH

[ToBbileH

HopmanbHast wiv nosbliieHHast
Toxe

HopmanbHas

HopmanbHast wiv noBblllieHHAsT
YBenuueHa

I'emoTpaHchy3uu, NpenHU30JI0H
2 mr/kr/cyt; TKM




MOIYT IOTpeOOBaThCsl TeMOoTpaHCcGhy3MK, KOPTUKOCTEPOUIBI HE
HCITOJIb3YIOTCS.

JunddepeHIMaIbHBINA AUArHO3 TPAH3UTOPHOM 3pUTpOoOIaC-
TorleHMn M aHemuu biekdena —JlaliMoHIa MpencTaBieH B
Tabi. 30.

BropuuHbie (mpuoOpeTeHHBbIE)
aruiasuy 3pUTPOMIHOrO pPOCTKa

Taxoke IpOSBISIIOTCST aHEMUEH, COIPOBOXKIAIOIICIACS PETUKYIIO-
LIUTOIICHYE M YMEHBIIIEHMEM KOJMYeCTBa NpEeAlIeCTBEHHUKOB
SPUTPOLIMTOB B KOCTHOM Mo3re. BropwuHas aruiasusi 3puTpo-
HWIHOTO POCTKA MOXET OBITh BbI3BaHA BUPYCHBIMU WH(DEKIIWSI-
MH (mapoTut, Bupyc DmireiiHa —bapp, mapBoBupyc B19), atu-
MUYHBIMA ITHEBMOHUSIMU W OaKTepHaJIbHBIM CEIICHCOM;
JIEKapCTBEHHBIMM CPEICTBAMU (XJ10paM(pPEHUKOII, TTIEHUIUINH,
¢enobapouTan, MbeHUITUIAHTONH); aHTU3PUTPOLIMTAPHBIMUI
aHTHUTEIaMU; UMMYHOIE(MUIINTOM; TUMOMOI; 3JI0Ka4eCTBEHHBI-
MM OITyXOJISIMHU.

ONr304bI OCTPOIl HEMOCTATOYHOCTH 3PUTPONO033a MOTYT CO-
MPOBOXIATh LENBIA Psil BUPYCHBIX MHpekunit. [Ipu sTOM 3Ha-
YUTEIBPHO CHIDKAETCS KOJMYECTBO IIMPKYIMPYIOIINX PETUKYIIO-
mutoB (MeHee 0,1 %) W mMOBBIIAETCSI YPOBEHb Kejle3a B
CBIBOPOTKE. B KOCTHOM MO3re yMEHBIIIEHO YMCJIO TPEAIIeCTBEH-
HUKOB 3PUTPOLIMTOB. DTU 3MMU30/IbI, KaK IIPABUJIO, KyIIUPYIOTCS
M HE OCTABJITIOT KaKuX-1100 1ociiencTeuii. Hanbonee yacro Bro-
pUYHas aruia3us SPUTPOMIHOTO POCTKA BHI3BIBACTCS IAPBOBH-
pycom B19.

Y Bcex OONBHBIX TPYIHOTO BO3pacTa MpH AMArHOCTUKE SPUT-
pobiacToneH HeoOXOAMMBI ClIeAylole ucciaenoBanus [ Bu-
muarT. H. u op., 1998]:

1. Conepxxanue chiBOpoTouHbIX aHTHUTeN IgM 1 IgG (Matb
1 peOCHOK).

2. Bupycnoit JIHK B cBIBOpOTKE KpOBH.

3. Bupycuoii JTHK B KocTHOM Mo3re.

DTU HUCCenoBaHUsI MOTYT IIOMOYb B M hepeHITAIINA PUT-
poOJacTorieHn npyu MHGUIIMPOBAaHMU HapBoBupycoM B19 u
3pUTPOOIACTOIIEHNH IPYrOro IreHesa.
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B Tepanuy BTOPUYHBIX 3pUTPOOIACTONIEHUU BAXKHO YCTpa-
HEHUE MPUYMHBI, BbI3BaBIIel 3a00/ieBaHUEe — OTMEHA Ipernapa-
Ta, JICYEHWEe OCHOBHOIO 3a00JieBaHUSI WU TUMIKTOMUsS. [Ipu
O00HapYXEHUM aHTUIPUTPOUAHBIX AHTUTES TOKa3aHbl KOPTHU-
KOCTEpOU/IbI, TIPU UX HEA(DHEKTUBHOCTY — MMMYHOJETPECcCaH-
Thl (nuKiIodochan umm azaTuonpuH). [Ipu ummyHonedumte
MapBOBUPYCHasi UHGEKIIUS MOXET ObITh XPOHWYECKOM, Toraa
TMPUMEHSIOT UMMYHOTJIOOYJIMH BHYTPUBEHHO.

MpuobOpeTeHHbIe annacTuieckue aHeMumn

KnnHuka npuobGpeTeHHBIX AA OTIMYAETCS B 3aBUCUMOCTU OT
TOTaJbHOIO WM W30MpaTebHOrO IOPaXXeHUS IeMOII033a.
VY 0onbHBIX MPUOOPETEHHBIMU AA B OTIMYME OT HAC/IEICTBEH-
HBIX (DOPM OTCYTCTBYIOT BpOXKICHHbIC AHOMAJIWKM Pa3BUTHS,
¢du3nUecKoe M ICUXWYECKOE pPa3BUTHUE AETeld HE M3MEHCHO,
KOCTHBIIA BO3pacT COOTBETCTBYET IIACIIOPTHOMY.

Hnst ToTadbHBIX (opM AA XapaKTepHO COYETaHHE IeMOp-
paruyeckoro, aHeMMYECKOTO M MH(EKIIMOHHO-CENTUYECKOIO CUH-
npomoB. I'eMopparuyeckuii CMHIAPOM, OOYCIOBJIEHHbBII TPOMOO-
LIMTOICHKEH, BhIpaXXeH Pe3KO: MHOXCECTBECHHBIC dKXMMO3bI U
MeTeXVr Ha KOXe U CIIM3UCTHIX 000JI0UKaX, KOHbIOHKTUBAX, pe-
LIIMBUPYIOLLINE HOCOBBIC, IECHEBHIC, MATOYHBIC, JKEITYIOUHO-KU-
ILIEYHbIE W ITOYCYHbIE KPOBOTCUCHUSI, KPOBOUIIUSIHUSI B MECTaX
uHbeKUMA. HenocpencTBeHHOM MPUYMHON CMEPTU Yy TaKUX 0OJIb-
HBIX SIBJISIIOTCS Yallle BCEIO0 KPOBOUBIUSIHUS B XKU3HEHHO BaX-
Hble opraHbl. [lopaxeHue 3pUTPOMAHOIO POCTKA IPUBOIUT K
Pa3BUTHUIO AaHEMUYECKOIO CUHAPOMA, IMPU KOTOPOM Y OOJIBHOIO
oTMevaeTcs 001ast c1aboCTh, CHIDKEHUE aIllleTUTa, TOJIOBOKPY-
JKE€HUE, MOBBIIEHHAs! YTOMJISIEMOCTb, OJIEIHOCTh KOXKU U CIIU3U-
CTBIX 000JI0YEK, HOITEBBIX (haJlaHT, U3MEHEHUS CO CTOPOHEI Cep-
JIEYHO-COCYAMCTOI CUCTEMBI: paclIMpeHHe TpaHUll cepiia,
MNPULIYIIEHHOCTh TOHOB, TaxUKapAusi, CUCTOJIMYECKUM IIyM
Pa3IMYHONM MHTEHCUBHOCTHU, BO3MOXKHA SKCTPACUCTOJIMSI, OIbIILI-
Ka. Hannuue nefikorpaHyJIOUMTONEHUU OOYCIOBIUBACT BOZHUK-
HOBEHME WH(PEKLMOHHO-CENITUYECKOIO CUHIApPOMA: JIerKoe
npucoeaMHeHue MHMEKIMI 1100011 ToKalnu3aluu, I3BeHHO-He-
KPOTHYECKOE MOpaXKeHUe KOXH, CIM3UCTBIX 000JI0UeK. XapakK-
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TEPHO TSIKeJIoe TeueHue UHGhEKIUi, BHI3BAHHBIX HE TOJIBKO T1a-
TOTeHHOM (hJIOPOIi, HO M YCIIOBHO-TIATOTEHHBIMU M TPUOKOBBIMU
Bo3OynuTensiMu. JIumdaTtnyeckue ys3Jbl, Me4eHb, CEIe3eHKa
He yBeiauueHbl. [Ipu n30MpareIbHOM TOpPaXKeHUU SPUTPOUI-
HOT'O POCTKa MMEIOTCS TIPOSIBJICHUS JIMILb aHEMUYECKOTO CUHI-
pomMa.

Bce cumnTombl 00J1e3HHM MOTYT TIPOSIBIISITHCS M HapacTaTh
0oJsiee UM MEHEE OCTpO.

I'emaronornueckue uaMeHeHUs MpU AA CKJIaAbIBAIOTCS 13
HelTporieHun (aOCONIOTHOE 4YMCIO HEUTPpOo(UIOB MeHee
1,5 x 10°/n), anemun (Hb < 110 r/1), TpoMGOLUTONEHUM
(ancao TpomGouutos < 100 x 10°/1)U peTUKyJIOLUTONEHWH,
HE COOTBETCTBYIOIICH TSKECTH aHeMuM. B MuesorpamMmme orMe-
YaeTcsl pe3Koe CHIDKEHUE KJIETOUHOCTH, PEAYKIIUS MUETOUTHO-
IO Y BPUTPOMIHOTO POCTKOB, BapuaOeJbHBIM JUMMPOUUTO3 U
OTCYTCTBUE MErakapuoLMTOB. Y OOJIbHBIX C MEIJIEHHBIM pa3-
BUTHEM aIljla3uM JUTUTEIbHO MOIYT COXPAHSIThCS YYaCTKU aK-
TUBHOTO KPOBETBOPEHUSI — «TOpsiYMe KapMaHbl». B TperaHo-
Ouornratre OOHApyXXKMBAeTCsl pPE3KOe CHMXEHHE IuIalgapma
KPOBETBOPEHUSI — NOMUHUPYET KUPOBOI KOCTHBII MO3T, TEMO-
TO3TUYECKHE BJIEMEHThI MPEACTaBICHbI pe3rayalbHbIMU OJara-
MU 3PUTPO- U MMEION033a, MEraKapMOIUTHI MPAaKTUIECKN He
OOHapYXKMBAIOTCS.

ITo TsxecTn mpuoOpeTeHHBIE AA NENsATCSI B 3aBUCHMMOCTHU
OT TJIyOMHBI LIMTONIEHUU, PETUKYJIOLUTO3a U OCTAaTOYHON Kile-
TOYHOCTM KOCTHOTO MO3ra I10 JaHHBIM TpernaHoouoricumn. Mc-
TTOJIB3YIOTCSI KPUTEPUM TSKeCTH AA, pa3paOoTaHHBIC MEXIy-
HApOIHOW Tpymnmoi uzydyeHus AA — «kpurepun KamMuTTbI»
[CamittaB. M. etal., 1976]:

1) yucno rpaHynaonuToB MeHee 500 B 1 MK

2) uucio TpombouutoB MeHee 20 000 B 1 MKI;

3) umcao perukyiaouutoB MeHee 40 000 B 1 mxin (wiaum
MeHee 1 % mociie KOppeKLMM Ha HOPMAaJIbHbIM reMaToK-
puT).

AA cuMTaeTcsl TSLKENOM, eClid MPUCYTCTBYIOT JIIOObIE 1Ba yKa-
3aHHBIX BBIILIE MMOKA3aTesl KPOBU B COUYETAHMU CO CHUXKEHHOM
KJIETOYHOCThIO. Ecii reMatojiornyeckuii CMHAPOM COOTBETCTBY-
€T KpUTEepUSIM TsLKeJTol AA, HO 4McIio TpaHyouuToB MeHee 200
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B 1 Mkn1 — cBepxTskenast AA. Bce ocTaibHBIE Ciydan Xapak-
TEPU3YIOTCSl KakK HeTsokenast AA.

HuddepeHunaNbHbIN UarHo3 pyu MpUOOPETEeHHBIX AA TIPO-
BOAMTCS TIPEMMYILIECTBEHHO C OCTPBIM JIEIKO30M, MerajgobJac-
THBIMUA aHEMMSIMU, CUHIPOMOM T'UIIepCILUIEHM3Ma, MeTacTazaMu
OITyXOJIEM B KOCTHBIA MO3T.

MnaH o6cneaoBaHus 00NbHbIX
anjlaCTU4eCKMMU aHeMUSIMU

1. KnuHudeckuii aHaanu3 KpPOBH, C OMpeneIeHNeM KOInJe-
crBa perukynouutroB u K.

2. T'ematokpwur.
3. I'pynma KpoBu U pe3yc-¢hakTop.

4. MuenorpaMMbl U3 3 aHaTOMMUYECKM Pa3JIUYHBIX TOUEK
Y TPernaHoOuOICHUs, ONpeae/ieHre KOJOHUeoOpa3yolrx
CBOMCTB U LIUTOT€HETUYECKUI aHAJIU3 TIPU HACIIEACTBEH-
HBIX BapuaHTax OOJIE3HU.

5. MMMyHonorudyeckoe ooOcienoBaHUe: ONpeaeaeHue aH-
TUTENT K SPUTPOLIUTAM, TPOMOOLIMTAM, JIEUKOIIUTAM, OII-
peneaeHrue UMMYHOTTIOOYJIMHOB, TunupoBaHue no HLA-
cucreme, PBTJI.

6. buoxumuyeckuii aHaiu3 KpoBu ¢ onpeaeienruem AJIT,
ACT, omnmmpyomHa, o011ero 0e1Ka, IIpoTeMHOTpaMMBbI, MO-
YeBMHBI, KpeaTUHWHA, caxapa, rarrorioouHa, ¢peTaabHO-
ro TeMOIJIOOMHA.

7. OOMEeKIMHNYECKOe 00CIenoBaHne: aHaJIl3 MOYM, KOIT-
porpamMMa, moceB Kaja, Ma3KM M3 3¢Ba U HOCA, OCMOTP
JIOP-Bpaua, cromaronora, DKI', peHTreHOrpamMmma rpya-
HOW KJIETKM (IJIST UCKJTIOYEHUSI TUMOMBI, TeMOCHAEP03a),
KOCTEH yepera, 3arsiCTh.

8. TpaHcdy3uomornyecknii aHaMHe3: KOJMYECTBO M IIe-
PMOIUYHOCTh reMoTpaHC(hy3uii, B TOM 4YMCJIE OT pOI-
CTBEHHUMKOB; TMOCTTpaHCHY3MOHHBIE PEaKIIVHU.
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9. Ilo nokazanusM: Y3W BHYTpEeHHMX OpPraHOB, BHYTPH-
BEHHas yporpadusi, Koaryjaorpamma, <«KeJie30-KOMILIEKC»
KpOBU, DYHKIIMOHAJIbHBIE TIPOOBI TIOYEK U JP.

10. ¥V OonpHBbIX aHemueil PaHKOHU:

a) IJIs TIOATBEPXKIECHMSI TUarHo3a — TeCT C AUIIOKCHUOY-
TaHOM WJIA MUTOJIM3MHOM

0) y OOJBHBIX C YCTAHOBJICHHBIM ITMAarHO30M
1) olleHKa 3HIOKPUHHOTO CTaTyca
— OLIEHKa ITOJIOBOTO Pa3BUTHUS
— mpoba Ha TOJIEPAaHTHOCTh K TJIIOKO3€
— YpOBEHb COMATOTPOITHHA
— YpOBEHb TOPMOHOB IITUTOBUIHON XKeJIE3bI
2) peHTreHojiornyeckoe oodcenoBaHue

— UCKJIIOUYEHME MTOPOKOB Pa3BUTUSI KOCTHOM CHC-
TEMBI

WCKJIIOUEHWE aHOMAJUii ypOTreHUTAJIbHOTO
TpakTa

3) yHKIIMOHAJIBHBIE TTIEYCHOUHBIC TPOOEI
4) yHKIIMOHAJIbHBIE TTOYEYHbIE MPOOBI
5) Y3U cepmua
6) aymuorpaMma
7) obciiemoBaHuE YJIEHOB CEMBbU OOJIBHOTO
— ucKmovYeHne aHeMuu-MaHKOHU y APYTUX POMI-
CTBEHHUKOB
— o0cieqoBaHNe POACTBEHHUKOB JIJISI BBISIBJICHUS
MOTeHLMAJIBHOTO TOHOPAa KOCTHOTO MO3ra
— ILMTOTeHETUYECKOE OOC/IeI0BaHNE POJCTBEHHM-
KOB U OOJIbHOTO
— MCClieloBaHMEe KOMITIeMeHTapHoe™ reHOB 00Jb-
HOTO
8) meprogMYecKN MCCIeNOBaHWEe KOCTHOTO MO3Ta JJIsI
VCKITIOYeHUS TpaHChOpMAaIlK B MUEJIOIUCIUIACT-
YECKU CUHAPOM WM OCTPBI JIEHUKO3.
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JleyeHue 0O0JbHbIX anNacTUYeCKUMM
aHeMmuamMmum

JleueHue BpoXAEHHbIX GOPM anacTUYeCKUx
aHeMuim

Au"emug DaHKOHU

1. Tpancnaanmayus xocmrnoeo mozea (TKM).
SBnsieTcst MeTonoM BbIOOpa B JiedeHUM aHeMud DaHKOHH.
IMposomurcst TKM ot HLA-uneHTMYHOrO CMOJIMHTA C WCTIONb-
30BaHMEM CMSATYCHHOTO KOHIWLIMOHUPOBAHMS - TOpakoabmo-
MMHaJIbHOIO 00JiydeHust B jgo3e 6 I'p m uukinodpochamuna B
nose 20 mr/xr. Takoi Mmoaxo Mo3BOJISIET U3JIEYUTh 0KOoJIo 70-
75 % GonbHbIX ¢ aHemueit @ankonu [Gluckman E. et al., 1994].
2. Ilpm orcyrctBum nonopa mist TKM HaszHayaioT KOHCep-
BaTUBHOE JIeYeHUE — aHOpoeeHb! (CTepOUIHBIE aHA0OIN-
KH).
OCHOBHBIE TIpernapaThl, UCIOJIb3yeMble Y OOJBHBIX aHeMUE
dankoHu, IIpeacTaBieHbl B Ta0. 31.

Tabauua 31

CreponaHbie aHAOOJIMKM, NMPUMEHSIEMbIE
y O0osbHBIX anemueii DaHKoHn

Ha3sBanue npenapara Hoza ITyTbhBBEIEHUS Yacrtora
MTI/KT/CyT BBEJICHUS
MeTaHI00CTEHOIOH 0,2-0,4 DHTepalbHO ExenHeBHO
(HepoboJ1, TMaHabo)
Petabonun (neka- 1-1,5 BHyTpUMBILIEYHO 1pasB
ypaOOJIMH; HAHIPOJIOH) 7-14 nmHeii
DeH060MH (IypabovH; 0,25-0,4 | BHyTpUMBIILIEYHO 1pa3B
HepoOOoJTIT) 7-10 mHeit
OKCHMETOJIOH 0,5-2 DHTEpaTbHO ExenHeBHO
(IUTUIPOTECTOCTEPOH)
TectocTepoHa 3HaHTaT 4 BHyTpuMBIIIeYHO 1pa3B
7 nHem
TectocTepoHa 1-2 Cy0IMHTBAJIBHO ExenHeBHO
MPOIUOHAT (OPETOH)
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JleyeHue aHmporeHaMu MPOBOISIT B TeUeHUe 3-6 Mec, B TeUe-
HMe TMepBbIX 1,5—2 MecslileB AaloT MOJHYI0 J03y Ipenaparos, a
3aTeM MepexXoJsiT Ha TMOMAEePXKUBAIOIIYI0, KOTOpasl COCTaBJsIeT
Yf*/i  OT MONHOI TepameBTHMYECKON MO3bl. YIydllleHUe Trema-
TOJIOTHYECKUX TTOKa3aTesIell HacTymaeT 4epe3 6-8 Hem ¢ MOMeH-
Ta Hayaja Tepanuu — YBEJWYMBAETCS KOJIMYECTBO PETUKYJIO-
LIMTOB ¥ TEMOIJIOOMHA, a 3aTeM JIeMKOIMTOB. YMCIIO TPOMOOIIMTOB
He TIOBBIIIAETCS JJTUTETBHO.

Tepanuio oObIYHO HAYMHAIOT C OKCUMMeETOoJioHa B nose 0,5-
2 MT/KT/CYT 3HTepalbHO exXemaHeBHO. OTBET Ha Tepaluio OT-
MevaeTcss yepe3 4-8 Hem oT Hayada jedyeHus. [IpumepHo y
50 % GOMBHBIX OTMeYaeTcs 3HAYUTEIbHOE YIy4IIeHHe TeMaTo-
JIOTUYECKHMX TMoka3aTejeH. OTBeT Ha Tepanuio aHApOTreHaMu
MMeeT TMPOTHOCTUYECKOE 3HAUeHUE: CPedHSIsSI BbIKUBAEMOCTb
OOJIbHBIX, OTBETUBIIMX Ha aHIPOTEHbI, COCTABNISIET OKOJIO 9 JIeT,
He otBeTMBIIMX — 2,5 T [Doney K., 1992].

3. 3amecmumenvras 2emompaHc@y3uoHHAsSL mMepanus.

IToxkazaHusl K 3aMeCTUTENbHON Tepanuu OMpeAessiioTcsl Te-
MaTOJIOTMYECKUMM TTOKa3aTeISIMU:

— ypoBeb Hb < 80 r/m;
— abcomoTtHoe uncao HeiTpodmwios < 10 x 10°/x;

— yucno tpomGouuTos < 20 x 10°/1.

TpaHcdy3un 3pUTPOLIMTHOI MacChl X1 TPOMOOB3BECH HAaYMHA-
IOT TIPOBOJUTH TOJIBKO TOTJA, KOrAa IOKa3aTeIn JOCTUTHYT YKa-
3aHHOTO YPOBHSI. 71 IMarHOCTMKKM BO3MOXKHOTO TeMOCHIEPO3a
1 pa3 B 6 Mec HEOOXOOUMO OIPENessTh YPOBEHb (hepPUTHHA,
yTOOBI BOBpEMsI Ha3HAUYUTh AecepaoTepanuio.

4. T'emonosmuueckue pocmosie GaKmopbi.

Moryt ObITH Ha3HAYEHBI B Ka4eCTBE MPOOHOI Tepaluu Mpu
Hea3(GGEKTUBHOCTH OOBIMHOIO JIEYCHUS U OTCYTCTBMM COBMEC-
TUMOro moHopa. OOcyxXaaeTcsl MCIOJb30BaHUE TaKMX POCTO-
BbIX (pakTOpOB, KaK [-KC®, TM-KC®. YcraHOBIEHO, 4TO HC-
nosip3oBaHue spurporodtnHa u [-KC® y 0oabHBIX aHemueit
DaHKOHM MOBBIIIAET a0COIOTHOE KOJIMYECTBO HEHTPODUIIOB,
TPOMOOLIUTOB, 3pUTpoLIMTOB U CD 34+-KjeTox.

5. B mocaemame roobl cOOOIMIAIOT O TIOMBITKAX 2eHHOU me-
panuu 007bHBIX aHemuelli MPaHKOHM.
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JleyeHre aruIacCTUYECKOUM aHEMUU
IPU BPOXIECHHOM IMCKEpaTo3e

Ucnonp3ytor TKM (KOHAMLUOHUPYIOIIUIA pPEXUM HCHOIb-
3yeTcsl TAaKOM ke, KaK U JJ1s1 TPUOOPETEeHHBIX AA), HO TTO3IHSIS
cMmeptHOCTh Tociie TKM B 3Toil rpymre cocTaBisieT OKOJIO
90 %. Y HeKOTOpBIX 0OTBHBIX 3(P(HEKTUBHA Tepallhs aHIPOIe-
HaMHU.

Jleuenue anaacmuueckoii amemuu npu CcuHopome
Illeaxmana

Jleuenun AA npu cunapome [lIBaxmaHa He pazpaborano. s
JIEYEHUST CUHAPOMA MajibaOCOPOLIMU HAa3HAYAIOT 3aMECTUTENb-
Hylo Tepanuto ¢epMeHTaMu. [Ipy BOBHUKHOBEHUM UHDEKIIM-
OHHBIX OCJIOXXHEHUII 00s13aTefibHA aHTUOAKTEepUaIbHasT Tepa-
nusi. Y HEKOTOPbIX OOJIbHBIX Ha3HAYEHWE MabIX [103
MPETHU30JI0HA CIOCOOCTBYET YBEIWYEHUIO YUC]Ia HEUTpodu-
JIOB.

Anemus brnexdena—Jlaiimonga (AB/L)

1. Kopmuxocmepouonas mepanus — SBJASETCS OCHOBHBIM
meTofoM JsiedeHust ABJl, UMEHHO ¢ KOPTUKOCTEPOWUIOB Ha-
YUHAIOT Tepanuio Ha crtapte 3aboneBaHus. Hasznavaror mpen-
HU30JIOH B J03¢ 2 MTI/Kr/cyT B 3 mpueMa B TeueHue 4 Hef;
3aTeM CYTOYHYIO 103y y OOJBbHBIX C TIOJOXWTEJIbHBIM OTBE-
ToM (moBeimieHrne Hb mo 100 r/m) HeoOXOOUMO IOCTEIICHHO
CHUXATh 10 JOCTUXEHWUSI MWHUMATbHOW TMOIEepKUBAIOIICH
CYTOYHOU 1103kl (€XEAHEBHO WIM Yepe3 [JeHb s
COXpaHEeHMsl yCToMYMBOro oTeeta). Ilokazarenu, xapakrepu-
3ylollIMe OTBET Ha JiedeHue neTeit, 0oiabHbIXx ADBJI, mpeacras-
JIeHbl B TaOa. 32.

OTBeT Ha Tepaluio MPEIHNU30JIOHOM Yallle BCETO IOSIBIISICT-
¢ B TedeHUe 2 Hel, HO MOXET OBITh OTCpOYeHHBIM. MHorma
TpeOyeTcs MOBBIIIIEHNE CTAPTOBOM J03bI. JledeHre TOIKHO ObITh
MpeKpalleHO KaK Y HEOTBETHBIIMX OOJIBHBIX, TaK U Y GOJbHBIX
C BBICOKMM ITOPOTOM OTBETa, KOIma JJIUTEIBHO TpebyeTcs m1o3a
6omee 0,5 MT/KT/CYT I TOOAEPXKAHUS YCTOMYMBOIO OTBE-
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Ta. Y oreeTuBlIMX JeTell ¢ AB/l mINTeNbHOCTh MPUMEHEHUS
MPEAHU30JI0HA TUMUTUPYETCS PA3BUTUEM TSIXKEJIbIX OCJIOXHE-
HUI CTepOUAHON Tepanuu. Y Bcex OOJIbHBIX HEOOXOAMMO KOH-
TPOJIMPOBaTh HPU3NYECKOE pa3BUTHE (POCT) M TIPU TOSIBJICHUU
€ro 3aJIEPXKKU CliefyeT BpEMEHHO MPEeKPaTUTh CTEPOUIHYIO Te-
panuio U TPOBOAMTH PETyJsIpHbIE TeMOoTpaHchy3uu. DTo Mo-
JKET BOCCTAHOBUTH POCT pedeHka. Hy:KHO MOMHUTH, 4YTO Haubo-
Jiee YS3BUMBIMU B 3TOM IIJIaHE TEPUOAAMU SIBJISIIOTCSI TIEPBbIA
roi Xu3HU U myoeptaT. Jojsi OOJBbHBIX C XOPOIIMM IIEpPBUY-
HbIM OTBETOM TIO JIUTEPATypPHBIM JAHHBIM COCTaBJISIET OKOJIO
70 %, omHAaKO 4acTh OOJIbHBIX B TeUEHME OOJIE3HU CTAHOBATCS
pedpakTepHbIMU WU TIPEKpalIaloT JIeUeHUEe U3-3a BBICOKOTO
ropora OTBeTa U/WJIUA TSIXKEIbIX MOOOYHBIX 3(h(HEKTOB.

Tabauuya 32

IMoka3arenn, xapakTepusymoue OTBET HA JieUeHUE JeTeid,
oosbHBIX aHemmeii Biaexkdena—/laiiMonaa
[BumaarT., 1998]

OrtBerHa IToBbme- He3asu- IMompkennas | Perynsipuas no-
Tepanuio HHME YHCIA | CHMOCTH NMOTPEOHOCTh | TPEOHOCTH B re-
PETHKYJIO- | OTTPaHC- | B reMOTPaHC- | MOTpaHC(Y3MAX
IIMTOB y3mii cy3usix (1 pa3B3-6Hen)
TMomHbrit + + - -
YactuaHbIit + - + -
IMnoxoii + - - +
YaCTUYHBIN
Her orsera - - - +

2. Temompancgysuounas mepanus — 3aMeCTUTEJIbHASI Tepa-
Ui, 3TO OObIYHAS aIbTEpHATUBA Y CTEPOMIOPE3UCTEHTHBIX OOJIb-
HBIX WM OOJIbHBIX C BBICOKMM TIOPOTOM OTBETa Ha Teparuio
MPETHN30JIOHOM.

TpaHcdy3uu 3pUTPOLIMTOB TTPOBOISATCS Kaxable 4—5 Hen, y
TPYIHBIX AeTell Kaxnble 2—3 Hed, JUISl MOAAEPXaHUsSl YPOBHS
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reMonIo0MHa, 00eCIeYMBAOIIETO ONTUMANIBHBINA POCT pebeHKa.
HaunGonee cepbe3HbIMU OCIOXKHEHUSIMU TeMOTpaHC(hy3MOHHOM
Tepanuu SIBJISIIOTCS Pa3BUTHE TeMOCUIEPO3a U MPUCOCANHEHUE
BUPYCHBIX 3a00JI€BaHUIA.

3. Tpancnaanmayus KocmHo2o mo3ea. SIBsIeTCs BaXKHOU Te-
pareBTUYECKOM allbTepHATUBOM IJIT CTEPOUIOPE3UCTECHTHBIX
6osbHBIX ABJI, HyXXmaroImxcsi B TeMOTpaHChy3UsIX MPU Hau-
yun HLA-coBmectMoro moHopa. Mmerorcst coolrieHust 00 yc-
TIEITHOM TPaHCIUIAHTALIMM KJIETOK MyHOBUHHOM KpoBu oT HLA-
COBMECTMIMOTO CHUOJIMHTA, 4YTO, BEPOSITHO, CBHMICTEIBCTBYET O
11eJIeCO00Pa3HOCTH 3aMOPAXKUBAHUS ITyITOBUHHOM KPOBU OT CHO-
JMHTOB O0O0NBHBIX AB/I.

4. Tepanus ebvicokumu do3amu MemuanpeoHU30A0HA
(BAMII) — sBnsieTcsl APYroil ajabTEpPHATUBOM [UISI OOJBHBIX
AB/I.

PexoMmeHnnyoT HazHayaThb METWINPEIHU30J0H B go3e 100
Mr/Kr/cyT BHyTpuBeHHO [Ozsoylu S., 1992] wm mo cxeme
[Hukutun 1. O., 1992]:

1-3-it nHU — 30 Mr/Kr/CyT;
4-7-i1 nHU — 20 MT/KT/CyT;
8-14-itgnu  — 10 Mr/Kr/cyT;

15-21-t q;pu - — 5 Mr/Xr/cyT;
22-28-ti gHU — 2 MTI/KT/CYT.
BBonutcs BHyTpuBeHHO, MemieHHo, B 20 M 0,9 % pacTBopa
NaCl
C 29-ro nHs B no3e 1 Mr/Kr/cyT B 3 mpuemMa dHTepajibHO B
TedeHHe 3-6 Mec 10 TOBBILICHUST TeMorioouHa 6onee 100 1/,
O06s13aTesieH MOHUTOPUHT TE€PaITuu;

1. CTepHaJIbHBIN ITyHKTAT — 10 Kypca 1 Ha 30-ii JeHb.

2. KilmHn4yeckuii aHaJiM3 KPOBU C PETUKYJIOLMTAMU
1 pa3 B 5 nHeil.

3. @eTanbHBIA TeMOITIOOMH — 10 Kypca W Ha 30-i
JCHb.

4. buoxumus — (AJIT, ACT, MDA, caxap, dJeKT-
poauthl) 1 pa3 B 7 mHei.

5. AHanu3 Mouu 2 pasa B Helemo (KOHTPOJIb ITIOKO-
3ypuNn).

6. DKI' — no kypca, 3ateM 1 pa3 B 14 nHeii.
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7. ApTepuajabHoe JaBJICHUE — eXEIHEBHO B TEUCHUE
45 nHeid.
5. Ilpu cmepoudope3ucmenmuocmu BO3MOXHO Ha3Haue-
HUE aHApPOTreHOB, 6-MepKanTomypuHa, LUKiIodocdaHa,
uukiocrnopuna A, ATT/AJIT.

JleueHue NpUOOpPETEHHbIX anJacTU4EeCKux
aHemMum

/. Tpancnaanmauus xocmmnoco mozea (TKM)

TKM oOT INOJHOCTBIO TMCTOCOBMECTMMOIO JOHOpA CUYUTAETCSI
Tepanueir BbIOOpa MpU MEPBUYHO AUATHOCTUPOBAHHOMN TSKE-
ol AA M JokKHa OBITH MPOBeIeHA HEMEMJIEHHO, ITOCKOJIBKY
JAHHBIA BUI JIEYEHUS] UMEHHO Y JeTeil HauboJiee pe3yibTaTh-
BEH.

YactoTa J0JTOCPOYHOU BBIKMBAEMOCTU Y JI€TEN, MepeHec-
mmx TKM Ha paHHUX cTagusix 00Jie3HM OT moaHocThio HLA-
COBMECTMMOTO JI0HOpPA, MO JIMTEPATYPHBIM JAaHHBIM COCTaBJISIET
65-90 % [Locascilli A. et al., 1996]. Haubosnbliiee pacrpoct-
paHeHue noyryyria ajnoreHHass TKM, mpu KOTopoii ucnomib3y-
€TCsl KOCTHBIA MO3T OT CUOJIMHIOB, TO €CTh OT POAHBIX OpaTheB
WU CecTep, UMEIOIIMX HauOOJbIIYI0 aHTUTEHHYIO OJIM30CTh K
petunueHTy. [1py HEBO3MOXHOCTHU TIOTYYEHUS] KOCTHOTO MO3-
ra OT CHOJIMHTOB CTapaloTCsl UCITOJIb30BaTh KOCTHBI MO3I OT
JIPYIrUX poACTBEeHHUKOB win HILA-COBMeCTUMBIX HEpPOICTBEH-
HbIX JoHOpOoB. K coxanenuio, Toabko st 20-30 % OGONBHBIX
MOXHO HailTW TMoaxofsiiero goHopa. Bo3MmoxHa TpaHCIIaH-
Talus He TIOJTHOCTBIO COBMECTUMBIX CTBOJIOBBIX KJIETOK JOHOP-
CKOWi IYTTOBUHHOW KPOBU.

IIposenenue TKM TpeOyeT TIIATEIBLHOI ITOATOTOBKM JIsI
npoBeneHust 3¢hdekTuBHOM UMMyHocynpeccuu. IloaroroBka
(«koHIMUIMOHUPOBaHUE») miepen mpoBeneHueM TKM Bktoua-
€T Ha3HayeHUe BBICOKUX 103 ukiodochamuaa (200 mr/Kr)
C aHTUTUMOLIMTapHBIM [100yIMHOM (ATT) mam 6e3 Hero, dpak-
LIMOHHOE TOTaJIbHOE OOJyuyeHue Tejia. BO3MOXHBIM OCJIOXHE-
HueM ajuioreHHoit TKM dBiseTcss HacTyIJiIeHUE peakluu
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«TPaHCIUTAHTAT IIPOTUB XO3SIMHAa», YacTOTa KOTOPOI COCTABJISIET
25 % npu UCIOJIb30BaHUKM KOCTHOTO MO3ra pOACTBEHHUKOB M
50 % npu TKM ot HepoacTBeHHBIX goHOpoB [Gluckman E.,
1992].

//. Aibmepnamuenbie Memoobl aeHeHUs

Bxirouaror HazHaueHHEe UMMYHOCYITPECCUBHOM Tepanuu (aHTU-
JTHM(OLUTAPHOTO/aHTUTHMOLIUTAPHOTO TIOOY/IMHA, IIUKIIOCIIO-
puHA A, BBICOKMX 103 METHIIIPEIHN30I0HA) U TeMOITO3TUYEC-
KHX POCTOBBIX (PaKTOpOB.

1. iMMyHOCYNIpeCCHBHASI TepaInusi

1. Aumuaumpoyumapmsiii (AHMUMUMOUUMAPNBLIL) 210-
oyaun  (AJIT).

Hcnonp3yercss B JiedeHMU OOJBHBIX AA TIpM OTCYTCTBUU
HLA-cosmectmoro monopa. Ilpumenstior AJIIT, BwImeaeHHBIN
u3 TUM(OLIUTOB TpyaHoro nporoka, u AT, BelaelleHHBIN U3
KJIETOK THMYyca 4JejioBeKa. B Haieli crpaHe Hamboiiee pacIipo-
CTpaHeH IIperapar <«AHTWIMMGOIMH», ITOJIydaeMblid IIPU MM-
MYHHU3alIM1 KPOJIMKOB WIN KO3 JUMGOIUTAMU YeIOBEKa.

AJIT' BBOmUTCS BHYTPUBEHHO 4Yepe3 LIEHTPAJIbHBII KaTeTep
nH(py3uei 3a 12 4, ucnoyib3yeTcs B 103¢ 15 Mr/KT/CcyT B Tede-
aue 10 gaeit i 40 mr/Kr/cyT B TeueHue 4 nHeit. [locnemHmit
PeXMM JieT9e B MCIIOJIb30BAaHMM M BBI3bIBAET MEHEE TSIKEIYIO
CBIBOPOTOYHYIO 00JIe3Hb. JIJIs1 CHIDKeHUS aJUIeprUYecKuX peak-
mii BMecte ¢ AJII' HazHayaloT cpemHKe T03bI KOPTUKOCTEPOM-
IIOB.

Y oTBeTHMBIIMX Ha JIeYeHUE KOJIMYECTBO I'PAaHYJIOLIUTOB YBeE-
JIMYMBAETCs B TeueHue 1-2 Mec, a TpaHCchy3MOHHAs 3aBUCUMOCTD
npomnanmaer yepe3 2—3 Mec. HemocraTtounast 3¢ GeKTMBHOCTD OfI-
Horo kypca AJII'-teparmm sIBJIIeTCS ITOKa3aHUEM JISI TIPOBE/IE-
HUS TIOBTOPHBIX KypCOB, HO IIpelapaT Ha3HadaeTcs B OOJIbIIei
Io3e.

2. Huknocnopun A (canoummymn).

Hyxnnaeckuii moaumnenTua, cocTosmuii u3 11 aMuHOKuMC-
JIOT; CHUHTE3UpYyeTCs ABYMs INTaMMaMu TpuOoB. MexaHU3M
IeCTBUS U OCHOBHBIE MTOOOYHBIE (D (PEKTH IIpeacTaBlIeHbI B
Tabm. 33.
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Tabauuya 33

MexaHu3M OeiicTBUSI U OCHOBHBIE MOOOYHBIE 3¢ DEeKThl MpenapaToB, UCIOIb3YEMbIX Y OOJIbHBIX
alTacTU4YeCKO aHeMuei

I'pynna MexaHu3Mm JeiicTBUs OcHoBHbIe N000YHbIE 3 PeKThI
npenapaToB
Antrnmumobonm- | JInMpOLUTOTOKCHYECKOE IeiCTBIE Ha Xumudeckue GieOUTHI TIpY BBEICHUN B TIEpUGBEPUIECKYIO
TapHBII aKTUBUPOBaHHbIE T-Cyrnpeccopsl. BeHy. AJUlepridecKrie peakimu: aHaduiakcyst (B TiepBble
TJI00yJINH HMmmyHOCTUMYTUpYIOlee IeiicTBUEe Ha 1-3 nHs1), cbiBOpoTOUHAst 6ose3Hb (Ha 7-10-i neHb nocie
IPaHyJIOLUTOI033 (yBeJUUCHUE MPOLYKIIMK TIEPBOIA TO3bI)
I'M-KC® u UJI-3) IHC: nmuxopayka, cymoporu
BiusiHie Ha CTBOJIOBBIE KJIETKU CCC: runepreH3usl, ceprevHast HeJIoCTATOYHOCTb, OTEK
JIETKHX
HudeximionHsbie (0akTepruabHbIE) OCTIOXKHEHNS
T'emaTonorngeckvie ocoxHeHust: Temonu3, JIBC-cunn-
POM, yCyryOJieHUe HEUTPONEHNH, TPOMOOLIUTOIIEHUSI
Huxnociopun A | TlomaBisieT pa3BuTHe peakiyii KIIETOYHOTO Hapyiienue ¢byHKInu movyek (yBeJMueHUe KOHLIEHT-
(CaHAUMMYH) THTA ¥ 3aBUCUMOe OT T-mmboLnToB 00pa- paly MOYEBMHBI U KPEaTUHWHA B CHIBOPOTKE).
3oBaHue aHTUTEN. Ha KiieTouHOM ypoBHE XKKT: renaToTOKCMYHOCTD, TIOTEPSI allleTUTa, TOII-
6noxkupyet auMbouutsl G, u G] kietouHoro | HOTa, pBOTa, TUapesl, MaHKPEaTuT.
LMKIIa, TIOJABIISIET CEKPELHIO U TIPOIYKIIMIO CCC: rumeprensust.
mdoxuHOB (MHTepneiikuHoB 1, 2, 3 ny-un- | LUIHC: ronosHas 6omb, napecte3nu, CyIOpOrH.
Tep(bepo}[a) aKTUBUPOBAaHHBIMU T-Mpo- DHIOKpUHHAS CHCTEMA: 00paTUMBbIE JUCMEHOpEsT U
LUTAMK aMeHopest, TUPCYTU3M.
AJutepruyeckue peakiuu: aHapuiakTHIecKue U aHa-
(bunakTouaHbIE PeaKIIVK, CHIMH, 3y,
Tuneptpodust neceH.
HHbeKIIMOHHBIE OCTIOXHEHUS
Okonuanue mabn. 33
I'pynna MexaHu3m JeicTBUs OcHoBHbIE N000YHBbIE (P DEKTHI
npenapaToB
Koprukocrepo- MmmyHocyripeccrBHOe eficTBUe (CHIDKEHUE co- | DHIOKPUHHAs cucTeMa: cuHapoM MiueHko — KyrivHra
WHbIE nepxanus T- 1 B- miM@oLnToB, yMeHbILICHYE OOMeH BellecTB: HapyllleHHe YIJIeBOIHOTO OOMEHa,
nperapaThbl TUTpa CBIBOPOTOUHBIX UMMYHOIJIOOYJTMHOB 1 YBEJIMUEHUE Beca Tella, OCTEOTOpo3.
(TIpeTHNU30JIOH, TUTPa crielMDUUECKUX aHTUTEN). YMEHbIIICHUE KKT: 93BbI XeJTyaKa 1 KAIIEYHUKA
METUINPEAHN- KOJIMYECTBA CTBOJIOBBIX KJIeTOK, Kommutposad- | LITHC: ncuxudeckue paccTpoiicTsa, NOBBILICHNUE
30JIOH) HBIX B OTHOLLIEHUH 3PUTPOIT033a Y TPaHYJIOLIN- BHYTPUITIa3HOTO OAaBJICHUA
Tonos3a. TopMOXeHNe MUTPALIK CTBOJIOBBIX CCC: runepreHsus
KJIETOK M3 KOCTHOI'O MO3ra B KPOBOTOK. CHHIPOM UMMYHHOI HEIOCTaTOYHOCTH
I'emocraTnueckuii 3¢ dext
AHabonnyeckue | YcuiieHue BbIPaOOTKM 3PUTPOITOITUHA TIOY- DHIOKPWHHAS CUCTEMA: BUPWIIN3ALIUS “TIPEXKIeBpe-
CTepOUIbI Kamu. JIeficTBre Ha CTBOJIOBbIE KJIETKM, HAXO- | MEHHOE 3aKpbITUE 30H POCTa KOCTeii, MprubaBKa B Bece.
(aHIpOTEeHBI) nammecs B ¢ase Go - G| v cTUMYIISIvst XKKT: renmaTOTOKCMYHOCTH C BO3MOXKHBIM Pa3BUTHEM

BBIXOJa UX B MUTOTMYECKYIO, YYBCTBUTEIb-
HYIO K 3pUTPONO3TUHY (a3y. CTUMYIISIINS
rpaHyJIOLUTOI033a 3a CUET YCUIICHUS
MakpodaraMmu KOCTHOTO MO3Ta MPOIyKIIMU
KOJIOHUECTUMYJTUPYIOLLETO (hakTopa *

OIyXOJIEH TEYEHU, XOJeCcTa3




ITpenapat BblTycKaeTcs B IBYX (hopMax: aMITyJTMpPOBaHHBIN
JJI1 BHYTPMBCHHOI'O BBCACHUA U JIsA IIpHEMa BHYTPb.
ITpenapaTsl A1s1 IipreMa per os:

» Neoral oral solution — pactsop, 100 mg/ml

* Neoral capsule mmn Sandimmun capsule no 10, 25, 50
n 100 mg B Kamcyine
PacTBOp MOXHO cMelIMBaTh ¢ MOJIOKOM WJIM areJIbCMHOBBIM
COKOM KOMHaTHOM TeMIepaTyphbl.
LuxmocopyH Ha3HAYaIOT B J03¢ 5 MT/KT/CYT €KeTHEBHO
B TEUCHME BCETo Kypca JICUSHUS WK B 03¢ 8§ MT/KI/CyT B 1—
14-i1 nHU JNeyeHUs1, najee M03y TMOBBIIAIOT A0 15 Mr/Kr/cyT (B
2 mipuemMa) y aeteit u 12 Mmr/xr/cyt (B 2 nmpuema) y B3pOCIIbIX.
VYpoBeHb TeparneBTU4YecKoi m03bl B KpoBu 200-400 Hr/MmuI.
OO0s13aTesieH MOHUTOPUHI Tepalluu: apTepuajbHOE HaBjeHUE
exenHeBHO, ouoxumust (AJIT, ACT, ®DM®DA, 6umipyouH, caxap,
MOUEBMHA, KpEaTUHWH, XOJICCTEPUH, JIEKTPOJIUTHI) 1 pa3 B 7 AHE.
YpoBeHb LIMKJIOCTIOpMHA B CHIBOPOTKE KPOBU OIPENESIIOT pa-
JVOMMMYHHBIM MeTOoIOM | pa3 B HeIeJlo B MepBble ABE HENEIU
JiedeHus, 3ateM 1 pa3 B 2 Heq.

BaxkHO KOHTpOJIMpPOBATh KPEATUHWH TIJIa3Mbl: TOBBIIIICHUE
YpOBHSI KpeaTMHUHaA Gojice yeM Ha 30 % oT HOpPMBI TpeOyeT
YMEHBIIIEHUS A03bl LIMKJIOCIOPUHA HAa 2 MTI/KT/CYT KaxXIylo
HeJIeJIIo 10 TeX MOop, MOoKa YPOBEeHb KpeaTUHWHA He HOPMaJIM3y-
ercs. Eciu ypoBeHb HukiocnopuHa > 500 Hr/Ma — Tepanuio
npekpaiamT. [locie cHukeHus ypoBHs o 200 HT/MJ WM
HIDXE Teparuio BO30OHOBIISIIOT B 103e Ha 20 % MeHbllle TTepBo-
HayaJIbHOM.

B Tabn. 34 npencraBieHo B3aMMOAEUCTBUE LIMKIOCTIOPUHA C
JOPYTUMU JIEKapCTBEHHBIMU TIperapaTaMu.

MaxkcumanbHbil 3(h(eKT UKIOCIIOpMHA OTMEYaeTCsl Yepe3
3-6 Mec mocyie Havasa JeuyeHuUsI.

3. Kopmukocmnepouonas mepanus — 8ulcoKue 003bL Me-
muanpednuszonoua (BAMII). MexaHusMm JelcTBUS
W OCHOBHbIE ITO0OYHBIE AP (PeKTH IpencTaBieHbl B
Tabua. 35.

MeTunnpegHU30J0H BBOAST BHYTpUBEHHO B no3e 20 mr/kr/
CYT B TeueHUe 3 JHEH ¢ MOCISaYIOIUM TTOCTEITIEHHBIM CHIKEHU-
€M J03bl B TeueHue 1 Mmec.
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Tabauuya 34

B3aumoaeiictBue HNUKJIOCIMOPHUHA JTEKAPCTBCHHBIMH

npenap

Dapmake

CHHKAKOT YPOBEHb
LIMKJOCIIOPUHA B CHIBOPOTKE

aTaMu

OKMHETHKA

IToBbIIIAIOT YpOBEeHb
LMKJIOCIIOPUHA B CHIBOPOTKE

Kap6omazenux

deHobapOouTaI

Pucdamnun

TpumeToHpUM (BHYTPUBEHHO)
MeTtoknonpamMun (perjaH)
DeHUTONH

DPUTPOMULIVH
D110KOHA30JT
KetokoHazon
Hudenunun
NMuneHem-uenacTiH
MeTunmnpeaHu3010H
[penHuzonox

(I)apmaxonomqecxoe B3aMMoJielicTBHEe

* AMUHOITIMKO3UIbl, aM(bOTEPULIUH
He(POTOKCUYHOCTD
* MeTuanpeaHu30JI0H - CyA0opOru

B, HI1BC, TpumeTonpum - yCUIMBAIOT

* A3aTUMONPUH, KOPTUKOCTEPOUIbI, HUKIO(GOChaH - YCUIMBAIOT UMMYHO-
CYMPECCUI0, MOBBIIAIOT PUCK BOSHUKHOBEHMSI UHMEKIIMU U PUCK

MaJIMTHU3aluun.

Bo3MoxXHO Ha3zHauyeHue METWITIPEAHN30JI0OHA SHTEpaAJIb-

HO WJIM BHYTPMBCHHO I10

cne[[yromeﬁ CXCMCE:

1-9-it nHu: 1 MKr/Kr/cyT

10-11-i1 nHm®
12-13-i1 nHU
14-16-i1 nHn
17-18-11 mHn
19-it neHb:
20-i1 meHb:
21-ii 1eHb: He BBOIUTCS
22-ii eHb:
23-i1 1eHb: He BBOOUTCSI
24-i1 neHb:

25-ii IeHb:

: 0,66 MT/KTr/CyT
: 0,5 Mr/kr/cyr
: 0,33 Mmr/KT/CYT
: 0,16 Mr/Kr/cyr
0,04 Mr/xr/cyr
0,33 mMr/xr/cyr

0,16 Mr/xr/cyr

0,08 Mr/xr/cyr
OTMEHUTH (KypC 3aKOHYEH)
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B nononHeHre K METUITTPETHU30JI0HY, OCOOEHHO B THU BBe-
nenust ATT, Ha3HavyaloT TpaHCchy3UU TPOMOOKOHIIEHTpaTa, YTO-
OBl YUCJIO TPOMOOLIMTOB ObLTo Gonee 20 x 10°/71.

4. Boicokue 003bl yuxknaogocgpana.

HasHavatot 00JIbHBIM TsIKeI0i AA, He MMEIOLIMM THMCTOCOB-
Mectumoro goHopa. Haubonee pacrnpocTpaHeHa cleayroias
cxeMma:

1-3-it ;Hu — 45 Mr/Kr/cyT BHYTPUBEHHO;
4-9-i1 THU— 5 MT/Kr/CyT BHYTPUBEHHO;
10-20-it ;Hu— 3,75 MT/KT/CYT BHYTPUBEHHO;
21—27-i1 ntHU— 2,5 MT/Kr/CcyT BHYTPUBEHHO;
28-31-it ;Hu— 1,5 MT/KT/CyT BHYTPUBEHHO;
32-i1 neHb— 5 MT/KT/CYT BHYTDb;

33—56-it mHu - 10 Mr/Kr/CyT BHYTpB;
57-100-i1 nHu— 7,5 MT/Kr/CyT BHYTpb.

2. Temonosmuueckue pocmoevie haxmopot

PexoMOMHaHTHBIE YEJIOBEYECKUE TeMOMO3ITUYECKUE POCTOBbIE
(haKTOphl UCIIOJIB3YIOTCSI TOJIBKO B KOMITJIEKCHOM JIEYeHUU OO0JTb-
HbIX AA, TIOCKOJIbKY OHM BBI3BIBAIOT JIMIIIb TPAH3UTOPHOE yBe-
JINYEHWE Yucia JIEMKOLIMTOB U HE BJIUSIOT Ha €CTECTBEHHOE Te-
yeHUe OOJIe3HU, HO YMEHBIIAIOT PUCK BO3HUKHOBEHUS
MHGEKIIMOHHBIX OCTOKHEHU.

1. T'paHynouMTapHO-MakpodarabHbIl KOJOHUECTUMYTUPY-

tonHii aktop (F'M-KC®).

IMpu ucnonb3oBanun 'M-KC® BospacraeT ypoBeHb HEWT-
podhUJIOB, MOHOLIMTOB, 03UHOMUIOB U YBEJTMIMUBAETCS KIIETOU-
HOCTh KOCTHOTO MO3ra. 3HaUUMBbIii 3(PPEKT OT JieueHUsl TOsIB-
JisieTcs 4yepe3 2 Hell, OObIYHO JiedyeHWe Oojiee JJIUTENbHOE.
BDddeKT aydile y MalyMeHTOB C M3HAYaJIbHO BHICOKHUM YPOB-
HeM HeiiTpoduaoB. HazHavyaeTcsl B 103e 5 MKT/KT/CYT C Tep-
BOTO JTHSI UMMYHOCYIIPECCHBHOM Teparuu.

2. I'paHymouMTapHBIN KOJOHUECTUMYIUPYIOIIUM (haKTop
(Fr-KCOD).

ITpu ero ucnoab30BaHUM YBEINYMBAETCSI KOJUUECTBO HEUT-

poduios, 3ddexT oT aeyeHus 3aMmeTeH uepe3 2 Hed. etu c
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M3HAYaJIbHO HU3KUM YPOBHEM HEHTPOMMIIOB OTBEYAIOT HA Jie-
yeHue Xyxe. Jlo3a cocraBisieT 5 MKI/KTI/CYT.
3. Uurepnetikun 3 (UJI-3).

C 1990 r. nostBUIMCH coobieHust 00 apdexkrnsHocT MJI-3
y nauueHToB ¢ AA. YuureiBas, uto MJI-3 Bo3meiicTByeT Ha I10-
JINTIOTEHTHBIC KJIETKW, TP Ha3HAUYEHUU TIperiapaTa OXWIAIU
OU- WM TPWIMHEWHBIN 3¢ deKT ero mpuMeHeHus. OgHaKo re-
MAaTOJIOTUYECKU 3 (PEKT OrpaHUIUIICS MUETOUIHBIM KOMITO-
HenToM u MJI-3 okazancs MeHee 3(P(PEKTUBHBIM CPEIACTBOM B
Koppekiuu HeitporieHuu, yeM [M-KC® u I'-KC®. IIpenapar
00J1a1aeT BBIPasKEHHOM TOKCMYHOCTBIO, HanboJiee 4YacThIMU TI0-
604HBIMU B PeKTaMU SIBISIIOTCS JINXOPalKa, KPOBOTEUCHHUE U
rojioBHas 6oib. B Hacrosiiiee Bpemsi caenaH BbIBOI O HEBBICO-
Kol TeparneBTrueckoi neHHoctu MJI-3 [Falk S. et al., 1991;
Bargetzi M. etal., 1995].

4. Jlpyrue reMoIio3TUYecKue POCTOBbIE (haKTOPHI.

B nmmurepaTtype mMerorcss CooOIIeHUsT 00 UCITOIb30BaHUM MH-
tepneiikuHa 1 (MJI-1), oqHako mpoaeMOHCTpUpOBaHa BhICOKasI
TOKCUYHOCTb TIperiapata M HEIOCTAaTOYHBIM TeMaToJOTMUYeCKUIA
a(pdexT. DpUTPONOITUH OOBIYHO HA3HAYAIOT B KOMOMHALIMU C
I'-KC®, otBer Ha JieueHre oTMevaeTcs yepe3 10 gHeir u mosxke
[Kurzrock R. et al., 1992]. Knunnuyeckue uccieaqoBaHUs TPOM-
OorosTrHa (MerakapuolMTapHOTO POCTOBOro (hakTopa) Haxo-
ISTCSI HA OYeHb pAaHHUX 3Talax W He BKJIIOYAIOT TMalMeHTOB C
AA.

OCHOBHBIE CBEJCHMS O TEMOITO3TUYECKUX (paKTOpax, UCITOJb-
3yeMBIX Y OOJBHBIX AA, TIpeacTaBiieHBI B Ta0OJ. 35.

CoBMeCTHOE HCMOJIb30BaHME MMMYHOCYIIPECCUBHOI Tepa-
MMM U POCTOBBIX (haKTOPOB IPEeAOTBpaIllaeT PAHHIOK CMEpT-
HOCTb OT UH(EKLUH TTpu arpaHynouuTose. [ToBblleHNE YPOBHS
HeUTpoUJIOB yXXe B Hauajle Kypca Tepali POCTOBBIMU (haK-
TOpaMU TIO3BOJISIET MPOUINTh BBIKMBAEMOCTb OOJBHBIX HOC-
TaTOYHO JIOJITO 10 BOCCTAHOBJIEHWS KOCTHOTO MO3ra C IOMO-
IIbI0 UMMYHOCYITPECCUBHBIX IperapaTtoB (MU A0 TTPOBEACHUSI
TKM).

B HacTosiiiee BpeMst HaWJIydIle pe3yabTaThl MTOMYUeHBI TTPU
coBMecTHOM ucnonb3oBanun ATT, nukinocnopuHa A, I'-KCO.
HenocpenctBeHHbIe pe3yabTaThl KOMOMHUPOBAHHON MMMYHO-
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CYNPEeCCUBHON Tepaliy He OTIMYaloTcsa oT pe3yinbTaToB TKM,
OHAKO OTMEYEHO, YTO TOCJIE YCIEIIHONM MMMYHOCYIIPECCUM BhI-
COK KaK PUCK PelAMBUPOBAHUS aTlIa3uu, TaK U PUCK Pa3BUTUS
(mo 32 %) mo3mHMiI KJIOHAJIBHBIX aHOMAaIMi — MHUEIOAMCILIAC-
TUYECKOTO CHHAPOMA M OCTPHIX MUEJOMIHBIX JIETKO30B.

Tabauua 35

I'emonoaTuyeckune pocToBbie (haKTOPBI

Ha3ssa- Mexa- dPopma Pupma- OcHoBHbIEe MO0OYHbIE
Hue dak- HU3M BBINIYCKA TPOU3BO- apdexTn
TOpa JneicT- JUTENb
BUA
I'paHouut r-KCo ®nakoH o | PoH- Anadwmnakcust
(JleHo- 33,6 MutH [Mynenk XKKT: aHopekcus, ToII-
rpacTum) ME Popep, HOTa, pBOTAa, IUapes.
(263 MKr) ®paHuus
Heiinoren | I'-KC® ®nakoH Xodpdman | CCC: apTepuanbHas TMIO-
(bunrpac- Wi JNaPour, TEeH3HUsI, HapylIeHuEe pUT™Ma
THM) LIPUILL- Llseiiua- cepiua, cepaeyHas HeNo-
TIOOMK 11O pust CTaTOYHOCTD, MEPUKAPIUT.
30maHE LIHC: nuxopanka, Hapy-
(300 MmKr) LIEHWEe MO3TOBOTr0 KpPOBO-
n48MIH o0pauleHusi, CIyTaHHOCTb
B/ CO3HaHMsI, CYIOPOTH, IO-
(480 mMkT) BbIIIEHWE  BHYTpUuepern-
HOTO JIaBJICHUSI.
Jleiikomakc ®nakon no | Hlepunr- Peakuun B TOYKE HHDBEK-
(Monrpa- %(-D 150,300, Inay, 1y (TIpH MOJAKOXHOM BBe-
MOCTUM) 400 MKT CIIIA NEHUH).
AKTUBHOTO «Capillary  leak»-cuHIpOM:
BellleCTBa yBEIMYEHUE  MapeHXMMa-
TO3HBIX OpPraHoOB, OTEKU
(ripy ucnojb3oBanuu ['M-
KC® B BbICOKMX J103aX)

ITpyBOOUM HECKOJIBKO CXeM JIEUEHMS TsKeloil AA.

1. Cxema eBpoIieiicKoil TpyIibl Mo TpaHcruiaHtaiuu EBMT
[Bacigalupo A. et al, 1995]:
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Ilpenapar Jlo3a JlHu eveHust

I-KC®D 5 MKT/KT cyT 1-90
A 15 mr/kr/cyr 1-5
MeTwmnpeaHu3oaoH 2 MI/Kr/cyT 1-5
Iuxiocriopux A 5 Mr/kr/cyt 1-180

2. Cxema, npemnoxeHHas Hord J.D., 1995:

Ilpenapar Jlo3a JlHua JieueHust
ATT 15 Mr/kr/cyr 1-14
TpenHuzonoH 1 Mr/Kr/cyT 1-14
Iuknocropux A 10 mr/kr/cyrt BHYTpPb
I'M-KC® 5—10 MKr/Kr/cyrt TOIKOXHO

Huknocnopun u 'M-KC® Ha3zHayalT A0 MOJHOrO BOCCTa-
HOBJICHUSI HEUTPOMUIIOB U TOCTUXEHUST TpaHC(HY3UOHHOI He3a-
BUCHUMOCTH.

3. Cxema pecnyO0JIMKaHCKOrO IIEHTpa JIETCKOM TremMarToJio-
ruu MuHcka [[TaBnoBa M. I1., 1996]:

I'-KC® (HeiikoreH) B A03¢ 5 MKI/KT/CYT IMOAKOXHO B
Teuenue 28 mHeit, AJII' B mosze 0,75 miy/Kr/cyt B 1-8-if mHWU,
LUKJIOCIIOPUH A B 03¢ 5 MTI/KI/CyT per os B 2 Iipuema, C

1-ro AHS JeYeHUs] — METWITIPEIHU30JIOH:

Jduun | Jlo3a Cnoco0 BBeneHust

(vr/kr/
CyT)

1-4 20 BHyTprBeHHO KamenbHO 3a 24 u

5-8 10 Toxe

9-10 5 TpexkpaTHO B TeUeHUE CYTOK B BUE KOPOTKOM MHGDY3MU

12-15 2,5 Kopotkas uHdy3ust yrpom

16-19 1 To xe

/J/. Auodpoecenvt

CaMOCTOSITeJIbHO HE HCHOJb3YIOTCSI, YacTUYHO 3¢ deKTUB-
Hbl IIpU COBMECTHOM McHoJjib3oBaHuu ¢ AJIl. MexaHusm
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JIEUCTBUST MU OCHOBHEIC TTOOOYHEIE 3(P(PEKTHI MpPEaCTaBIeHB B
Taba. 35.

IV. CumnromaTtuyeckasi Teparnmusi

Bxmouaer B ce0sg HaszHauyeHUe OOJMBHBIM AA TeMOKOMIIOHEHT-
HOI (3aMECTUTENIbHOI) Tepaluy, aHTUOaKTepUaIbHOW Tepa-
MUY, CUMIOTOMATUYECKOM TeMOCTaTUYECKOM Tepamuu, aecde-
pana.

1. T'eMOKOMNOHEHTHAs Tepanus

Hcrionb3yeTcst WIsl JiedeHUsT aHeMUIeCKOro M TeMopparunyecko-
ro cuHapomoB. IIpumeHstor otMmbiTeie (DMOJIT) wim pa3mo-
POXXEHHBIE 3PUTPOLIMTHI, TPOMOOKOHIICHTPAT, CBEXE3aMOPOXKEH-
HyIO TLUIa3My.

B Hacrosiiiiee BpeMsi reMoTeparnivisi OOJIBHBIX AA OCHOBBIBA-
eTcsl Ha cieayrolux npuHuunax [AomynkaabipoB K. M., bec-
cmeneueB C. C, 1995]:

¢ OTKa3 OT MCII0JIb30BaHUA KOHCCpBHpOBaHHOVI KPpOBH,;

+ cTporo muddepeHIMPOBaHHBIC TTOKa3aHUs K IIpUMEHe-
HUIO KOMITOHEHTOB KPOBH;

¢ IIPUMCHCHUC 3(1)(1)€KTI/IBHBIX J103 KOMIIOHCHTOB KPOBU;

* MakCHMaJIbHOe COOIIofeHNe PIMMYHOJTOFI/I‘ICCKOﬁ COBMC-
CTUMOCTH KPOBM JOHOpa M PCLMIIMCHTA,

¢ MCIIOJb30BAHUEC KOMIIOHCHTOB, ITOJYYCHHLIX IIPEUMYLIC-
CTBEHHO OT JOHOPOB-POACTBCHHUMKOB 6OJ'IBHOFO;

* COONIONEHNE TTOJIOKEHUS «OOWH IOHOP — OOWH Pely-
TIMEHT» .

Hns neyeHrusT aHEMUYECKOTO CHUHIPOMAa HCHOJb3YIOT OTMBbI-
ThIE WM Pa3MOPOXKEHHBIE IPUTPOLUTHI, KOTOPhIE XapaKTepu3y-
IOTCSI HU3KUM COJEpXXKaHWEM JIEMKOIUTOB, IUIa3MEHHBIX OeKOo-
BBbIX aHTUT€HOB, aHTUTEJ, LIUTpaTa HATPUSI U TPOMOOIIUTOB, YTO
3HAUUTEJIbHO CHIDKAET PUCK IMOCTTPAHC(HY3UMOHHBIX OCJIOXHE-
Huil. YacToTa UX BBEIEHUSI 3aBUCUT OT COCTOSIHUS OOJIBHOTO U
CTETIeHM TSKEeCTU aHeMuU. 711 KynmupoBaHUS BbIPAXKEHHOIO aHe-
MMYECKOro CHHIpoMa (reMonIoonMH Hinke 60 T/, 3pUTpOLIMTOB
meHee 2,0 x 10"/71) mpoBomsT TpaHChY3MIO OTMBITBIX WM pa3-
MOPOXEHHBIX 3PUTPOLUTOB U3 pacyeta 10 MJI/KI Macchl Tesa
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eXeqHeBHO. B manbHeileM npy yIydieHUM TToKa3aTtelieli Kpac-
HOI KpOBM TpaHCOY3UM TPOBOAATCH 2 pa3a B HEHEI0, YTOObI
MoaaepkaTh YpOBeHb TeMOITIOOMHAa KpoBu He Hike 90 /17,
KOTOPBIN SIBIISIETCSI TOCTATOUHBIM IS YCTPAHEHUSI TUIOKCUU
TKaHEW.

TpaHchy3ur KOHIIEHTPATOB TPOMOOLIUTOB TOKAa3aHbl TpU
[Arpanenko B. A., 1996]:

* yucao tpombouutoB < 5,0 x 10°/1, HesaBUCUMO OT
HaJIM4IUsST WM OTCYTCTBUSI TeMOpParuu;

* yucao TpombouuTtoB 5-10 x 10°/1 maxe mpu MuHU-
MaJIbHBIX TeMopparusax u/mnu runeprepmun 38 "C u
Ooee;

* ypcao tpomooumtoB 20 x 10%, 1 mpu SBIEHUAX CIIOH-
TaHHOU KPOBOTOYMBOCTH;

* yucio TpombouuTtoB < 30 x 10°/1 npu BbIpaskKeHHBIX
MPU3HAKaX KPOBOTOUMBOCTH (KPOBOTOYMBOCTh U3 CIIU3U-
CTBIX TIOJIOCTH PTa, HOCA, TEHUTAJIUIA; JIOKAJIbHbIE BUCIIE-
pajibHble — XETyIOYHO-KUIIEYHBIN TPaKT, MOUYEIIOI0BasT
cucTeMa M lLiepeGpaibHble TeMOpparuu);

* uycio TpombormTos 20-50 x 10°/1 u MeHee y neteit
repen MyHKUUSIMU (CTepHaIbHAs, JTIoMOallbHas 1 APYyTHUE),
KaTeTepu3alyeil KpYITHbIX BEHO3HBIX CTBOJIOB U IPYTUMU
TpaBMaTUYHBIMU IIPOLEAYPAMMU;

* pe3Koe CHMXEHHUE YMClIa TPOMOOILMTOB 0ojiee YyeM Ha
50 x 10°/n3a 1 cyrku wmm 2,5 x 10°/1 3a 1 4 Hesa-
BHCHMO OT HAJIMYUS WJIU OTCYTCTBUSI KPOBOTECUEHUIA.

Jnst TpaHCchy3Uii UCTIONB3YIOT 1 103y KOHIIEHTpaTa TPOMOO-
mutoB 0,5-0,7 x 10" xkneTok, moimydyeHHBIX 13 500 Mi1 KOHCcep-
BUPOBAaHHOM KpOBU, Ha Kaxnble 10 KT Macchl Tea Win 4 10361 Ha
1 M TIOBEpXHOCTHU Tesla pebeHKa.

IIpu ipoBeaeHnn TpaHCdy3Uii KOHLIEHTPATOB TPOMOOLIMTOB
BaXXHOE 3HAYEHNE MMEET KOHTPOJIb JieueOHOM 3(D(heKTUBHOCTH:
KYIMUPOBaHWE TeMOPParnyecKoro CUHAPOMA, OIpeaeieHnue Ko-
JIMYECTBA TPOMOOLIMTOB B Tepu(epuIecKoil KPOBU.

TpoitHoll TTOACYET YKClIa TPOMOOIIUTOB — 10 TpaHChY3UH,
yepe3 1 4 1 18-24 9 mocie Hee — ITO3BOJISIET Bpady pacCcuh-
TBIBATh TaK Ha3bIBA€MbI CKOPPEKTUPOBAHHBIN MPUPOCT TPOM-
oouutoB (CIIT-1 u CIIT-2), KOTOpBI JaeT BO3MOXHOCTh
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CcyauTh 00 3(P(PEKTUBHOCTH TpaHCPy3Uit KOHIICHTpaTa TPOMOO-
LINTOB C YYETOM TMEPETUTON NO3bI M MACChI Tesla pebeHKa.
CIIT paccumnThIBatoT 1mo (opmyiie:
e = A§J3
rme A — abCOMOTHBINA MPUPOCT (Pa3HOCTh YKUCa TPOMOO-
LIUTOB 10 U TOCJEe TpaHCHhY3UHU);
b — muiomanp NOBEpPXHOCTH Tesla pebeHKa (B M’), paccuu-
THIBAETCS 110 HOMOTIPaMME;
B — uucio nepenuthix Tpombouutos (xIO').

CIIT-1 (uepe3 1 9) IO3BOJISIET CYAUTH O HEMOCPEICTBEHHOM
adhdekTe TpaHCchY3UU, SIBISETCS BAXXHBIM KPUTEPUEM JUATHOC-
TAKWA aJUIOMMMYHM3alUMH u/uinu pedpakrepHoe™. TpaHchy-
3ust cumtaercsl 3(PGEKTUBHOM, eCli HapsIIy ¢ KyITMPOBaHUEM WK
CHIDKEHMEM remMopparuu onpeneisercs anekBaTabiii CITT-1 (7—
10 x 10"/m).

CIIT-2 (uepe3 18-24 4) xapakTepusyeT BBDKMBAEMOCTD (ITH-
TEBHOCTh LUPKYISLIUN) TEPETUTHIX TPOMOOIIMTOB M TTO3BOJISI-
€T Bpauy C M3BECTHOM CTENEHBIO TOUHOCTU OIPeAeIUTh Oe30mac-
HBI TIEPHOA [JisI Pa3BUTUSI KPOBOTEYEHUSI U HEOOXOAVMOCTD
MMOBTOPHOIM TpaHC(Y3MU KOHLIEHTpaTa TPOMOOLIUTOB. AJIICKBAT-
Hbiit CIIT-2 nomxkeH 6biTh > 4,5 x 10°/1. OTcyrcTBUE KIM-
HI4ecKoro addekTa ot TpaHcdy3uii n HeamekBatHBIN CITT Tpe-
OyI0T M3MEHEHUS TpaHC(hY3MOHHOM TAKTUKA — YBETMYEHHE T03bI
KOHIIEHTpaTa TPOMOOLIMTOB, COKPAIIEHHUsI BpeMEHU MEXKITy TpaHC-
dy3uamu. Takas TaKTHKaA TO3BOJISIET MOJIYYUTh ONTUMATBHbBINA
3(dekT OoT TPOMOOIMTOTEpAITM M CHU3UTEL YMCIO Hed(pheK-
TUBHBIX M HEOMPaBIaHHBIX TpaHCHY3Uii.

OCHOBHBIMY TIOKAa3aHUSIMU JIJISI TPAaHC(HY3UU CBEXKE3aMOpO-
JKEHHOM TUTa3MBl Y OOJIBHBIX AA SIBJISIIOTCSI TeMOpparnyeckKue
OCJIOXKHEHMSI, 00YCIIOBIeHHBIE Ae(UIIMTOM (haKTOPOB CBEPTHIBA-
HMS KpOBU, HaOmomarommxcs B ciaydasx JIBC-cunopomMa, Hapy-
WEeHUsIX GYHKUMU TIEYCHMU.

2. AHTHOAKTEpHAILHAS Tepanus

Hasnavaercs mjis KynmupoOBaHMSI BO3HMKAIOIIMX MH(MEKIUOH-
HBIX OCJIOXHEHU. PUCK MHOEKINU 3HAYUTEIHHO BO3pacTaeT
Mpu ypoBHe HeirpoduioB Huxe 0,5 x 10°/1 1 TIpsIMO 3aBU-
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CUT OT JUIUTEJIbHOCTH HelitpornieHun. [lpu BBIpaxkeHHOI HEMT-
pONEHUM TIpU3HAKU MHMEKIIMN MOTYT OBITh CTEPTBIMU, ITO3TO-
My Y TaKuX OOJbHBIX BO3MOXHO NMPOGMIAKTHIYECKOe Ha3Haue-
HUE AaHTUOMOTUKOB. AOCOMIOTHBIMM  IIOKa3aHUSIMH K
aHTMOAKTepPUAIBHON Tepalnu y 00JbHOTO ¢ AA 1 HEUTPOIIeHU -
eit 0,5 x 10°/1 apngercsa nosieaeHue auxopaaku o 38 "C,
KOTOpPYIO CJIeAyeT paclieHWBaTh KaK IPOSBICHME WH(MEKIIUN.
I[Ipn ¢pu3UKaIBPHOM MCCIEAOBAaHUM HEOOXOAMMO IIOIBITATHCS
YCTAaHOBUTH oYar MHGEKIMMU, obpalias ocodoe BHMMaHWE Ha
MECTO BBEIEHMSI BEHO3HOTO KaTeTepa, IapaHa3ajbHble CUHYCHI,
MOJIOCTh PTa, aHOPEKTalIbHYIO 00nacTh. Jlo Hauaja JiedeHMs
00s13aTeIbHO TIPOBOISAT ITOCEBLI KPOBU U3 TTEpUMEPUIECKON BEHbI
(13 IByX pa3HbIX MECT), MOYM, Kajla, MOKPOTbI, Ma30K U3 3¢Ba 1
HOCa, a TakXke MOCeBbl MaTepualla M3 BO3MOXKHBIX 0YaroB MH-
(eKI1IMK; BBITOMHSIOT PEHTIeHOTpapuIo TPyIHON KIIETKUA. DM-
MMpUYECKoe JIeUeHNEe aHTUOMOTHKAMM HAYMHAIOT Cpasy IIociie
B3STHs MaTepuasia Ha nmoceB. Ecim McTOYHMK MH(MEKIINN BBISI-
BUTH HE yIaJIOCh, Ha3HAYAIOT aHTUOMOTUKM IIMPOKOIO CIIEKTpa,
NIEHCTBYIOIINE Ha TPaMOTPUILIATE/IbHBIE TAJIOUKM U TPAMITOIOXKM -
TeIbHbIE KOKKM. HazHavyaioT KOMOMHMPOBAHHYIO TEpauio aMu-
Hornuko3uaamu 111 mokoneHus: aMMKaluuH, TOOpaMULIUH, CU30-
MULMH, HETWIMULIH U LedanocrnopuHamu 11l moxoneHus
nedorakcum (knadopaH), nedTpuakcoH (poueduH), nedrasu-
1M (popras, Tazuaum, Tasuiied), uehTU30KCcuM (1Iepr30KC, 310~
OWIMH) YW Ap. WIA YPEeUIOINeHUIMUIMHAMUH: a3JIOLUJUIMH,
ME3JIOLWUINH, TTUIEPOIMUIMH, BO3MOXKXHA MOHOTeparus 1eda-
nocnopvHamu 111 mokoneHnus: uau kapdbarneHeMaMu: TUEHAM, UMU-
neHeM, MepormmHeM. [locie rmomyyeHusT pe3yJIbTaToB IoceBa WIn
npu He3(PPEKTUBHOCTU JIEYEHUST MOXET IOTpeOOBaThbCI M3-
MEHEHME CXeMBbl Tepanmuu aHThuOMoTMKaMu. Eciam numxopanka
MpomooKaeTcs Oonee 72 4, Ha3HAYalOT AHTUMUKOTUIECKUE TIpe-
mapatbl (amporoperma B 0,5-1 mr/kr/cyr). Ilocme mpexpa-
IeHUs MHQEKIUU JieYeHne aHTUOMOTUKAMM ITPOIOJIKACTCS 10
TeX IIOp, II0OKa KOJUYECTBO HEUTPODUIOB HE IPEBHICUT
0,5x10°/n.

st mpoMITakTUKA MHGEKIINN Y O0IBHBIX AA ¢ HEHTpO-
MeHueil 00s13aTeIbHO MOMelleHe O0JIBLHOIO B OTAEJIbHYIO Ia-
JIaTy, KBaplieBaHME ITaJIaThl, €XeIHEeBHAsI CMeHa OeJIbs, IOJI0C-
KaHMe 3eBa, CeJIEKTUBHAs JeKOHTAMMHAIIUS KUIIIeYHUKA.
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3. CavMnroMaTHYECKAas TeMOCTATHIECKAs] Tepanus

Bximoyaer Ha3zHaueHUe aIPOKCOHA, TMIITHHOHA, SIICUJIOH-aMUHO-
KaHpOHOBOﬁ KHCJIOTbI B BO3PACTHBIX O03aX; MCIIOJIb30BAHUEC
MCCTHBIX T€MOCTaTUKOB (FeMOCTaTI/I‘ICCKaH ry6Ka, Tp0M6I/IH).

4. XenaropHas Tepanusi

Hasnavaercst nmjig yMeHBIIEHMSI MPOSBICHUI TeMOCHAEpO3a,
pasBuBalomerocss y 6oiabHBIX ¢ AA. Hechepan (medepoxca-
MWH) CBSI3bIBACT U BBIBOOWUT M3 TKAHEH C MOUOM TpeXBaJICHT-
Hoe xejie30. Ilpemapar oTiierisier xkeae3o y ¢dheppuTruHa, re-
MOcCHIeprHa, TpaHchepprHa U He U3BJIEKAET €r0 U3 TeMUHOBBIX
coemuHeHuii. [lokazaHUSIMU K Ha3HaYeHMIO necdepana sBIsi-
I0TCS TIOBBILIEHUST YpOBHSI epputuHa > 1000 Hr/Ma u mo-
JIOXWUTENbHBIC Pe3yJbTaThl AecdepansoBoii ookl (TTOBBILICHNE
SKCKpEeLUM Kene3a ¢ Mouoil). Jlecdepan Ha3zHAUalOT B 03¢
20 MT/Kr/cyT BHYTPMBEHHO KaIleJIbHO €XETHEBHO B TEYCHUE
30 mHeii. [locre YeThIpexXHENEIBLHOTO TEepephiBa KypChl Jiede-
HUST TIOBTOPSIIOTCSL.

V. Cnaenskxmomus

PaHee 10BOJIbHO YacTO BBITIOJHSUIACH KaK «Teparivs OTYasTHUS»,
B HaCTOSIIee BPeMsI CAMOCTOSITCIBHOTO 3HAYEHUSI HE MMEET,
SBJIIETCSL BCIIOMOTATEIbHBIM METOIOM JieueHMs. [lpu Hacnen-
CTBEHHBIX AA MpPaKTUYECKU He UCIOJb3yeTcs. [lokazaHusmu
K CIUICHSKTOMUU Yy OOJBHBIX C NPUOOPETEHHBIMU AA MOTYT
ObITh TIyOOKast pedpakTepHass TPOMOOIIMTONIEHUSI, BBIPaKEH-
HBII TeMOpparnyecKnuii CUHIAPOM M HEOOXOAMMOCTh B YaCThIX
MepeIMBaHUsAX TPOMOOIUTOB, TUIIEPCIUICHU3M.

JIIs1 ONEeHKM Pe3yJIbTATOB JIeYEHHs] OOJBHBIX AA HCHOJIb-
3yI0T CJeaylonye KPATEpUH, XapaKTepu3yolye HAMIue
PEMHCCHH.

1. TTomHast KIIMHUKO-TeMaTOJIOTMYEeCKass PEMUCCHSL.
* OTCyTCTBHME KIIMHUYECKOW CUMITTOMATUKU 3a00JIeBaHUS
U TPOSIBJICHUI TeMOPParndeckKoro CUHIPOMa.
* ConepxaHue remMorioonHa B KpoBu Oojee 110 r/1.
+ CozepkaHue rpaHyJoLUTOB Goee 2 x 10°/1.
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* Yucio tpoMmbGoruToB Gomee 100 x 10°/ix.

» I'ematokput BbHIIE 0,35.

* OTcyTcTBHE pHUCKAa BO3HMKHOBEHUS WHQEKIIMOHHBIX
OCJIOXKHEHUM.

2. YacTuuHas KIMHUKO-TeMaTOJIOrMJecKast pPEMUCCHUA.

M OTCYTCTBI/IC KJIIMHUYECKO CUMITTOMAaTUKM 3a00JIEeBaHUSI
n HpOHBJICHI/IfI TreMopparmdy€CKoro CuHapoma.

* CopepxaHue reMorjioonHa B KpoBu 6ojee 80 r/ii.
+ ComepxxaHue rpaHysonuTos 6omee 0,5 x 10°/m.
* Yucno tpoMGormTos Gomee 20 x 10°/m.

* OrcyTrcTBUE MHMEKIIMOHHBIX OCIOXKHEHMIA.

* BonbHBIE He 3aBUCAT OT TpaHCHY3UT KOMITOHEHTOB KPO-
BU.

3. KimHuKo-reMaTojlorndeckoe yJaydlleHue.

» TTokaszarenu nepudepruiecKoil KPOBU ITO3BOJISIIOT TTPO-
BOIIUTH JieUeHHE OOJIBHBIX aMOyJIaTOPHO.

* OrcyTcTBHE BBIPaKEHHBIX TEMOPPArMUECKUX TTPOSIBIICHUIA.
+ ComepxxaHue rpaHyionuTos 6omee 0,5 x 10°/m.
* Yucno tpoMm6GoruTos Gomee 20 x 10°/m.

M COXpaHﬂeTCH HOTpe6HOCTb B FT€MOKOMIIOHEHTHOM TCpa-
nuu.

4. OrcyrctBue 3d¢dekra.
IMporpeccupoBaTh KIMHUKO-TEMATOJIOTUYECKON CUMITTOMA-

TUKH, HApAaCTAaHUC IrEMOPParn4ycCKmx HpOHBHCHHﬁ, BO3HUKHO-
BCHUC I/IH(I)CKLII/IOHHLIX OCJIOXKHEHUM.

OucnaHcepHoe HabnwopeHue
JucnaHcepHoe HaOioneHUe 3a OOJbHBIMU AA B CTaguu pe-
MHCCHUM TIPOBOJUTCSI T€MaTOJIOTOM.

* Knunuueckmit aHanu3 KpoBu 1 pa3 B 10 mHeit.

* ITocTosIHHBINT MeNOTBOX OT MPUBUBOK.

* OcBOOOXIEeHNE OT YPOKOB (hU3KYJIBTYpPHI.
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+ 1IIKoabHBIE 3aHATHS Pa3pellaoTCs, HO, B 3aBUCUMOCTHU
OT COCTOSIHMSI, BO3MOXHBI 3aHSITUS TI0 MHIUBUIYaTbHO-
My IUIaHY W Ha IOMY.

+ [IpoTuBOMOKAa3aH TIpUEM CIIEAYIOIINX JEKAPCTBEHHBIX
CPENCTB: JICBOMMIIETUHA, CAMLIVIIATOB U APYIMX HecTe-
POMIHBIX TTPOTHUBOBOCHAIUTEIbHBIX CPEICTB, Je3arperaH-
TOB (KypaHTWJI U 1p.); npoTuBomnokazaHo ®TII.



rNABA12

lemonuTnyeckne aHemum

VnenbHbIli Bec remoiuthdeckux aHemuii (I'A) cpenu opyrux
3a00/IeBaHUII KPOBU COCTaBISeT 5,3 %, a cpeld aHEMUYECKUX
cocrostHuit — 11,5 %. B CTpyKType reMOIUTHUYECKUX aHEMUIA
MpeobIagaloT HacIeACTBEHHBIE (OpMBI 3a00JIeBaHMIA.

I'eMonmuTrYecKe aHEMUM TIPEACTABIISTIOT CO0OM TpyIITy 3a-
OoJyieBaHMII, Hanbojee XapaKTEPHBIM JJISI KOTOPBIX SIBJISICTCS
MOBBIIIEHHOE pa3pylIeHUEe SPUTPOLIMTOB, OOYCIIOBJICHHOE CO-
KpallIgHUEM MPOIO/DKATEIbHOCTU MX XKU3HU. MI3BECTHO, YTO HOpP-
MaJlbHasl TIPOIOKUTEIbHOCTh KU3HU 3PUTPOIIUTOB COCTABIISI-
et 100-120 gHeit; okoio 1 % SpUTPOLIMTOB €XEIHEBHO
YIAISIOTC U3 TepudeprIeckKoil KpOBM M 3aMEIIaioTCs paB-
HBIM KOJIMYECTBOM HOBBIX KJIETOK, IOCTYITAIOIIMX M3 KOCTHOTO
MO3ra. DTOT IPOIIECC CO3JaeT B HOPMAIbHBIX YCIIOBUSIX TWHA-
MHUYECKOE paBHOBECHE, O0ECIIeUMBAIOIIECe MMOCTOSTHHOE KOJIYe-
CTBO 3PUTPOLIMTOB B KpOoBU. IIpu cokpallleHnM IpOaO0/KUTETb-
HOCTH XW3HU 3PUTPOIIMTOB MX pa3pylleHue B eprudepudecKoit
KPOBU IIPOMCXOIUT UHTECHCUBHEE, YeM 00pa3oBaHUE B KOCTHOM
MO3Te U BEIOpOC B ITepudeprIecKyio KpoBb. B oTBeT Ha cokpa-
IIEHUEe TTPOIOJIKATEIbHOCTH XNU3HA 3PUTPOIIUTOB, aKTUBHOCTD
KOCTHOTO MO3ra YBeJIMYMBAeTCd B 6-8 pa3, 4To MOATBEPXKAaeT-
Csl PETUKYJIOLMTO30M B mepudepudeckoil kposu. IIpomomka-
IOIIMICST PETUKYJIOLIMTO3 B COYETAaHWM C TOW WJIM MHOU CTelle-
HBbIO aHEeMMM WIM JaXe CTaOWJIBHBIM YPOBHEM TIeMOIJIOOMHA
MOXET CBUIETEIHCTBOBATh O HAJIMYMU T'€MOJIM3A.
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Y GonbHBIX ['A ¢ KOMITEHCATOPHOM TUIIEPIUIa3ueil SpUTPO-
HMIHOTO POCTKA MEePUOANYECKN MOTYT OTMEUAThCsl TaK Ha3hbIBa-
eMble apereHepaTopHbIe (artacTUYecKue) KpU3bl, XapaKTepu-
3YIOIIMECS BBIPAXKEHHON HEIOCTATOUHOCTHIO KOCTHOTO MO3Ta C
MPEUMYILIECTBEHHBIM TTOpaXkKeHNEM SpUTPOUAHOTO pocTKa. [lpu
apereHepaTOpHOM KpH3e OTMeYaeTcsl pe3Koe YMEHbBIIIEHUE YKC-
JIa PETHKYJIOLUTOB BIUIOTh A0 MX TOJHOTO WCYE3HOBEHHS W3
nepudepruIecKoil KpoBU. AHEMUSI MOXET ObICTPO MepeiTH B
TSDKEITYIO, YIPOXKAIOLIYIO XXU3HU (hOpMY, TTOCKOJIBKY HEBO3MOXKHA
JIaxke YacTMYHAsl KOMITEHCAIMsI TIpoliecca M3-3a COKpALIECHUSI
MPOIOJIKUTEIBHOCTA XXU3HU 3PUTPOLIMTOB. KpU3bl SBISIOTCS
MOTEHIMATBHO OMACHBIMU, YIPOXKAIOIIMMU KU3HU OCIIOXKHEHU -
IMU TIpU JIIOOOM TEeMOJIUTUUECKOM Tpoliecce.

I'emonmuzoM HasbIBalOT TUOOY3UI0 TeMOTIOOMHA U3 SPUT-
pouuToB. [Ipyu pa3pylleHUU «CTapblX» 3PUTPOLIUTOB B CeJle-
3eHKe, TeUeHU, KOCTHOM MO3Te BBIIEISIETCSI TeMOIJIOONH, KOTO-
pBIii CBSI3BIBACTCSI TIA3MEHHBIMU OeJIKaMU TanTOTIOGMHOM,
TeMOITEKCUHOM, aJIbOYMUHOM. DTH KOMILIEKCHBIE COCTUHEHUS
B TOCIEAYIOIIEM 3aXBaThIBAIOTCI TelaToUTaMM. [anTorsio-
OVH CMHTE3UpyeTCs B MEYeHM, OTHOCUTCS K KIJIacCy CC,-ITIo0Y-
nuHOB. [Ipu reMonu3se 00pa3yeTcss KOMIUIEKCHOE COeAUHEHNE
reMOIJIOOMH-TaNTOrIOOMH, KOTOPOe He MPOHMKAET Uepes3 Io-
MepYJISIpHBIN Gapbep MOYeK, YTO 0OecrneynBaeT 3alluTy OT T0-
BpEXIEeHUS TMOYEUYHBIX KaHAJbIIEB U OT MOTepH Xelieza. KoMm-
IJIEKCHl T€MOTJIOOMH-TAaNTOIJIOONH YIAISIOTCS U3 COCYIUCTOTO
pyciia KJIeTKaMU PeTUKYJIOHIOTEINATbHOM CUCTEMBI. [amnTo-
[JIOOWH SIBIISIETCS LIEHHBIM MHIWKATOPOM T€MOJUTUYECKOTO
npoliecca; MpY BhIPAXXKEHHOM TeMOJIM3€ PacXojl ranTorjio0nHa
MPEBBIIIAET CITOCOOHOCTh TTEYEHN CUHTE3MPOBAaTh €r0, B CBA3U
C YeM ypOBEHb €r0 B CHIBOPOTKE 3HAUMTEJIBHO CHUKAETCS.

bunupyoun gaBasercs NpoaykKToM Katadbonusma rema. Ilon
BIMSTHUEM T€MOKCHUTEHA3bl, comepKallelicss B Makpodarax ce-
JIe3eHKHU, TIeYeHU, KOCTHOTO MO3Ta, B TeMe IIPOMCXOIUT pa3phbiB
a-METMHOBOI'O MOCTHMKA TETPaIMppoJIOBOrO sIpa, YTO MPUBO-
IUT K oOpasoBaHUIO BepaoreMorioomHa. Ha mocnenyroliem
9Tane OTLIEIUIAETCS Keae30, IpU 3TOM obpasyercsl OMIMBep-
muH. [lon BuMsgHMEeM IUTOINIa3MaTHIECKON OMIMBEpIMHPETYK-
Ta3bl OWIMBEPAMH MpeBpallaeTcs B OUIMpYOrH. BoimenvBiumiics
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U3 MakpodaroB cBOOOJHBIN (HEKOHBIOTMPOBAHHBIN) OUIUPY-
OWH MpU TMOMagaHWU B KPOBOTOK CBSI3bIBAETCS C aIbOYMUHOM,
KOTODPBIN JOCTaBIsieT OWIMPYOMH K remarouutaM. B medeHu
TBOYMMH OTAENSIETCS] OT OMIMPYOMHA, 3aTeEM B TenaTolLuTe Mpo-
HUCXOJUT CBSI3bIBAHME HEKOHBIOTMPOBAHHOTO OUIMPYOMHA C TITIO-
KYPOHOBOI KHCJIOTOM, MPpY 3TOM 00pa3yeTcsi MOHOTTIOKYPOHHT
ommupyouna (MI'B). MI'b BeimensieTcst B XXe4b, IIe IIpeBpa-
maercsl B nurmokyponusa owmpyouna (JAI'B). AI'b u3 xexun
BbIIEJISIETCS B KUILIEUHMK, TIe MO BIUSIHUEM MUKPOMIOpHI BOC-
CTaHaBJIMBAETCS 10 OECLIBETHOTO MUIMEHTa ypOOUJIMHOTeHa, U
B JajJbHelIIeM 10 MUTMEHTUPOBAHHOIO cTepkoOwinHa. [lpu
reMoJiu3e pe3KO YBEeJIMYMBAETCSl CoAepXKaHWEe CBOOOIHOTO
(HEKOHBIOTUPOBAHHOTO, HEMPSIMOT0) OMIMPYOMHA B KPOBM.
I'eMoM3 crocoOCTBYET yCUIEHHON 9KCKPEMU TTMTMEHTOB TeMa
B XKeT4b. YXe Ha 4-M Tomy XM3HU Y peOeHKa MOTyT (hopMUpO-
BaThCsl TUTMEHTHbBIE KAMHM, COCTOSILME U3 OMIMPYOUHATa Kalb-
uusa. Bo Bcex ciaydasgx TNMUIMEHTHOIO XoJeluTuasa y AeTeit
HEOOXOIMMO WCKIIIOYUTh BO3MOXHOCTb XPOHUYECKOTO IeMOJIU-
TUYECKOTro Tpoliecca. BHecocymucThlii KaTo00IM3M reMOorIo0rHa
TIpeNCcTaBieH Ha cxeme 6.

Ecnun KonuyecTBO CBOOOJHOTO reMOrjioOMHa B Tia3Me Tpe-
BBIIIIAET PE3EPBHYIO reMOTJI00MHCBSI3bIBAIOIIYI0 €MKOCTh Iall-
TOrJIOOMHA, a MOCTYIJIEHUE TeMOTIJIOOMHA M3 TeMOJIU3UPOBaH-
HBIX B COCYOWCTOM pYCJI€ 3PUTPOLUTOB MPOAOIKAETCS,
BO3HUKAET reMorioonHypusi. [losisneHue remMoriooMHa B Moue
MPUIAET eif TEeMHYIO OKpacKy (11BeTa TEMHOTO MUBa WIM Kperl-
KOTO pacTBOpa IepMaHraHata Kajus). OT0 00yCJIOBJIEHO CO-
JepXKaHMEeM KaK TeMOorIoOrHa, Tak U 00pa3yIolierocst mpu cTo-
SSHUM MOYM MeTreMorjo0uMHa, a TakXe MPOAYKTOB pacrnana
reMoriooMHa — TeMoCHAeprHa M ypoOuiauHa. BHyTpu-
COCYIMCTBI KaTaboJM3M TeMOIJIO0MHA MpencTaBieH Ha cXe-
me 7.

B 3aBHCMMOCTH OT JIOKQJIM3AIIMK MPUHSATO BBIIEIATH BHYT-
PUKIIETOUYHBIN ¥ BHYTPUCOCYIUCTHIN BapruaHTHI reMonm3a. [1pu
BHYTPUKJICTOYHOM Te€MOJIM3e pa3pylIeHNe 3PHUTPOIMTOB IIPO-
HCXOIOUT B KJIETKAX PETUKYTOIHIOTETHAIBHONM CHCTEMBI, TIPEXKIIEe
BCETO B CeJie3eHKEe, B MEHBIIIE CTEIIEH! B IIeYeH!, KOCTHOM MO3-
re. KimmHM4yeck HaOMOMAIOTCS MKTEPUIHOCTh KOXHM M CKIIep,
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Cxema 6. BHecocymmcThin Kataboimsm TemornoomHa (rmo Lanzkow-
sky P., 2000).
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Cxema 7. BnHyrpucocymMcThlii KaTaboiM3M TreMorjaoouHa (Ito
Lanzkowsky P., 2000, ¢ uaMeHEeHUSIMM).
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CIUIEHOMeTaJIusI, BO3MOXHa TermaroMmeranus. Perucrpupyercs
3HAYUTEJIEHOE TTOBBIIIIEHNE YPOBHS HEMPSIMOTO OWJIMPYOMHA, CHU-
JKaeTcsl YpoBeHb TalTOIOOWHA.

ITpu BHYTpHCOCYIVICTOM T€MOJIN3e pa3pylieHUe 3PUTPOII-
TOB MPOUCXOAUT HEMOCPEACTBEHHO B KPOBEHOCHOM pyCIe.
Y GoNbHBIX OTMEYaIOTCs IMXopaaKa, 03HOObI, 001 pa3IUudHOMI
Jokanm3auuu. MKTepruYHOCTh KOXM 1 CKJIep YMepeHHasl, Ha-
JINYMe CIJICHOMETaJIMM He XapakTepHo. Pe3ko yBelnumBaeTcs
KOHIIEHTpAIIMsI CBOOOIHOTO TeMOIJTIO0MHA B IUIa3Me (ChIBOPOT-
Ka KPOBH TIpU CTOSTHUU TIPUOOpeTaeT KOPUIHEBBINM IIBET 3a CUET
o0Opa3oBaHUs METreMOrjioOMHa), YpOBeHb TanTorjioOMHa 3Ha-
YUTEJIbHO CHMXKAETCS BIUIOTH 1O ITIOJIHOTO €Tr0 OTCYTCTBUS,
BO3HMKAET TeMOTJIOOMHYPHSI, KOTOpasT MOXET CTaTh IIPUIMHOMK
Pa3BUTHUSL OCTPOIl TIOYEYHON HEMOCTATOYHOCTU (OOCTPYKIIMS
TMOYEYHBIX KaHAaJIbIIEB JETPUTOM), BO3MOXHO pasputhe JIBC-
cuHapoMma. HaumHas ¢ 7-X CyTOK OT Hayaja TeMOJIUTUYECKOTO
KpH3a B MO4Ye BBISBIISIETCS reMocuaepruH. OCHOBHBIC TPUYNHEI
reMOIJIOOMHYPUU TIPeACTaBIeHbl B Tab. 36.

Tabauua 36
IIpuuuHBI reMOTrJIO0MHYPUH

[Lanzkowsky P., 2000J

I. Octpast remornoOuHypust
1. TlepenviBaHME HECOBMECTMMOM KPOBU

2. JlekapcTBa U XMMHUYECKUE areHThI
1) TTocTOSIHHO BBI3BIBAIOLIME IEMOTUTUYECKYIO aHEMMIO
JiekapcTBa: (heHWITUIPa3UH, CYIbGOHbI, (DeHALIETVH, alle-
TaHWIUA (OOJbIINE TO03bI)
XMMUYECKUE BEILECTBA: HUTPOOEH30J1, CBUHELL
TOKCHHBI: YKYCHl 3Mei U MayKOB
2) Ilepuomuyecky BbI3BIBAIOIINE TEMOIUTHYECKYIO aHEMUIO
AccoummpoBannble ¢ gepunuToM [-6-DI: anTUMAI-
puiiHbIe (MPUMAaXHH); aHTUTIUPETUKU (aCTIMPUH, e-
HalETUH); CyIbbaHWIaMUIbl; HUTPO(hYpaHbl; BUTA-
muH K; HadranuH; daBuzm
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OkoHnuanue maba. 36
AccormpoBansbele ¢ HbZurich: cymbdanmmamMuast
[Mpy TMMepYyBCTBUTEBHOCTH: XUHUH, XMHUIWH; Tapa-
AMUHOCATMIIMIOBAST KUCIIOTA; (heHALETUH

3. Undeximm
1) 6akrepmanphble: Clostridium Perfringens; Bartonella
bacilliformis
2) mapasuTapHble: Mansipust
4. Oxoru

5. Mexannyeckue (HampuMmep, UCKYCCTBEHHBIE KJIaIlaHbI)
II. XpoHuueckasi reMOrJIOOMHYpUS

1. TTapokcu3ManbHas X0NOI0Basi TeMOTIOOUHYPUSI; CU(UITHIC;,
MaMoNaTHIecKast

2. TTapoxkcu3MmajbHas HOYHAsI TeMOITIOOMHYPHSI
3. MapieBast TeMOTJIOOMHYPHSI

4. Tlpu remMonu3e, 0OYCIOBICHHOM XOJONOBBIMY ATTTIOTHHUHA-
MU

Bce remonutryecke aHeMMM HE3aBUCHMMO OT IIPUYWH, He-
MOCPEICTBEHHO BBI3BIBAIOIIMX FEMOJIN3, UMEIOT B CBOEM Teye-
HUM 3 TIeproia: Iepro. FeMOJIMTUYECKOTo Kp13a, Iepruo Cyo-
KOMIIEHCAIIUM TeMOJM3a M TEePUOoa KOMIIEHCAIlUM T'eMOJIM3a
(pemuccum). I'emomuTUYIECKMiT KpU3 BO3MOXEH B JIIOOOM BO3-
pacTe M IMPOBOLIMPYETCS Yallle Bcero MH(pEKIMOHHBIM 3a00J1e-
BaHMEM, BaKLIMHALIMEH, OXJIaKICHUEM WA TIPUEMOM JIEKapCTB,
HO MOXET BO3HMKHYTh M 0€3 BUIMMBIX Npu4uH. B mepuome
KpH3a pe3KO YCWIMBAETCS T€eMOJIM3 U OpPTraHW3M HE B COCTOSI-
HMM OBICTPO BOCTIOJIHUTH HEOOXOIMMOE KOJIMYECTBO SPUTPOLIM-
TOB Y TIEPEBECTU O0pa3yOIIUICI B U30BITKE HEMPSIMON OWMIIH-
pyouH B mpsMoii. Takum o0Opa3oMm, TeMOJUTUYECKUI Kpu3
BKJIIOYAeT OMIMPYOMHOBYI0O MHTOKCHKAIIMIO M aHEMUYECKUIA
CHHPOM.

KnauHuyeckn cuHApoM OMJIMPYOMHOBON WHTOKCUKALIMU
XapaKTepU3yeTcs MKTEPUIHOCTHIO KOXM M CIM3UCTBIX, TOII-
HOTOI, PBOTOM, OOJISIMU B 3KMBOTE, TOJIOBOKPY>KEHUEM, TOJIOB-
HBIMU OOJISIMM, JIMXOPANKOI, B HEKOTOPBIX CIydasxX pacCTpOii-
CTBaMM CO3HaHMUS, CymoporamMu. AHEMUYECKUd CHUHAPOM
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MPEaCTaBIeH OJIETHOCTHIO KOXM M CIU3UCTHIX, PACIIMPEHUEM
TPAaHUILL CEPALA, TIYXOCTbIO TOHOB, TaXWKapAue, CUCTOINYEC-
KMM IIIyMOM Ha BEPXYIIIKE, OABIIIKOM, CIa00CThIO, TOJIOBOKPY-
keHueM. Ilpy BHYTPMKIETOYHOM reMOJIM3€ TUIIMYHA rernaTo-
CTIIJIEHOMETaNusl, TPY BHYTPUCOCYAMCTOM WJIM CMEIIaHHOM
TreMOJIM3e XapaKTepHO M3MEHEHNE OKpPacKW MOUYM 3a CUET TIe-
MOIJIOOMHYPUMU.

B mepuoa reMonMMTUUYECKOTO KpHU3a BO3MOXHBI CJIEIyIO-
IIMe OCJIOXHEHUsI 3a00JIeBaHUS: OCTpasl CepACUYHO-COCYAMC-
Tast HEAOCTAaTOYHOCTh (aHeMuueckuii oK), JABC-cuHapom, ape-
reHepaTOPHbIM KpU3, OCTpasi TO4YedyHasi HeIOCTaTOYHOCTH,
CUHIIPOM «CIYIIeHUs Xeauu». [lepuon cyOGKoMIleHCAllMU Te-
MOJIM3a TaKXKe XapaKTepU3yeTcsl MOBBIIIEHHON aKTMBHOCTBIO
SPUTPOUTHOTO POCTKA KOCTHOTO MO3ra M TeYeHU, HO JIUIIb B
TO Mepe, KOTOpasi He TMPUBOIUT K KOMIICHCALIMM OCHOBHBIX
CUHAPOMOB. B CBA3M ¢ 3THM y GOJBHOTO MOTYT COXPaHSIThCS
YMEPEHHO BhIpak€HHbIC KIMHUYECKUE CUMIITOMBI: OJICTHOCTb,
CYOUKTEPUYHOCTb KOXM U CIIM3UCTBIX, HEOONbIIOE (MU BbI-
paXkeHHOEe B 3aBUCHMOCTH OT (pOpMblI GOJIe3HM) yBEeJIUUYECHUE
MeYeHU U /U cesie3eHKU. Bo3MOXXHBI KoJIeOaHMsT Ynciia SpUT-
POLIMTOB OT HIDKHEI TPaHMIIBI HOPMEL 10 3,5-3,2 x 107/1 u,
COOTBETCTBEHHO, TeMoriobouHa B mpenenax 120-90 r/n, a tak-
Ke HemnpsMas runepounupyomHemus mo 25-40 MKMOJIb/IM.
B mepuoae KoMmmeHcalMM TeMOJIM3a MHTEHCUBHOCTH pa3py-
LIEHUS] 3PUTPOLIMTOB 3HAYUTEIbHO YMEHBIIAETCS, aHeMUYEC-
KW CUHIPOM TTOJTHOCTBIO KYIHMPYETCS 3a CYET TMIEPIpPOayK-
LMY 3PUTPOLIMTOB B 3PUTPOMIHOM POCTKE KOCTHOTO MO3ra,
MpU 3TOM BCerJa IOBBIIIEHO COIEpPXKaHUE PETUKYJIOLUTOB.
B 310 Xe Bpemsi akTMBHasl paboTa TEeUeHM IO TIepPeBOIY He-
MPSIMOTO OMJIMPYOMHA B TPAMOI OOecrieunMBaeT MOHUKEHUE
YPOBHSI OUIUPYOMHA IO HOPMBI.

Taxum 06p330M, 00a OCHOBHBIX ITATOI€HETHMYECKMX MeEXa-
HHM3Ma, O6YCJ'IOBIII/IBEI}OH_II/IX TSDKECTh COCTOSIHUS OOJIBHOTO BO
BpEMA I'CMOJIMTUYCCKOIO KpHr3a, KYIUPYIOTCA B IEPUOAC KOM-
MEHCAIMU 34 CYET MOBIILIEHHON d)YHKL[I/II/I KOCTHOI0O Mo3ra m
neyeHu. Y pC6CHKa B 9TO BpPEMA OTCYTCTBYIOT KIIMHHNYCCKUC
IIPOABJICHUA TeMOJIUTUYECKON aHemMuu. B Iepruoac KOMIICHCa-
OVH TEMOJIM3a TaKXKE BO3MOXKHbBI OCJIOKHCHHA B BUIAC IE€MOCH-
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JIepo3a BHYTPEHHUX OPraHOB, AVWCKMHE3UM XKEJIYHBIX IyTeH,
TaTOJIOTUM cee3eHKM (MHGapKThl, MOAKAICYIbHbIE PA3PhIBHI,
CUHIIPOM TUIIEPCIUICHU3Ma).

CTpyKTypa reMoNMTU4YECKNX aHeMui

B HacTtosiiee Bpemsi OOIIETIPUHSATBIM SIBJISIETCSI BBIAEJICHUE
HaCJIEICTBEHHBIX U MPUOOPETEHHBIX (DOPM TEeMOJIUTUYECKUX aHe-
MUA.

Cpenu HacJIeACTBEHHbBIX TEMOJUTUYECKUX aHEMUI B 3aBUCH-
MOCTH OT XapakTepa IMopaxeHUsT SpUTPOLIMTOB BBIACSIOT (pop-
MBI, CBSI3aHHBIE C HApyIlIEHEM MEeMOpaHbI .I3pUTPOLIMTOB (Hapy-
IIEHWE CTPYKTYphl Oejika MeMOpaHbl WIM HapylleHWe JIHITUI0B
MeMOpaHBbl); (OpMbI, CBSI3aHHBIE C HapyIIeHWEM aKTMBHOCTU
(GepMEHTOB IPUTPOLIMTOB (IMeHTO30(0C(aTHOrO LIMKJIIA, TJIUKO-
u3a, oOMeHa IIIyTaTMOHA U MPOYuX) U (DOPMBI, CBSI3aHHBIE C
HapyIllIeHUeM CTPYKTYpbl WM cUHTe3a remorioouHa. Ilpu Ha-
CJIEACTBEHHBIX TEMOJIMTUUYECKUX aHEMUSIX COKpaIlleHUe TPOIOI-
SKUTETBHOCTY KM3HU 3PUTPOIIUTOB M TIPEXKIACBPEMEHHBIN TeMO-
JIN3 TeHeTUYECKU JeTePMUHUPOBAHbBI: BBIIEISIOT 16 CHHAPOMOB
C IOMUHAHTHBIM TUIIOM HacjieqoBaHusI, 29 — C pelieCCUBHBIM 1
7 (beHOTUIOB, TMEepeNaoIIXCcsl MO HACIEICTBY, CICIICHHBIX C
X-xpoMmocomoii. HacneactBeHHBIe (pOpMBI TIPe00IanaloT B CTPYK-
Type TA.

ITpu mprOOPETEeHHBIX TEMOJMTUYECKUX AHEMMSIX ITPOJIOJI-
SKUTEJbHOCTh XKU3HU 3PUTPOLIUTOB YMEHbIIIAETCS IO BO3ACH-
CTBUEM PA3IMYHBIX (DAKTOPOB, MO3TOMY MX KIaCCU(DULMPYIOT
10 TPUHIIUITY YTOYHEHUST (PAKTOPOB, BBI3BIBAIOIIMX TEMOJIU3.
DTO aHEeMUU, CBSI3aHHbIE C BO3NEHCTBMEM aHTUTEN (MMMYHHBIE),
C MEXaHWYEeCKMM WM XUMUYECKUM IOBpEXIEHUEM 000J0UYKHU
9PUTPOLIMTOB, Pa3pylIeHUEeM IPUTPOIIMTOB IMapa3uToM (MaJs-
pusl), HENOCTAaTKOM BUTaMUHOB (necduuut ButamuHa E), ¢ us-
MEHEHMEM CTPYKTYpbl MeMOpaH, OOYCJIOBJIEHHBIM COMaTH4ec-
KoM MyTauuei (rmapokcu3ManabHasi HOYHasi TeMOTJIO0MHYpPHST).

ITomMrMo yKa3aHHBIX BbIIlIe TIPU3HAKOB, OOIIMX JJIsI BCEX Tre-
MOJIUTUYECKUX aHEMUI, UMEIOTCSI CUMITTOMBI, TTAaTOTHOMOHUYHbIE
JUJIsI KOHKpeTHOU hopMbl 3a0oneBaHus. Kaxmast HacaeacTBeH-
Has ¢opMa I'A umeer cBou nuddepeHINnaATbHO-IUarHOCTUYEC-
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kue npusHaku. HuddepeHInanbHbli [UarHo3 Mexmay pasiny-
HbiIMU (popmamu T'A cremyeT MpoOBOAWTH y NETE B BO3pacTe
cTapliiie rojia, Tak KaKk B 9TO BpeMsl MCYe3al0T aHaTOMO-(U3HNO-
JIOTUYECKUE OCOOEHHOCTH, CBOMCTBEHHBIE KPOBU JETEl paHHETo
Bo3pacTa: (pU3MOJIOrMYSCKUI MAaKPOLUTO3, KOJeOaHUsI KOJIrYe-
CTBa PETUKYJIOIMTOB, MpeodiagaHue (eTabHOTO TeMOrIo0u-
Ha, CpaBHUTEJIIbHO HU3Kas I'paHUla MUHUMAaJIbHOI OCMOTHUYEC-
KOW CTOMKOCTU 3PUTPOLIMTOB.

HacnencrBeHHble
reMonuMTuYecKme aHemMum

HacneactBeHHble reMoOsIMTUYECKNE aHEMUU,
CBfi3aHHble C HapyLleHueMm MeMOpaHbi
apuTpoLUTOB (MemOpaHonaTumn)

MemOpaHonaTuM XapakTepu3yIOTCsl HACJEACTBEHHO OOYCIIOBIEH-
HbIM J1e(heKTOM CTPYKTYpbl OejlKa MeMOpaHbl WM HapylleHUEM
JIUNUAOB MeMOpaHbl 3puTpoiuToB. Hacnemyiorcs ayrocomMHO-
JOMWUHAHTHO WM ayTOCOMHO-PELECCUBHO.

T'eMonu3 nokanusyeTcsi, Kak MpaBuio, BHYTPUKIIETOUHO, TO
€CTh JIECTPYKIIUS SPUTPOLIUTOB MPOUCXOIUT MPEUMYIIECTBEHHO
B CEJIe3eHKE, B MEHBILIEH CTEMEH — B MEYECHMU.

Krnaccupukanusi reMoIMTUYECKUX aHEMU, CBSI3AHHBIX C Ha-
pyuieHueM MeMOpaHbl aputpoiuToB [Uaenscon JI. U., 1975]:

1. HapymeHue cTpykTyphl Oejika MeMOpaHbI 3pPUTPOLIMTOB

1) HacjaencTBeHHBI MUKPOCHEPOLUTO3;
2) HacleACTBEHHBI 3JUTUNTOLIUTO3;
3) HacnenCTBEeHHbIN CTOMAaTOLIMTO3;
4) HacJeNCTBEHHBIN MUPOMONKUIOLIUTO3.
2. HapyiieHue JUMuaoB MeMOpaHbl 3PUTPOLIMTOB
1) HacnenCTBEHHbI aKaHTOLIMTO3;

2) HaclieICTBEHHAas] FeMOJIMTUYECKAsT aHeMUsI, O0YCJIOBJICH-
Had [lC(l)I/ILIl/ITOM AKTUBHOCTH JICHUTUH-XOJICCTCPpUH-aALUJI-
TpaHchepassl;
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3) HaciencTBeHHas HechepolMTapHasi TeMOJIUTHUCCKasT
aHeMMUsl, 00yCJIOBJIEHHAsl YBeJIMYEHEM B MeMOpaHe SpUT-
polnToB (hochaTMANIX0INHA (JICIUTUHA);

4) neTcKuil MHAHTWIBHBINA MUKHOLIUTO3.

HapylieHue cTpyKTypbl Oejika MeMOpaHbI
SPUTPOLIMTOB

Hacaedcmeennwtii murxpocghepouumos (60ae3no
Munrxoeckoeo— Illogpghapa)

DTO reMoauTUYECKasi aHeMUsI, B OCHOBE KOTOPOM JIeXKaT CTPYK-
TypHbIEe WK QYHKIIMOHAIbHbIE HAPYIIEHUSI MEeMOpPaHHBIX OeJi-
KOB, IIpoTeKaromasa ¢ BHYTPUKICTOYHBIM IT'€MOJIN30M.
3abojieBaHNe pacIpoCTpaHEHO IMMOBCEMECTHO, YacToTa BCTpe-
yaemoctu coctapisier 1:5 000 B momynsuuu. Ilepemaercss mo
ayTOCOMHO-TOMHUHAHTHOMY THITy; OKOJIO 25 % ciy4yaeB criopa-
JIdeckue, o0ycIOBIeHHbBIE BOSBHUKHOBEHUEM HOBOIM MYTallWU.

Ilamocenes

YV OosbHBIX HACIEACTBEHHBIM MUKPOCHEpOIIMTO30M OOHApy-
JK€H TeHEeTUYECKU NETEPMUHUPOBAHHBIN Ne(EKT OEIKOB MeM-
OpaHbl PUTPOLIMTOB (CIIEKTPUHA W aHKUpPUHA): J1bo nedu-
LIUT, MO0 HapylleHre (PYHKIIMOHAIbHBIX CBOMCTB 3THUX OEIKOB.
YcraHoBIEeHBI cienyone 1eheKThl OeIKOB KJICTOUHON MeMO-
paHbI:

1. Jeduuur cneKTpuHa — CTEeNeHb aHEMUM W BbIpaXKeH-
HOCTh C(epoluTo3a MPSIMO KOPPEIUPYIOT CO CTETIEHbIO
JedunTa CrieKTpuHa. Y OOJBIIMHCTBA OOJBHBIX BBHISB-
JIAIOT JIeTKUiA aeuumTt criektpuna — 75-90 % ot Hop-
Mbl. TlaumeHTthl ¢ ypoBHeM criekTpuHa 30-50 % ot Hop-
MbI UMEIOT TSDKEIYI0 TEMOJIUTUYECKYI0 aHEMMIO U 3aBUCSIT
OT reMoTpaHChy3Uil.

2. OYHKUMOHAJIBHBIN Je(ULIUT CIIEKTPUHA — OTCYTCTBUE
CBSI3BIBAIOIIEH CIIOCOOHOCTH C TIPoTenHOM 4.1 (CUHTE3 He-
CTaOWMJIBHOTO CITEKTPHHA).
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3. Hedumur cermeHTa 3.

4. Jledwuur npotemHa 4.2 (BcTpedaeTcs PeaKo).

5. Hedwiur ankupuHa (rmportemHa 2.1) — oOHapyXeH y

50 % neteit ¢ HaClIeNCTBEHHBIM CEPOLIMTO30M, POIUTE-
JIU KOTOPBIX 3I0POBBHI.

AHOMAJTBHBIN OEJIOK 3pUTPOIUTAPHONM MEMOpaHBI 0OYCIIOB-
JIMBAaeT HapylleHWe TPaHCIIOPTa KaTUOHOB — pPEe3KO IOBHIIIIA-
eTcs TIPOHMIIAEMOCTh MeMOpaHbI ISl MOHOB HATPMSI, UTO COIEH-
CTBYEeT BO3pacTaHUI0 MHTEHCUBHOCTH TJIMKOJIW3a U YCUJICHUIO
MeTaboIM3Ma JTUITUI0B, U3MEHEHUIO 00beMa KJIIETKU U (hOpMU-
poBaHUIO cTaguu cdepoumnta. MectoM aedopManuu U TMéeIn
SPUTPOLIUTOB ABJIsIETCS celie3eHKa. Popmupyrommiics chepo-
LIAT TIPY JBMDKEHUW Ha YPOBHE CEJIC3eHKM WCIBITHIBACT MeXa-
HMYECKOe 3aTPYJHEHUE, MOCKOJIbKY B OTJIMYME OT HOPMAaTbHbIX
SPUTPOLIMTOB C(PEPOLIMTHI MEHEE IJTACTUUHBI, YTO 3aTPYAHSET
WX NeKOH(OUTYpalMIO MpM IEepexXone M3 MEXCHUHYCOBBIX IIPO-
CTPAHCTB CeJIe3¢HKM B CUHYCHI. [loTepsiB 3JJaCTUYHOCTD U CIIO-
COOHOCTh Ae(OpMUPOBATHCS, CPEPOLIMTHI 3aCTPEBAIOT B MEX-
CHHYCOBBIX MPOCTPAHCTBAX, T CO3MAIOTCA HeOIaronpusTHbIC
IJIT HUAX MeTabojndecKue yCJIOBUS (CHMXKEHHAsl KOHLIEHTpa-
LIMS TJIIOKO3bI 1 XOJIECTEPUHA), YTO CIIOCOOCTBYET ellle OOoJIbIlie-
MY TIOBPEXKICHUIO MeMOpPaHbI, YBEIMIEHUIO CEPUIHOCTH KIIETKU
1 OKOHYATeIbHOMY (hopMUpOBaHMIO MUKpocdepouuToB. [Ipu
TTOBTOPHOM ITPOXOKAECHUM CEJIE36HOYHBIX MEKCUHYCOBBIX TTPO-
CTPAaHCTB CEKBECTpAaLIMsI MEeMOpaHbI JOCTUTACT TAKOTO YPOBHS,
YTO SPUTPOLIUTHI TUOHYT, pa3pyliasich, MOIVIOMIAIOTCS (arouu-
TaMU CeJIe3eHKU, YIaCTBYIOIIMMU BO (DparMeHTally SpUTPOLIU-
ToB. DarouuTapHasi TMIIEPaKTUBHOCTD CEJIE3EHKU, B CBOIO OYe-
pelb, BBI3BIBACT MPOTrPECCUPYIOIIYIO TMIIEPILIa3uIo0 OpraHa u
JaJIbHE111ee MOBbIILIEHUE ero darouuTapHoi akTuBHOCTU. [Tocre
CIJIECHSKTOMMHU TIPOLIECC KYIUPYeTCs, HECMOTPSI Ha TO, UTO OHO-
XUMHUYECKUE U MOP(MOJOTUIECKIE N3MEHEHUST OCTAaIOTCS.

Kaunuueckasa xapmuna

HacnenctBeHHBIN MUKpOCGhepOLMTO3 KIMHUYECKU B 50 % ciy-
YyaeB MpOSIBIIIETCS YK€ B HEOHATAJIbHOM II€PUOJE; Y TOAaBIsI-
IOLIETO OOJIBIIMHCTBA OOJBHBIX 3a00JieBaHUE HAUYMHAETCS 0
MOAPOCTKOBOTO BO3PACTa. YCTAHOBJICHO, YTO paHHEE TOSIBJICHUE
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CUMIITOMOB 3a0oJIeBaHMsI ITIpeAoNpenessaeT Oojiee TsoKeloe Te-
YeHMue.

IleHTpanbHOE MECTO B KJIMHUYECKOM KapTUHE 3aHUMAIOT TPU
BeIyLLINX CUMITOMA, OOYCIOBJIEHHBIX BHYTPMKJIETOUHOM JIOKA-
JM3alMeld TeMoJn3a; XeaTyXa, 0JeqHOCTb KOXHM U CIU3UCTBIX,
CILIEHOMETAJTHSI.

MHTEHCUBHOCTD XENTYX! MOXET ObITh Pa3jIM4YHONM U OIpe-
JIeJISIeTCSl YPOBHEM HENpsIMOTro OmanpyouHa. Y psima OOJIBHBIX
HKTEPUYHOCTb KOXH U CKJIEP MOXET ObITb €AMHCTBEHHBIM CHUM-
TITOMOM, TIO IOBOJY KOTOPOIo OHM oOpalaioTcs K Bpauy. UMeH-
HO K 3TUM ITallM€HTaM OTHOCUTCSI U3BecTHOE BhipaxeHue Ilod-
dapa: «oHHM OoJjiee KEATYIIHBI, YeM OOJbHBI». OTIUYUTETHHOM
YepTOoil XKENTYyXU SBIISIETCSI €€ aXOJNypUYHOCTh, TO €CThb OTCYT-
CTBHE XEJIYHBIX IMUIMEHTOB B MOYe, HO OTMEYaeTcss ypoOwIn-
Hy pusl.

BiieqHOCTh KOXY M CTMBUCTBIX 00YCIOBIeHA HAIMIMEM aHe-
MHUH U BbIPAXKEHHOCTh €€ 3aBUCUT OT CTEeIIeHW aHEMMU, BHE TeMO-
JINTUYECKOTO KpH3a 0JIeIHOCTh MEHee BhIpaKeHa, B IIepUo, KpU-
3a — pe3Ko.

CreneHb BBIPaKEHHOCTU CIUICHOMETaIMM BapuabesibHa, Ha
BBICOTE KpU3a Celie3eHKa yBeIMUeHa 3HAUUTEIbHO, TP Majibla-
LMK TIJIOTHAsI, Thaakas, 6one3HeHHas. MiMeeTcs yBemueHue Tie-
yeHu. B mepuonge KOMIlEHCALMM CITJIEHOMETAIUSI COXpaHsIeTCs,
HO BbIpaxke€Ha B MEHBIIIE CTEIIEHM.

V nereii B Bo3pacTte 4-5 JIeT HepedKO MMEIOTCS KETIHBIS
KaMHM, OTHAKO KeTYHOKaMeHHas 60J1e3Hb JUAarHOCTUPYETCS Jallle
BCEro y MOAPOCTKOB. zKeTyHOKaMeHHasi 00Jie3Hb BCTpeYaeTcsl
npubau3uTeabHO y 50 % OGOJIBHBIX, HE MOIBEPTHYTHIX CILUIEHIK-
TOMUU.

V nmaumeHTOB HepenKo OoOHapyXUBaloTCsl OallleHHbIN Yeper,
roTU4ecKoe Hebo, IIMpoKast IePeHOCHIIa, aHOMATUK 3y00B, CUH-
JAKTUINS, TOJUAAKTUINS, TeTEPOXPOMUS PaLyKHOM 00O0JI0UKH.
IIpu TsKEI0M, TIPOrpecCHUpYOIeM TeYeHMM 3a00JieBaHMSI BO3-
MOXHBI 3a7iepKKa pocTa, YMCTBEHHOE HeTOpa3BUTHE, TUIIOTeHU-
TaJIA3M.

B 3aBUCHMOCTHU OT TSIKECTU BBIIEIISIOT TPU (DOPMEI 3a00J1e-
Banus. Ilpu nerkoit copme obIee COCTOSIHUE YIOBJIETBOPHU-
TeJIbHOE, TeMOJIN3 U CIUIEHOMErajusl BblpaxkKeHbl He3HAUYUTE b~
Ho. Ilpm cpenmHeTsXenoil (opMe oTMeuaeTcsl Jierkass WM
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Tabauya 37

Knaccudurkalims HaclieACTBEHHOTO cCPOLIMTO3a U MOKA3aHUS K CIIJIEHIKTOMUU
[EberS.W. etal., 1990]

ITpuzHaku

Hopma

Knaccndukamma chepomurosa

JIérkmii Cpenneii TszkecTH Tsokenbrii
I'emornobun (r/m) 110-160 110-150 80-120 60-80
KomuectBo perukynonutos (%) <3 3,1-6 >6 >10
PetuxynonurapHbiii THIEKC <1,8 1,8-3 >3
ConepxxaHue CrieKTpUHA B 3pUT- 100 80-100 50-80 40-60
pouwte (B % OT HOpMBI)®
OcmoTHryecKasi CTOMKOCTb Hopma | Hopma mm He- Pesko cHuxeHa Pesko cHmxkeHna
3HAYUTESIBHO
CHIDKEHA
AyTtoremonu3s
6e3 mToko3bl (%) >60 >60 0-80 50
B IIPUCYTCTBUM TJIIOKO3BI <10 >10 > 10 >10
CrneHsKToMuUs OOBIMHO HET Heo6xommumMo BBITIOTHUTD 10 IMoka3zaHa, srydiiie BBITIOTHSITh
HEOOXOMMMOCTH | HACTYIUICHUs ITyOepTaTa nocje 3 et
KimHuyeckure cuMnTomMbl OTCyTCTBYIOT BnenHocTh, apereHepaTOpHBIii BrenHocTs, apereHepaTOpHbIit

Kpu3, cruteHomerammst, 2KKb

Kpu3, crieHoMeravst, KKb

3HavyeHUs D0 TpaHCOhY3UMU.
> Hopma (x~% Sx)

1 226 + 54 x 10" kuerok.



yMepeHHass aHeMUsI C HEKOMITEHCUPYEMBIM TeMOJIU30M U 3ITH-
30[1aMU XKENTyXU, BBIpaxXeHHON crimeHoMeranueii. Ilpu Tske-
JIoii hopMe HaOMIogaeTCs BhIpaXKeHHAsT aHEMUSI, TIPM KOTOPO
HEeOoOXOOVMbI MOBTOpPHbIE TeMOTpPaHCMY3UMU, MOTYT BO3HUKATh
apereHepaTopHble KpU3bl, HaOJIOMAeTCs 3aMelJIeHHE pOoCTa.
Knaccudukaumsis HaciaeacTBEHHOTO chepoluTo3a Mo CTeNeHu
TSDKECTU TIpefcTaBieHa B Taoa. 37.

ApereHepaToOpHbIii KpH3 SIBISIETCS TSDKEIbIM OCJIOXHEHUEM
TeMOJIUTUYECKOTO KpH3a, BO BPeMsl KOTOPOTO MOSIBIISIIOTCSI CUM-
MITOMBI TMTIOTLJIA3MU KOCTHOTO MO3Tra ¢ M30MpaTeIbHBIM ITOpake-
HUEM SPUTPOUIHOIO pocTKa. [lomaraior, yTo pa3BUTHE apereHe-
pPaTOpHOTO KpM3a, KakK MpaBUio, OOYCIOBICHO MPUCOSAMHEHUEM
BHUPYCHOM MH(EKIIMH, BbI3BaHHOM MapBoBupycoM B19. ApereHe-
paTOpHBIE COCTOSIHMSI KOCTHOTO MO3Ta IJISATCSI OT HECKOJBKMX
THEW o 2 Henellb, 00YCJIOBIMBAIOT TSDKEIYI0 aHEMUIO M MOTYT
SIBUThCSI OCHOBHOW TIPUYMHON cMepTy OoibHOro. KimmHuvecku
HaOJTI0HaeTCsT BhIpaXkeHHasT OJISMHOCTh KOXM 1 CIIM3UCTBIX 000-
JIOYEK MPU TOJHOM OTCYTCTBUM MKTEPUYHOCTU KOXU U CKIIEp,
YBEJIMYEHME CeJIe3¢HKHU OTCYTCTBYET WJIM BBIPAXXKEHO HE3HAYU-
TEJIBHO U He HaAOJII0MaeTCsl COOTBETCTBUSI BBHIPAXKEHHOCTHU CILJIe-
HOMETAJIMU TSDKECTH aHeMM4ecKoro Kpusa. OTCyTCTBYeT peTH-
KYJIOLIMTO3, BIUIOTH JO TTOJIHOIO MCYE3HOBEHUS PETUKYJIOLUTOB
3 nepudepudeckoir KpoBu. Y psga aereli oOHapyKUBaeTCs
TPOMOOLIMTONEHUST. ApereHepaTopHble KpU3bl HAOMIONAIOTCS TIpe-
MMYIIIECTBEHHO y JeTeii B Bo3pacTe 3-11 JjeT u, HecMOTps Ha
CBOIO TSKECTh, UMEIOT 00OpaTUMBbII XapakTep.

Teuyenune anemuu Munkosckoro— Illogdapa BotHOOOpa3Hoe,
BCJIEN 3a pa3BUTMEM Kpu3a YJIY4IIaloTCs KIMHUKO-JIaboparop-
HBIe TI0OKa3aTeJIM M HACTYIaeT PEMUCCUSI, TTPOAOJIKAOIIASICS OT
HECKOJIBKMX MECSIIEB O HECKOJIBKUX JIET.

MHuazno3s

JAnardHo3 MOATBEPXKIAETCSI CEeMEMHBIM aHaAMHE30M M PSIOM
JTa0OpPaTOPHBIX MCCIICHOBAHUA.

Jlabopamopnosie dannote

B remorpamMe oOHapy:KuBaeTCsl HOPMOXPOMHAsI TUTIEppereHe-
paTopHasl aHeMUsI pa3IMYHON cTerneHu BhIpaxkeHHocTH. Comep-
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KaHWE PETHKYJIOLIMTOB 3aBUCUT OT TSDKECTU aHEMUU U TIepU-
ona 3abosieBaHus U Kojedercs or 50-60 mo 500-600 %< mo-
TYT TOSIBISITbCA HOPMOUUTHL. [Ipu MopdosornueckoM ucclie-
JIOBaHUU Ma3Ka KpacHOW KpOBM OOHApYXMBAIOT XapaKTepHbIE
Mopdoaoruyeckrue OCOOEHHOCTU: Hapsily C HOPMaJbHBIMU
SPUTPOLIUTAMM UMEIOTCS MUKPOCGHEPOLIUTHl — MaJleHbKUE, WH-
TEHCUBHO OKpallleHHble KJIETKU 0e3 XapaKTepHOTO ISl HOp-
MaJIbHBIX 3PUTPOLIMTOB LIEHTPaJbHOTO TpocBeTieHus. Konu-
YeCTBO MMKPOCKHEPOIIMTOB MOXET KoyiebaThcsl B Ipeaeiax oT
5-10 % 1o abCOMOTHOrO OOJILIIMHCTBA. YCTAHOBJICHO, YTO YeM
00JIbIlIe KOJIMYECTBO MUKPOC(HEpPOLIUTOB, TeM WHTEHCUBHEE
reMoiu3. B Tmepuonm reMolMTUYECKOro KpHu3a MOXET OTMe-
YaThCsl JIEWKOLMUTO3 C HEHUTPOMUIbHBIM CIBUIOM, YCKOpPEHUE
COD.

buoxuMuuecku HabOIOgaeTCsl HeNpsiMasl TUIEPOUIUPYyOUHE-
MUs, CTETeHb KOTOPOW 3aBUCUT OT TSIKECTH TeMOJUTUYECKOTO
Kpu3a. YPOBEHb TanTorjoOMHa CHUXKACTCS.

B crepHanbHOM TyHKTaTe MMEETCSl TUTIEPIUIa3Usl SPUTPOUI-
HOTO pOCTKa, JIEWKO3PUTPOOJACTHUECKOE COOTHOILIEHUE YMEHb-
meno o 1 :2, 1 :3 (mpotuB 4 : 1 B HOpME) 3a CUET KIIETOK BPUT-
POMIHOTO POCTKA.

TTocne BbIxOAA OOTBLHOIO M3 TEMOJUTUYECKOTO KpU3a B Tie-
pyoae KOMIIEHCAllMM TeMOoJIu3a JIJIsl TTOATBEPXKACHUS TUarHo3a
TIPOBOAST SPUTPOLIUTOMETPUIO C MOCTpoeHUEM KpuBoid [Tpaiic —
JIXXOHCAa U ONpPeaesIioT OCMOTUUYECKYIO PEe3UCTEHTHOCTb 3PUT-
pouuToB. s OOJBHBIX HACIEACTBEHHBIM MUKPOCHEPOLIUTO-
30M XapaKTepHO YMEHBbIIEHWE IhaMeTpa SPUTPOLIUTOB —
CPEIHUI JUaMeTp SPUTPOLIUTOB MeHee 6,4 MKM (IuaMmerp Hop-
MaJIbHBIX 3PUTPOLIUMTOB 7,2-7,9 MKM) M CMElIEHUE 3PUTPOLIM-
ToMeTpuueckoii KpuBoit [Ilpaiic-/[>)koHca BieBo (cM. puc 2).
ITaTOrHOMOHUYHBIM MPU3HAKOM SIBJIIETCS U3MEHEHUE OCMOTH-
YeCKOl PEe3UCTEeHTHOCTU 3pUTpoLUTOB. HopManbHble mokasa-
TEIM COCTaBJISAIOT: JJI MUHUMAJIbHON pPE3UCTEHTHOCTU (Hayva-
70 remonusa) B 0,44 % pactBope NaCl u m1st MakCUMaIbHOIA
(monusrit remonu3) — B 0,32-0,36 % pactBope NaCl. Tunuu-
HBIM IIJIs1 3a00JIeBaHUS SIBJISICTCSl CHUKEHUE MUHUMAJIbHOM pe-
3UCTEHTHOCTU 3PUTPOLIMTOB, TO €CTh TeMOJIM3 HauyWHaeTcs B
0,6-0,65 % pacteope NaCl. MakcumaibHass OCMOTHYECKasl pe-
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3UCTCHTHOCTb MOXET 6bITb Ja>X€ HECKOJIbKO MOBBILIEHHON — B
0,3-0,25 % pacrBope NaCl.

Jugppepenyuarvnotii. ouacnos

ITpoBoasAT Mpu OTCYTCTBMU yKa3aHWI Ha HACIEICTBEHHBIN Xa-
pakTep aHEeMMH, a TaKKe B aTUIMMYHBIX CIIydyasix.

Y HOBOPOXIEHHBIX UCKIIIOYAIOT T€MOJIUTUYECKYIO 00JIE3Hb,
eTaTbHBIN TenaTuT, aTPe3nIo XXETYEBBIBOISIIUX TPOTOKOB, CUM-
MTOMaTUYECKUE XEATYXU TPU CETCUCE, BHYTPUYTPOOHBIX WH-
dexuusax (LUToMeraausi, TOKCOIIa3MO3, IepIiec).

B rpynHOM u crapiiieM Bo3pacTe HEOOXOOUMO WCKITIOUUTH
BUPYCHBIU TenaTut, HecepolMTapHyto FTeMOIMTUYECKYIO aHEMUIO,
ayTOMMMYHHYIO T€MOJIMTUYECKYIO aHEMUIO.

B crapiieM Bo3pacte Takke AUpOEpeHUUPYIOT OT HaCed-
CTBEHHBIX KOHBIOTAIMOHHBIX XeNTyx (cuHapom Kunbbepa u
JpyTUE), XPOHUUYECKOTO TernaTuTa, OMIMapHOro uppo3a mnede-
HU.

Peokue chopmor nacaedcmeennvix amnemuil,
00YCA06ACHHbIX HapyWleHUeM CMmpYKmypol
0eaKo8 MemMOpanvt I3pUmpouumos

XapakTepuctuka 0osee peakux (GpopMm HacIeICTBEHHBIX TeMO-
JIMTUYECKUX aHEeMUI, 0OYCJIOBJIEHHBIX MOJICKYJISIPHBIMU IeheK-
TaMU CTPYKTYpPhI OEJIKOB MeMOpaHbl SPUTPOLIUTOB, BCJIEICTBUE
4yero u3MeHsieTcsl (hopMa 3pUTPOLIUTOB, CIIOCOOCTBYIOIIAST pa3-
BUTUIO TEMOJIM3a, TIpeacTaBieHa B Ta0a. 38. I'eMonu3 mpu naH-
HbIX (hopMax aHEeMUil MPOUCXOMUT BHYTPUKIIETOUHO. AHEMUS
AMEET Pa3HyIlO CTEIIEHb BBIPAXEHHOCTU — OT JIETKOU A0 TsXKe-
JIolt, TpeOytoleli remorpaHcdy3uit. OTmedaeTcsa OJAHOCTD
KOXHM M CJIIM3UCTBIX, XKEJITyXa, CIUNICHOMETrajus, BO3MOXHO pa3-
BUTHE KETYHOKAMEHHOU 00JIC3HU.

Hapyiienue ctpykTypbl
JIMIIAJI0OB MEeMOpaHbl 3pUTPOLIMTOB

XapakTepUCTUKA HACJACACTBEHHBIX TeMOJIUTUYECKUX aHEMUM,
OOYCJIOBJICHHBIX HapyIIEHUWEM CTPYKTYpPbI JIUITUIOB MEMOpPaHbI
9PUTPOLIUTOB, TpeAcTaBieHa B Taba. 39.
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Tabauuya 38

XapakTeprCTHKa HACICACTBEHHBIX TEMOJIMTHICCKUX aHEMUIA, OOYCIIOBICHHBIX-HapYIIeHUEM
CTPYKTYPBI OEJTKOB MeMOpaHbI 3PUTPOIINTOB

3. MenpeccusaRh-aHTHreHOB

+ | Tun nac-
A E| nezosanun
g H HacToTa MaroreneTnueckue Kannnyeckue BApUAHTHI JuarnocTH4eckue
g. BCTpeuae- nedexTsl KPHTEPHH
MOCTH
AytocoM- | 1. AHOMANHH THMEPOB 1. OnnunToLMTO3 KaK AHOMAIHA IPHTPOLIMTOR 1. Cemeiinbiii aHamHe3
HO-JIOMH- | CHEKTpHHA 663 NPH3HAKOB reMoH3a 2, KonniecTso MUTHITTOLH-
HAHTHAII 2. Jledrextss B-cnextpuna, | 2. DHITOLHTO3 € reMOMMTHUYECKO! aHeMueH | ToB B iepudhepHecKoii Kpo-
1:25 000 ocnabnaiolnie CBA3bIBAHHE | JIETKOH CTENeHH BH 2 25 % (qaie seero 50—
B LOMYNA- | ¢ aHKHPHHOM 3. DHITTOLMTO3 €O COPAHYECKHM FeMO- 90%) ot obu1ero konuyecTsa
LM 3. llepuunr npotenna 4.1 [ m3om IPUTPOLIMTOB (B HOpMe Y 3110-
4. ledpuumr cnanormmko- 4. SUIHNTOLMTO3 C XPOHHYECKHM NeMOJTH30M POBBIX HOBOPOMKICHHBIX 1=
HpOTEHHOB 5. ChepouyrapHBiii 2JUIHIITOLATO3 JMITTOLMTOB A0 5%, B Gonee
5. Hedexr cermenra 3 6. CToMaToUMTapHBbI# UTHITIOLHTO3 crapiuem sospacre zio 1%)
7. HacnencreeHHbIi reMONHTHYECKHI OBANO-
LIMTO3 C IM33PHTPONIOIZOM
OkonuaHue maba. 38
4 Tun Hac-
E NeJoBaHKs
a H YacTora MaTorenernueckne Kannnueckue BAPHAHTHI Jnarnocthyeckue
g .§ BCTpeuae- nepexTsl KPHTEePHH
MOCTH
Aytocom- | 1. Jeduumr cniextpusa [TocTosHHAA TEMONHTHYECKAA AHEMHA C 1. Cemeiitpiii aHamies
§ Ho-petiec- | 2. YBenuuenue Konude- Ppa3sHoii CTCMeHbIO BelpakenHocTr reMonnsa | 2. [NpoGa ¢ narpepaniem —
CHBHBIH CTBa IMMEPOB CTIEKTPHHA TIpH HArPEBaHHH KPOBH 10 43—
§ ? 3. Ymesnbitienue o6paso- 46 °C pe3ko yBelHIHBAETCA
BaHHA TETPaMEPOB CNEK- AHH3OLMTO3, NIOHKHIIOLMTOS,
TpHHA (hparMeHTaLHA SPUTPOLIMTOB
g- (y 3m0poBbIX Mmojei Habmo-
Jjaercs Tonsko npu 49 °C)
Ayrtocom- | 1. Iepairnsiii nedekt npo- | 1. HacnencTeeHHLIH KeepouuTos 1. Cemeiinblii aHamHe3
HO-IOMH- | HULIAEMOCTH 3PUTPOLHTOB 2. HacnencTBeHHBIH THAPOUMTO3 2. KonuuecTBo ctoMaTouu-
HAHTHBIH | A9 MOHOBaneHTHbIX KatHo- | 3. bonesus Rh null TOB (B LIEHTPE OTMEUaeTca
HOB 4. bone3ns Rh mod HEOKpAMICHHbIH Y4acToK B
2. Orcyrersie Rh-anmiresos BHJIE OTKPBITOTO PTa) B fe-

pudepnueckoii kposn 10-50%




Tabauya 39

HacnencTBeHHBIE TEMOTMTHYECKIE aHEMHH, OOYCIOBIIEHHBIE HApYIICHUEM CTPYKTYPHI JIMITUIOB
MeMOpaHBI PUTPOITUTOB

(neuHTHHA)

Dopma Tun Hacne- | BHOXHMHYe- Kaunuveckne nponBieHns Kapruna nepudepuyeckoii
3a6oneBannn NOBAHHA | CKHE NPHIHAKH KpOBH
‘Hacnencreermbiii Aytocom- Orcyrcreue 3- | Memomimiueckas aHemus ¢ Hopmoxpomuast rMnepperexeparop-
aKaHTOLHTO3 Ho-peliec- NMTIONpPOTER- BHYTPHK/ICTOMHOM JIOKANH3ALMA- | HAX aHEMHA :
(wacnencTBeHHas CHBHBIH HOB, CHiKeHHe | i reMomia Moponornuecku — aKaHTOLTO3
aberanunonpore- conepxanis B- | CHHIPOM MabaGeop6umi xipa | (3pHTPOLITHI 3y6uaTO hOpMBI B CBY-
HHEMHs) JIHMKAOB H Hesponoruueckue Hapymesms 3H C HATHYHEM MHOMKECTBEHHBIX LIH-
¢ochomumuuos | [ereneparuBibie HIMEHEHUA NOB; OT rpeyeckoro «acanthusy —
B TUIA3ME KPOBH | CETHATKH 1M, Komoyka) 2 15-20 % (hanbonce
qacto 70-80 %) ot obiuero komnmnue-
CTBA IPHTPOLIMTOB
Hacnencreennas AyTocom- Veenuuenue Temomiruaeckan anemus ner- HopmoxpomHas riuneppereHepa-
TEMONUTHYIECKAR HO-penec- KOJTHYECTBA Koif creneHu TOPHAA AHEMHA
aHemus, obycnos- CHBHBIH xonecrepuHau | TTomymHenme porosits! MuieHeBHAHBIC PUTPOLIHTHI B
TieHHas AeHIHTOM docharuamnxo- | Mporeumypus nepudepuyeckoit KpoBH
AKTHBHOCTH JICLIH- TIHHA B IIa3Me lunepmunuaemus, panHee pas- | B KocTHOM Mo3re, cenesenKe H apy-
THH-XOJICCTEPHH- KpOBH BHTHE aTepoCcKiIepo3a X OPraHaX — (IICHHCTBIE KNETKH),
aumTIpaichepasbt TUCTHOLIHTEI KMOPCKOF CHHEBBD)
Oxonuanue maba. 39
Dopma Tun nacne- | broxumunye- Kanuuyeckue nposBJIeHHA Kapruna nepudepuyeckoit
3abo1eBanHs JNOBAHHA | CKHME NPHIHAKH KpOBH
HacnencreeHHas 'He- | AYTOCOM- Hopmansnoeco- | 3amaHyBILAACA HKEITYXa ¢ HopmoxpomHas rurepperesepa-
cthepounTapHas re- HO-TIOMH~ JIEpKaHHe K- | HEPe3Ko BEIPAKEHHOM aHeMHel | TOpHaf aHEMHA
MOIHTHYECKad aHe- HaHTHBI OB B nasMe ¥ HOBOPOMKICHHBIX Mopthonoruaecks — aHH30LHTO3,
Mus, 06ycroBneHHas V' cTapiimx — HeroCTOAHHO NOAKUNOLMTO3, eAHHHYHEIE chepo-
YBEJMMEHHEM B MEM- BLIPOKEHHAA TEMONMTHYECKAS | LIWTHI, CTOMATOUMTHI H MULIEHE-
Gpane 3pUTPOITHTOB aHeMHA C BHYTPHKIETOYHOH BH/HBIE IPUTPOLIHTEI
JioKamnatmeii reMonmsa




Herckuii MH(PAHTUWIbHbIA NMUKHOIMTO3

K 3aboneBaHusIM, OOYCIOBJIEHHBIM HapyIIEHUEM CTPYKTYPBI
JIMITUAOB MEMOpaHbl 3PUTPOLIMTOB, OTHOCUTCS TaKXe NEeTCKUI
WH(AHTUIILHBIN TMKHOLIUTO3, KOTOPBI HE SIBJISIETCS CTOMKOM
HACJICACTBEHHOM IMAaTOJIOTUEH W MMEET MPEXOASIIUA XapaKTep
1 OJaronpUsITHBIN MTPOTHO3.

OTronorus 3abojeBaHNsI HEU3BECTHA.

[IpenmnonaraioT, 4To MHGAHTWIBHBIA MUKHOILIMTO3 — CHUHJI-
poM, HaOJogaeMbIii MIPU Psiic COCTOSIHUIA: Y HETOHOLIEHHBIX
MOoCjIe TeMOJMTUYSCKON aHeMUU, TTOYEYHOM HEeIOCTaTOYHOCTH,
y HOBOPOXIEHHBIX ¢ Aeduriurom I'-6-DJ1, npu nHdeKImMIX, BO3-
MOXHO Npu neduiMre BuramuHa E.

[TUKHOITHT — 3TO 3PUTPOLIMT HEMPAaBWIBHOI (DOPMBI, MIHTEH-
CHBHO OKPAILICHHBIA, UMEIOIII MHOXECTBO ILIJIOBUIHBIX OTPO-
CTKOB, OOBIYHO MEHBIIIMX Pa3MePOB, YeM HOPMAaJbHBII 3PUTPO-
LIUT.

MuHuManbHasi CTeneHb MMMKHOLIMTO3a HAOMI0NAeTCsl y AeTeit
MepBbIX 3 MecsIeB XU3HU, MPUYEM OHa HauboJjee BbIpaXkeHa y
HEIIOHOIIIEHHBIX eTei. YCTaHOBJIEHO, YTO Yy TOHOIIEHHBIX HOBO-
poxneHHbIX coaepxkutcs 0,3—1,9 % NUKHOLMTOB, B TO BpeMs
Kak y HefloHOIIeHHbIX — 0,3-5,6 % NMMKHOLUTOB. Y B3POCJIbIX
ux yucio He npesbiaer 0,3 %. Ilocie 3-MecsuHOro Bo3pacra
KOJIMYECTBO MUKHOIIMTOB pe3Ko yMeHbIaeTcss. Eciau B cuity Ka-
KHNX-TM00 TNPUMYMH OHO He CHimKaercsa um pocturaer 30-50 %,
BO3HUKAIOT KIIMHUYECKME MTPHU3HAKU 3a00JIeBaHUSI.

KiuHrYecKr MMKHOLIUTO3 XapaKTepu3yeTcsl XKeJITyX0oi, aHe-
MHUel U cruieHoMmeranueii. 2KeslTyxa MOXKET OTCYTCTBOBATh
BILIOTh OO TpeTbel Hemeau XU3HU, a SIBJICHUS aHEMUM MOTYT
BO3HUKATh B Bo3pacTe 1 Mec. TsokecTh reMOIUTUYECKOTO Mpo-
1ecca napajuieibHa KOJWYECTBY MUKHOILIMTOB B Mepudepuyec-
KOl KPOBU.

HacnepctBeHHble reMONUTUYECKNE aHEMUU,
00yCNOBNIEeHHbIe HAaPYLWEeHUEM aKTUBHOCTU
$depMeHTOB 3pUTPOLUTOB

®depMeHTONMaTUM WIM HeC(HEepOLUTAPHbIE TEMOJIUTUYECKIE aHe-
MMM XapaKTepU3YIOTCS HACJIEICTBEHHO OOYCJIOBJICHHBIM CHHU-
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JKEHUEM aKTUBHOCTU WJIM HECTAOWMIBHOCTBIO SPUTPOLIMTAPHBIX
depmeHToB. Hacnenyercs ayToCOMHO-pELIECCUBHO WM IO
X-CLIETUIECHHOMY pelieccuBHOMY Tury. HawmOoiee Tsokesbie re-
MOJIUTHYECKHE TTPOSIBJICHUSI OTMEYAIOTCS, KaK MPaBUIO, Y TOMO-
3UTOTHBIX HOCUTEJIC C TIPAKTUUECKU TOJTHBIM OTCYTCTBUEM aK-
TUBHOCTU (hpepMEeHTOB B sputpouuTax. [Ipu depmeHTONaTHSIX
OTCYTCTBYIOT KaKUe-T1M60 MOp(MOIornieckrie M3MeHEHUsI B 3PUT-
pouurax. OcMoTHYecKasi Pe3UCTEHTHOCTh SPUTPOLIMTOB HE U3-
MeHsieTcs. JIMarHo3 oCHOBBIBAeTCS Ha ONpPeAeIeHUN aKTUBHOC-
TH (epMEHTa B BPUTPOLIUTAX.

Kriaccudpukaivst HacaeACTBEHHBIX TEMOJTMTHIECKIX aHEMMUIA,
CBSI3aHHBIX C HapylIEHWEM aKTUBHOCTU (hepPMEHTOB 3PUTPOLI-
t0B [Unenscon JI. U., 1975]:

1. 'eMonmuTHYEeCKME aHEMUU, CBSI3aHHBIE C Ae(PULIUTOM aK-
TUBHOCTH (DepMEHTOB TIeHT030(0ocaTHOTO IIMKIIA:

1) pecdounut aktuBHocTr [-6-D]1 (rmoko30-6-docdaTie-
TUIPOTEHA3HI);

2) meduumt aktuBHocTH 6-PI] (6-docdormokoHatae-
TUAPOTEHA3BI).

2. T'eMomMTHUYECKUE aHEMUU, CBSI3aHHBIE ¢ Je(ULINTOM aK-
TUBHOCTH (DePMEHTOB TJIMKOJIM3A:

1) meduMT aKTMBHOCTA NMAPYBAaTKWHA3HI,
2) 1eUIINT aKTUBHOCTHA TpHo30dochaTi3oMepashl;

3) meduIUT aKTUBHOCTH TJII0KO30¢ochaTu3oMepasbl
(Fron);

4) meuLUT aKTUBHOCTH 2,3-mmdocdormmieparMyTashl;
5) neuIUT aKTUBHOCTH T€KCOKMHA3HI;
6) neduuUT aKTUBHOCTU (OCHOrInLEPOKMHA3HI;

7) nednnT aKTUBHOCTH (POCchHOPPYKTOKMHASEI.
3. T'eMonmuTUUECKEe aHEMUH, CBSI3aHHBIE ¢ Ae(PULIUTOM aK-
TUBHOCTH (PepMEHTOB OOMEHA TIIyTaTMOHA:

1) meduMT aKTUBHOCTY CMHTETA3bl TIIyTaTUOHA;

2) meduImMT aKTUBHOCTH PEIyKTa3bl ITyTaTHOHA;
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3) neduuUT aKTUBHOCTHU TMEPOKCUAA3bI TIyTaTUOHA;

4. T'emouTUYECKME aHEMUU, CBSI3aHHbIE C AeULIMTOM aK-
TUBHOCTU (DEPMEHTOB, YYACTBYIOLIUX B HCITOJB30BAaHUU
ATO.

1) nebuuut aktuBHOCT ATd-a3wI;
2) neULINT aKTUBHOCTU aJcHUJIATKIHA3HI.

5. I'emonmuTHYecKre aHeMUH, CBSI3aHHBIC ¢ HApyIIICHUEM 00-
MeHa HYKJICOTHUHOB: Ne(ULIMT aKTUBHOCTH pubdodocdar-
nupodocdaTKrHa3bI.

6. 'eMonmuTUYECKMEe aHEMUM, OOYCIIOBIEHHBIE HAPYIICHUEM
aKTMBHOCTU (hEPMEHTOB, YYacCTBYIOIIMX B CHUHTE3€ IIOp-
(HpUHOB:

1) aputpornostuyeckast yponopdupusi;

2) 3pUTPOIIO3TUYECKasT TPOTONOPDIpHS.

Camolii pacripocTpaHeHHOI hepMeHToIIaThel sBsieTcs aAehu-
uut [-6-®J] — BbIgBIeH NpUOIM3UTEIbHO y 300 MIIH YesoBeK;
Ha BTOPOM MecTe Je(UIIMT aKTUBHOCTU NMUPYyBaTKMHA3bl, OOHA-
PYXEHHBII Y HECKOJIbKUX THICSY TAIIMEHTOB B TOMYJISILIAM; OC-
TaJbHBIC TUITBI (DEPMEHTHBIX Ne(PEKTOB SPUTPOLIMTOB BCTpeya-
10TCSI PEIKO.

JeduuT aKTUBHOCTHA
IMI0K030-6-docdarmeruaporeHassl  (I'-6-DJ)

PacnpocTpaHeHHOCTD

Hedbuuur I'-6-DJI HepaBHOMEPHO paclipeiesieH Cpeayd Hace-
JIEHWSI pa3HBbIX CTPaH: yallle BCEro BCTpeYaeTcsl y KUTeJeil eB-
POIECKNX TOCYIapCTB, PAaCIOJIOKEHHBIX Ha I00epexXbe
CpenuzemHoro Mopsi (Mranust, I'perust), y eBpeeB-cedapaos,
a takke B Adpuke um JlatmHckoit Amepuke. HemocraTok
I'-6-®J1 mmpoKo perucTpupyercss B OBIBIIMX MAaSIpUITHBIX
paitoHax CpemgHeil A3un n 3akaBKa3bsi, 0COOEHHO B A3epOaii-
JkaHe. M3BecTHO, YTO OOJIbHBIE TPOMUYECKON Majsipueil, uMme-
toue nepuuut I'-6-PJ1, pexe morudaiv, MOCKOIbKY 3PUTPO-
LIUTHl C HEIOCTATOYHOCTBIO (PepMeHTa comepKald MEHbIIe
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MaJIIPUAHBIX TUIa3MOAMEB, YeM HOPMAaJIbHbIE 3PUTPOLUTHI.
Cpenu pycckoro HacejeHus aeduuutr akTuBHocTH [-6-DJ1
BCTpeyaeTcsl MPpUOIU3UTENIbHO Yy 2 % romeid.

XOTS HEmOCTAaTOYHOCTH TAaHHOTO (PepMEHTa BCTPEUYaACTCs TO-
BCEMECTHO, CTEeNeHb BBHIPAXKEHHOCTH Ie(ULIMTA BAPbUPYET Y pas-
HBIX 3THMYECKUX TPYII. YCTAHOBJIECHBI CIICAYIOIIME BapUAHTHI
HEIOCTATOYHOCTU (pepMeHTa B apuTpoumnTax: A’, A", B”, B" u Ba-
puanT Canton.

Bapuant I'-6-®J1 B° — Hopmansublii (100 % akTMBHOCTD
I'-6-®]1), Hanbosee pacnpoCTpaHEH y eBPOIEHLIEB.

Bapuant I'-6-®/] B" — cpenuzeMHOMOpPCKUIT; aKTUBHOCTD
SPUTPOLIUTOB, COMEPKAIINX 3TOT (hepMEHT, KpaliHe HU3-
Kasl, yacto MeHee 1 % OT HOPMBL.

Bapuant I'-6-®JI A'- akKTUBHOCTH (DEPMEHTOB B 3PUTPO-
uMTax mouty HopMmasbHast (90 % akTMBHOCTM BapuaHTa

BY)

Bapuant I'-6-®/] A" — adpukaHCKUii, aKTUBHOCTh (pep-
MeHTa B 3puTpouMTax coctaBisger 10-15 % ot HoOp-
MBI.

Bapuant I'-6-®[] Canton — Yy xwureneit FOroBoctouHoit
A3uM; aKTUBHOCTb (hepMEHTa B 3PUTPOLIMTAX CHUXKEHa
3HAYUTEIBHO.

HNHTepecHO OTMETUTD, UTO <«I1aTOJIOIMYECKUIi» (DEpMEHT Ba-
puaHTa A" IO 3JeKTO(POPETUIESCKOM MOIBUKHOCTU U HEKOTO-
PBIM KUHETUYECKUM CBOMCTBAM OYEeHBb OJIM30K ¢ HOPMAaJIbHBIMU
BapuaHtamu [-6-®J1 B u A". Paszauuus Mexmy HUMU 3aKII0-
JaloTcs B cTabuibHOCTU. OKa3ajloch, YTO B IOHBIX SPUTPOLIM-
Tax aKTMBHOCTh (pepMeHTa BapuMaHTa A TIOYTH HE OTIMYAeTCS
OT TaKoBOIi BapuaHTa B. OmHaKko B 3peibIX 3pUTPOLIUTaX Kap-
THHA pe3KO MeHseTCs. DTO CBSI3aHO C TeM, 4TO TEPUOJ MOy-
KM3HU B 3pUTpOLUTAX (pepMeHTa BapuaHTa A TPUOIU3UTETb-
HO B 5 pa3 (13 mHeii) MeHbIe, 4yeM (pepMeHTHl BapuaHTa B
(62 nHg). To ecTb HegocTaTouHass akKTMBHOCTL I'-0-DJI Bapu-
aHTa A" SBJISIETCS Pe3yJIbTaTOM 3HAYMTEILHO OoJiee OBICTPOIA,
yeM B HOpMe, JIleHaTypaluuu (epMeHTa B SPUTPOLIMTAX.

Yacrora pa3HbIX TUIOB HegocTatoyHoctu I'-6-DJI Kojebd-
JIeTCSI B pa3jIMYHBIX cTpaHax. IlosTomy yacTora JIMII, «OTBe-
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YalMx» T'eMOJM30M Ha NeUCTBHUE MPOBOLMPYIOMMNX (PaKTo-
poB, BapeupyeT or 0 1o 15 %, a B HEKOTOPBIX MECTHOCTSIX
nocruraet 30 %.

Henocrarounocte I'-6-D]] Hacnemayercsi peLieCCUBHO, CLIETT-
JIeHa ¢ X-XpOMOCOMOM. 2KEHIIIMHBI MOTYT OBITh KaK TOMO3UTOT-
HBIMU (aKTMBHOCTbH (bepMEHTa B PUTPOLIMTAX OTCYTCTBYET), TaK
M TeTEPO3UTOTHBIMU (aKTUBHOCTH (pepMeHTa cocTaBister 50 %)
HOCUTEISIMU JedeKkTa. Y MyXKUYUH aKTUBHOCTb (hepMeHTa 0ObIY-
Ho Hke 10 /o, 4TO 0OYCIIOBIMBAET BhIpaXKeHHbIE KIIMHUYECKIE
MPOSIBJICHUS OOJIE3HU.

IIaTorene3s

HaubGonee BaxHas (pyHKIMS MNEHTO3HOTO IIMKJIa COCTOMT B
o0ecIeyeHU TOCTaTOYHOro obpa30oBaHMsI BOCCTAaHOBJIEHHOTO
HUKOTMHaMunaneHuHauHykineotundochara (HAAD) mis npe-
BpallleHUs OKUCJIEHHOUW (POpMBbI IIyTaMMHA B BOCCTAHOBJICH-
Hyl0. DTOT mpoliecc HeoOXoauM ISl (PU3MOIOTUYECKOMN Ae3aK-
THBallMA COENMHEHUI OKUCIUTEIE, TaKMX KaK TepeKucCh
BOJOpO/a, HaKaIlJIMBAIOIIMXCsS B apuTporute. [Ipn cHIkKeHnun
YPOBHSI BOCCTAaHOBJICHHOTO TJIyTaTMOHA WM akKTUBHOCTU I'-6-D]I,
HEOoO0XOAMMOro IJis MOAJAEpKaHUsS €ro B BOCCTaHOBJIIEHHOW
dopme, Mo BIMSIHAEM IEepEeKVCH BOAOPOAA MPOUCXOIUT OKUC-
JIMTEJIbHOE JeHATYpUpOBaHUE TIeMOIJIoOMHAa W OeJIKOB MeMO-
paHbl. JleHaTypUpOBaHHBI W MPEIUIUTAPOBAHHBIN IT€MOIJIO-
OMH HaxOIUTCS B IPUTPOLINTE B BUIE BKIIOYEHMII — Tejell
T'eiiHla —Opanxa. DpUTPOLIUT C BKIIOYEHUSIMUA OBICTPO ya-
JISIETCSl U3 LIMPKYJIMPYIOILIEH KpoBU JUOO TyTEM BHYTPUCOCY-
JUCTOro TeMoJin3a, Jubo Tenblia ['eifHiia ¢ 4acTbio MeMOpaHbI
U reMoriooruHa (harouUTUPYIOTCS KJIETKaMU PETUKYJIOIHAOTE-
JIVAJTbHOM CUCTEMBI M 3PUTPOLUT IPUOOPETaeT BUI <«HAIKY-
CaHHOTO» (JerMariuT).

Knunnyeckas kapTuHa

3aboneBaHUE MOXET OOHApYXUBaTbCsl Y pedeHKa JIIo0oro BO3-
pacTa. BBISBISIOT IATh KIMHUYECKUX (DOPM ITIPOSIBICHUS He-
nJoctatouyHoct [-6-DJ B 3pUTpOLIMTAX.
1. Temonutrueckasi 00ie3Hb HOBOPOXIEHHBIX, HE CBSI3aH-
Hasl ¢ cepoIoruyeckuM KOHMIMKTOM (rpyrmoBoit wim Rh-
HECOBMECTUMOCTEIO).
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Accouumpyetcsd ¢ Bapuantamu I-6-DJ1 B (cpenyzemMHoMOp-
ckuit) u Canton.

HaubGonee yacto BcTpedaeTcsl y HOBOPOXKIEHHBIX UTaJbsSTH-
1I€B, TPEKOB, €BPEEB, KUTAILIEB, TAIXKUKOB, Y30eKOB. BO3MOXXHBI-
MU MPOBOLIMPYIOIIMMU (haKTopamMu 3a00JIeBaHUs SIBJISIIOTCS TIPU-
eM MaTepblo U pebeHKOM BuTamMuHa K; Mcmosiab3oBaHME TIpU
00paboTKe MYIMOYHOM paHKM aHTHUCENTHUKOB WM KpacUTelleit;
HCITOIB30BaHME TEJICHOK, 00pad0TaHHBIX HA(PTATMHOM.

Y HOBOpOXIeHHBIX ¢ AedurmroM [-6-DJI B apuTpormTax
HaOJII0JaeTcs TUTIEpOUTMPYOMHEMUSI C TIpPU3HAKAMU TEeMOJIMTH -
YecKOl aHeMMHM, HO MOKa3aTeIbCTBa CEPOJIOrMUYEeCKOro KOH(-
JIMKTa MEXKIy MaTepbi0 M PeOCHKOM OOBIYHO OTCYTCTBYIOT. BEI-
PaXEHHOCTb TUMEPOMIUPYOMHEMUM MOXKET OBITh pPa3IUYHOM,
BO3MOXHO pa3BUTHUE OWJIMPYOMHOBOI 3HIIE(aToNaTUH.

2. XpoHuueckasi HechepoluTapHasi TeMOJIUTUYECKasT aHe-
MU

Berpeuaercss mpeumyiectBeHHO v xkuteneii CeBepHoii EB-
pOTIBI.

Hab6monaeTcst y mereii 0onee crapirero Bo3pacta PI B3poc-
JIBIX; YCUJIEHUE TeMOjiM3a OTMEYaeTcsl Mo BIMSIHUEM WHTEPKYp-
PEHTHBIX MH(EKIMIA U mocie Mpuema JekapcTB. KinuHuyecku
OTMeYaeTcsl TOCTOSTHHAsl yMepeHHasl OJIEAHOCTb KOXW, Jierkas
WKTePUYHOCTh, HE3HAYUTEIbHAS CTUIEHOMETaIUSI.

3. OcTpblii BHYTPUCOCYIUCTBIN TeMOJIU3.

BosHukaer y BHellIHEe 300pOBBIX NIETEel Mocie Ipuema Jie-
KapcTB, pexXe B CBSI3M C BaKIIMHALIMEW, BUPYCHOM MHMEKLIMCH,
JMa0eTUIECKUM allUI030M.

B Hactostiiee BpeMsI YCTAHOBIEHO 59 MOTEeHLIMATBHBIX
reMoiuTukoB Tpu gedunure I'-6-®JI. K rpynme nekapct-
BEHHBIX CPEJCTB, 00s13aTeIbHO BBI3BIBAIOIIMX I'€MOJIU3, OTHO-
CATCSI: TIPOTUBOMAJISIpUIIHBIE TIperapaThl, CyJbMaHUuIaMu/I-
Hble mpernaparbl, HUTpodypaHbl. CHUCOK JTeKapCTBEHHBIX U
PacTUTEJIbHBIX TIpernapaToB, OMACHBIX JJISI JIMII C HEJOCTaTOY-
HOI aKkTWBHOCThIO [-6-DJ] B spurpouurax, IpeacTaBieH B
taba. 40.

OcTpblii BHYTPUCOCYIUCTHIN TeMOJIM3 pa3BUBaeTCs, Kak Ipa-
BWIO, 4yepe3 48-96 4 mocie npreMa 00bHBIM JIEKAPCTBEHHOTO
npernapaTta, 00JIagaloIIero OKUCIUTEIbHBIMU CBOWCTBAMHU.
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N3

Tabauua 40

JlekapcTBeHHBIE TIpEITapaThi, BBI3BIBAIOIINE TEMOJN3 Y JIMII ¢ HEMOCTATOYHOCTHIO aKTMBHOCTH ['-6-D]]
B 9PUTPOLIMTAX

IIpenapaTsl, BbI3bIBAIONIME KIMHUYECKHU
BbIPAJKEHHbII TeMOoJIn3

IIpenapatbl, B HEKOTOPBIX CIyYasAX 00Jagaromme
reMOJINTHYECKHM JefiCTBHEM, HO He BbI3bIBAIOIINE KIMHHYECKH
BBIPAXKEHHOTO TeMOJIN3a B «<HOPMAJIbHBIX» YCJIOBHAX (HAmpumep,

npu OTCYTCTBUM WH(EKINNn)

1. Amnajbre

THKH U AHTUIIMPETHUKHU

ALleTaHWINI

DeHalleTUH, aleTUICATMIIIOBAs KMCIoTa (OOJbILINE 103bI),
AHTUIMPUH, AMUHOIIMPUH, MTApaaMUHOCAIMIIMIIOBas] KUCIOTa

2.

IIpoTBOMAIsIpHIiHbIE NPENAPATHI

HCHTaXI/IH, nmaMaxuH, IIpUuMaxvuH, XUHOLU

XuHakpyH (aTaOpyH), XMHUH, XJIOPOXUH (IeJIarwi), MMpUMeTaMUuH
(mapampum), TUIa3MOXUH

3.

CyabhaHuiaMuaHbie penapaTbl

Cynbhanunamun, cynbanupuant, cyibdhaneraMmus, caia3o-
Cyab(anupuanH, CylbhaMeTOKCUNTUPUIA3UH (CyIbdanupu-
na3uH), cynbhalui-HaTpuii, cynbdameTokcason (6akTpum)

Cynbdannasut (cynbhasuH), cyabdaTrasol, cyibhaMepasuH,
cynbhazokcason

4.

Hurpodypansi

DypauminH, Gypa3onunoH, GdypagoHuH, GhyparvH,
¢ypa3omH, HUTpOGhypPaHTOUH

Oxonuanue maba. 40

IIpenapatsl, BbI3bIBaIOIIME KIMHUYECKH
BbIPAKEHHbII reMOoJIu3

IIpenaparbl, BHEKOTOPBIX CJIy4asIX 0012 al0MIue
TeMOJIMTUYECKNM JIEHCTBIEM, HO HE BbI3hIBAIOIINE KIIMHMYECKH
BBIPAJKEHHOTO IeMOJIN3a B <HOPMAJIBHBIX» YCJIOBHSIX (HAIIPAMED,

Tpy OTCYTCTBUM MH(beKIn)
5. Cyabdonsi
JunamuHonrdeHMICyIbdoH, THa30Jb(MoH (IIPOMMU30.) CynbhokcoH
6. AHTHOMOTHMKM
JleBomutieTnH (xs10pamMdEeHNKOII), HOBOOMOIIMHA HATpUeBas COJIb,
amdoTtepuiH B
7. TyOepKygocTaTu4ecKHe Mpenaparsl

Harpus napaamonocamuuunat (ITACK-natpwuit), ruapasun n3o-
HMKOTMHOBOW KHUCJIOTbI, €0 MPOMU3BOAHbIC U aHAJIOTH (M30HUA3UI,
puMHndOH, HTUBA3UI, TYOA3WI)

8.

Jlpyrue JeKapcTBEHHbIE MPENAPATHI

Hadronbr (HadranuH), deHUITUAPa3UH, TOTYUINHOBLII
CUHUI, TPUHUTPOTOJIYOJI, HeocalbBapcaH, HATMIOKCOBAast
KUCIoTa (HEBUTPAMOH)

AcKOpOMHOBas KMCJI0Ta, METUJICHOBBIM CUHUI, TMMEPKAIpOoJ,
BuTaMuH K, KOJIXUIIMH, HUTPUTBI

9. Pacm

UTEJIbHbIC MPOAYKThI

Konckue 60651 (Vicia fava), BepbeHa THOprIHAsT, TOPOILIEK
MOJIEBOM, MAIIOPOTHUK MYXCKOM, rojlyouka, 4epHUKa




BbIpaxkeHHOCTh TeMoJiM3a BapbUpyeT B 3aBUCUMOCTH OT CTe-
MEHU HEIOCTATOYHOCTH (hbepMEHTa M 03Bl MPUHSATOTO Tperna-
para.

KnuHuyeckn Bo BpeMsl OCTPOrO FeMOJIMTUYECKOTO Kpu3a 00-
11Iee COCTOsTHME pebeHKa TsKeloe, OTMEYaloTCsl CUJIbHAsT TOJIOB-
Hasi 0oJib, (heOprIbHas auxopanka. KoxHbie MOKPOBBI U CKJIe-
pbl OJlefHO-MKTepuuHble. [ledyeHb Yallle Bcero yBeJIWYeHHas U
OoJie3HeHHasI; ceyle3eHKa He yBenmdyeHa. Habmomgaorces moBTop-
Hasl pBOTa C MPUMECHIO XKeJTYM, THTEHCUBHO OKpAIlIeHHBIN CTYII.
TUMUYHBIA CUMIITOM OCTPOTO BHYTPUCOCYIHCTOTO IreMOJn3a -
MOSIBJICHUE MOYM 1IBETa YEPHOTO M1Ba WIM KPEIKOro pacTBopa
nepMaHraHaTa Kanusi. [1py oueHb MHTEHCUBHOM T'eéMOJIU3e BO3-
MOXHO pa3BUTHUE OCTPOI MoYyeyHoil HemocTarouHoctu U JBC-
CUHIIpOMa, KOTOPBIE MOTYT MPUBECTH K JIETAJTbHOMY MCXOMIY.
ITocie oTMeHBI TIperapaToB, BBI3BIBAIOIIUMX KPU3, TEMOJIU3 TI0-
CTETNIEHHO TMpeKpalaeTcs.

4. daBusMm.

Casi3aH ¢ ynorpebjeHHeM B IMIILY KOHCKUX 0000B (Vicia
fava) mm BOBIXaHWEM IIBETOYHOI MBUIBLIBI HEKOTOPHIX 0000-
BbIX. PaBU3M MOXET BO3HUKAThb IPU TEPBOM KOHTaKTe ¢ 00-
O6aMM WM HAOMIOdAThCS Y JIUI, KOTOpbIE paHee YIMOTpeOIsan
9TU 00OBI, HO MPOSIBJICHUM 00J1e3HN He uMean. Cpean 60IbHbBIX
npeobagaoT Maabunku. PaBu3MoM yaille 3a00J1€BalOT IETU B
Bo3pacTe oT 1 1o 5 jeT, y JeTell paHHEro Bo3pacTa IIpoIecC
TpOTeKaeT O0COOEHHO TsLKeno. PeluauBbl 3a007eBaHUST BO3-
MOXHEI B JTI0OOM Bo3pacTe. IIpoMexKyToK BpeMEHM MEKIy YIIOT-
pebsieHrueM KOHCKHUX O0O00OB M pa3BUTHUEM TIeMOJIUTUYECKOTO
KpU3a COCTABIISIET OT HECKOJIbKMX 4aCcOB 0 HECKOJIbKUX THEM.
PazBuTHiO KpU3a MOTYT TIPeAIIECTBOBATh MPOAPOMAIbHBIC TIPH-
3HaKU: cJ1aboCTb, 03HOO, TOJIOBHAS 00JIb, COHJIUBOCTb, OOJIN B
MOSICHULIE, XXUBOTE, TOLIHOTA, pBOTa. OCTPBIif FEMOJIUTUIECKUIA
KpM3 XapaKTepusyeTcs OJICMHOCTBIO, JXEITYXOM, TeMOITIOOMHY-
puei, COXpaHSAIOLIENC 10 HECKOJIBKUX JHEN.

5. beccumnromHas dopma.

JIabopaTopHble TaHHbIE

B remorpamme OGonbHBIX ¢ aedunuToM [-6-DJI BHISBISIOT
HOPMOXPOMHYIO TUIIEpPEreHepaTOPHYI0 aHEMUIO Pa3IMYHON Ts-
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XKeCTU. PeTHKyJIOIMTO3 MOXET ObITh 3HAYUTEIbHBIM, B HEKOTO-
peix cimydassx pocturas 600-800 %o, MOSBISIOTCS HOPMOILIMTHI.
OtMeyaeTcsl aHM30MOUKMUIIOUTO3, 0aszoduiabHas MyHKTAIUs
SPUTPOLIMTOB, MOJIMXPOMA3HUsl, MHOLIA MOTYT ObITh BUTHBI OCKOJI-
KU 3pUTPOLIMTOB (IIM301IMTHI). B caMoMm Havayie reMonuTuyec-
KOro KpHu3a, a TakKe B TMepuojie KOMIIEHCAIIMM TeMOoJIM3a I1ociie
CIIELMaJIbHOM OKpAacKy Ma3kKa KpOBHU, B 3PUTPOLIMTAX MOXKHO 00-
HapyXuThb Teibla leiiHila —Opauxa. B mepuon kpusa, Kpome
TOr0, OTMEYAETCS JEUKOLMTO3 CO CIBUIOM JIEMKOLIMTAPHOW
GOopMYIIBI BJIEBO.

buoxumuyecku HabtOJAETCS MOBBIIIEHUE KOHIIEHTPALIUU
OunupyOMHa 3a CYET HEMpPsSIMOro, Pe3KOe YBEJIMYEHUE YpOB-
Hs1 CBOOOHOTO TeMOIJIOOMHA TUIa3Mbl, TUIIOTalTOrJIOOMHEMUSI.

B KOCTHOMO3roBOM ITyHKTATe BBISIBISIETCS pe3Kasl TUIep-
TJ1a3Ms1 SPUTPOUITHOTO POCTKA, KOJUYECTBO SPUTPOUIHBIX KJle-
TOK MOXeT mocturath 50-75 % oT o0llero 4ymcia MHUeJIOKapy-
OLIMTOB, OOHAPYKMBAIOTCS SIBICHUS 3pUTPOharoluTosa.

Hnst Bepudukamuy HempocratouHoctu I'-6-DJ1 B spuTpoIm-
TaX MCIOJB3YIOT METOOBI TMPSIMOTO OIpeneeHUs] aKTUBHOCTHU
¢epmeHTa B aputporute. MccaenoBaHue MpoBOAST B TIEpUoe
KOMIIEHCAIIMY TeMOJI13a.

Jns1 TOATBEepKIASHUST HACIENCTBEHHOI MPUpPOAbl 3a00JieBa-
HUSI aKTMBHOCTh I-6-DJI HeoOXOAMMO OIpeAeUTh U Y POA-
CTBEHHUKOB OOJILHOTO.

HuddepeHnmaibHblii 1MATHO3

ITpoBoauTCS C BUPYCHBIM T€IaTUTOM, IPYTMMM (pepMeHTOoIa-
TUSMU, AyTOUMMYHHOW TE€MOJUTUYECKOW aHEMUEN.

JledpuuuT aKTMBHOCTU MUPYBAaTKMHA3bI

HeduuUT aKTMBHOCTM ITMPYBAaTKMHAa3bl SBJSIETCS BTOPOI
10 YacTOTe NPMYMHOM HACJIEACTBEHHBIX I'€MOJIUTUYECKUX aHe-
Muii mociie pedpuumrta I-6-DJI. Hacnemyercss ayTOCOMHO-
PELUECCUBHO, TPOSBISETCA XPOHUYECKOM TeMOJIUTUYECKOM
(HecepoluTapHOI) aHeMuel, BCTpedaeTcsl C YacTOTOM
1:20 000 B momynsSLyM, HAOMIOJAETCSI BO BCEX 3THUYECKUX
rpyImnax.
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ITaTorene3

M3-3a HEOOCTATOYHOCTU MUPYBATKUHA3BI B SPUTPOLUTE BO3-
HUKaeT OJIOK TJIMKOJIM3a, YTO MPUBOAUT K HEJTOCTATOYHOM Te-
Hepanuu ageHo3uHTpudochopHoit kuciotel (ATD). B pe-
3yJbTaTe CHUXeHUsS ypoBHS AT® B 3peioM 3pHUTPOIIUATE
HapyllaeTcsl TPAHCIIOPT KATUOHOB — TIOTepsl MOHOB KaJlMsI
U OTCYTCTBHE YBEJIWUYEHMSI KOHIICHTpPAlUU HNOHOB HATPUS B
SPUTPOLINTE, BCIECACTBUE YETrO CHUKAETCSI KOHLEHTPALIUS Ofl-
HOBAJIGCHTHBIX MOHOB M HACTYITAaeT AETHApPATALIUST KJIETKH.

Kmnuka

3aboJreBaHe MOXeT OOHApYXKMBAThCSI B JIIOOOM BO3pacTe, HO
yaule MposIBISIETCS B MepBble TOAbl XM3HU pedeHka. ['emo-
JIUTUYECKME KPU3bl BO3HUKAIOT CIIOHTAHHO WJM MPOBOLIMPY-
FoTCI MH(PEKIIMOHHBIMA 3a00JIeBaHUSIMMU, JIEKAPCTBEHHBIEC TIpe-
napatbl Ha YCUJIEHHME TeMoJjiM3a MpakTU4YeCKW He BIIMSIOT.
I'eMonu3 nokanu3yeTcsl BHYTPUKIETOYHO, IPOUCXOIMUT paB-
HOMEPHO B pPa3JIMUHBIX OpraHax, COAEpXKalllMX PETUKYJIO3H-
NOTeJIMaNbHble KJETKU. Y OOJbHBIX BBISBISETCS 0JIeIHOCTh
KOXHBIX TOKPOBOB, KeaTyxa, crjeHomeranusi. KinnmHudyeckue
MNPOSIBJIEHUSI BapbUPYIOT OT TSKEJIOTO NeMOJIMTUYECKOIO IIpO-
1ecca 10 Jerkoi, mpakTUYeCKHU IOJIHOCTbIO KOMIIEHCUPOBAH-
HOU aHEMUM.

JlaGopaTopHbie JaHHbIE

B remorpamme 0OHaApY:XMBarOT HOPMOXPOMHYIO THIIEppercHe-
PaTOPHYIO aHEMMIO PA3JIMYHON CTETIEHH, OTMEUAIOTCsSl aHU30IIOM-
KWJIOLIUTO3, TTOJIMXPOMA3usl, BO3MOXKHO HAJIMYME MAaKPOLUTOB,
OBaJIOIIMTO3a, MOTIYT OOHAPYXXUBATLCS €AVMHUYHBbIE aKaHTOLM-
Thl W UKHOIUTHL. CdepounTos u teibla [eifHIa B 3puT-
pOLIMTaX OTCYTCTBYIOT.

JIlnarnos

OCHOBBIBaeTCSI Ha OINpeNesIcHUM aKTUBHOCTH TTMPYBATKWHA3bI
B OPUTPOLIMTAX, KAaK IIPaBUJIO, aKTUBHOCTh CHIKeHa 10 5—2 %
OT HOpPMBI. JIJ1sT TIOATBEep:KIEeHMS HACJICACTBEHHON TIPUPOIBI 3a-
0oyieBaHNS HEOOXOIMMO O0CIIeIOBaTh POOUTENCH M POICTBEH-
HUKOB OOJIbHBIX.
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Jeduuur akTMBHOCTU
rmoko3odocharuzomepasbl (I'OUN)

DTO TpeThs IO YacToTe MpUIMHA HechepoUTapHOM IeMOUTU-
YECKOW aHEMUU.

3aboyieBaHMe pacrpocTpaHeHO IToBceMecTHO. Haciemosa-
HHE ayTOCOMHO-PELIECCHBHOE; TEMOJIU3 JIOKAIU3YeTCsl BHYTPU-
KJIETOUHO.

I'®U saBnsieTcst BTOPHIM KIIIOYEBLIM (PEpMEHTOM B aHa’pO0-
HOM TIyTW YTUJIM3ALMK TJIOKO3bl — (PepMEHT MpeBpallacT IJIio-
K030-6-pocdaT Bo ppykTo30-0-pocdar (P-6-D).

Kiaunuka

VY retepo3uroroB aktTuBHOCTh I'®PU B 3pUTPOLIMTAX COCTABJIS-
er 40-60 % ot HOpMbI, 0OJIE3Hb ITPOTEKAET OECCHMIITOMHO.
Y roMo3UroToB akKTMBHOCTh (hepMeHTa coctapisieT 14-30 % ot
HOPMBI, 3a00JIeBaHUE TIPOTEKAeT B BUIE TeMOJUTUYECKOM aHe-
muu. [lepBbie TposBIeHUST OOJE3HU MOTYT HAOIIOIATBCS YXKe
B HEOHATAJIbHOM IIEpUOAEC — OTMEUaloTCsS BBIpakKEHHAs KeJl-
Tyxa, aHeMus, cIUieHoMeranus. B Gosee crapiiem Bo3pacrte re-
MOJIUTUYECKas aHEMUSI BbIpaXkeHa pasndHO — OT JIETKOH II0
TSDKENION cTereHu. ['eMomMTryecKre Kpu3bl TTPOBOLIMPYIOTCST UH-
TepKyppeHTHbIMU 3abosieBaHusMu. [lockonbky ' comepkuT-
¢ M B APYruX TKaHSX, HapsiAy C TeMOJIMTUYECKON aHeMueit
MOTYT HaOJIIOIATHCSl MBIILIEYHAsT TUITOTOHUSI, 3a7epXKKa YMCTBEH-
HOTO pa3BUTHSI.

Junarxno3

JInarHo3 OCHOBBIBAaeTCSl Ha ompenejeHun aktuBHoct ['OU B
aputponutax. HacienctBeHHBINt XapakTep 3a0ojieBaHUS TIOM-
TBEPXKIAIOT OOCIIeIOBAHNUEM POAMTENICN U POICTBEHHUKOB OOJb-
HOTO.

HacneactBeHHble reMOIMTUYECKUE aHEMUM,
CBSi3aHHble C HapyLWEeHNEeM CTPYKTYpPbl Un
CUHTe3a remornobuHa (remornodbuHonaTun)

I'emoryioOMHONAaTUM — 3TO HACIEICTBEHHO OOYCIOBJICHHBIE
aHOMAJIMM CHHTE3a TeMOIJIOOMHOB YeJIOBEeKa, IMPOSBIISIONINECS
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MO0 M3MEHEHUSIMU TIEPBUYHOU CTPYKTYpPhI MOJIEKYJIbI TeMO-
robuHa («Ka4yeCTBEHHbIE» TeMOTJIOOMHOIATUM), JUOO0 Hapy-
IIEHWEM COOTHOIIIEHUSI WM OTCYTCTBMEM CHHTe3a ONHOU U3
IJTOOMHOBBIX 1IeNell ¢ HEM3MEHEHHOUM TMEepPBUYHOU CTPYKTypOi
(«KonmuuecTBeHHbIE» remoriaobuHomnartuu). I'emMorniobuHoNaTun
HaCJIEAYIOTCSl ayTOCOMHO-IOMWHAHTHO, KJIMHWUYECKUE TMPOSIBIIE-
HUST YPE3BbIYAiHO BapuadelbHbl — OT OECCUMITOMHBIX (hOpM
(1aTeHTHOE HOCUTENbCTBO AHOMAJIBHOTO TE€MOTJIOOWHA) 0
TSIKEJIBIX, C TMOCTOSTHHBIMU TTPU3HAKaMU TeMOJIUTUYECKON aHe-
MUU.

Knvanueckas kaaccuduxkamus
remoryioonnonatun [Tokapes FO. H., 1983]

1. TemornobuHomnarvy, 00yCIOBIEHHbIE aHOMATUEN MepBUY-
HOM CTPYKTYpbl MOJIEKYJIbI TeMOIIOOMHA (KaueCTBEHHBIE
WU CTPYKTYpPHBIE Te€MOTJIOOMHOIATHMN):

1) ceprioBUIHO-KJIETOUHAs! 0OJIE3Hb, BKJIIOYAroIast cob-
CTBEHHO CEPIIOBUAHO-KJIETOYHYIO aHEMUIO U €€ BapUaHTHI
(reMornoOUHONATUST S-TPYMIIbI);

2) romosuroTtHeie remoriodouHomnaruu (CC, EE u ap.),
XapaKTepU3YIOIINecs] OTHOCUTENIbHO TOOPOKaYeCTBEHHBIM
TEYEHUEM;

3) reMorI00MHOIATHH, TIPU KOTOPHIX aHOMAJIbHbIE MOJIe-
KyJbl BEIyT K HapyIIeHUIO CIOCOOHOCTU 3PUTPOIIUTOB
MepeHOCUTh Kucjaopona (3aboJjieBaHusI, OOYCJIOBJICHHbIC
HaJIMYUEeM TeMOIIOOMHOB M-rpyTiIibl);

4) BpoxXIeHHBbIC (TaK Ha3bIBacMble HechepOLMTapHBIC)
TeMOJINTUYECKIE aHEMUU, OOYCJIOBJIEHHbBIE MPUCYTCTBUEM
HecTaOWIbHBIX TemorobuHoB (Ilopux, KenbH);

5) 6eccumnToMHble remorioorHonatuu (HbG, Jlarectan
U JIpYTue).

2. I'emoroOMHOMNATUM, BhI3BAaHHBIE CHIDKEHUEM CHHTE3a I10-
JIMTIENTUAHBIX LETMei, BXOASIIMX B COCTaB HOPMAaJIbHBIX
IeMOITIOOMHOB (KOJIMYECTBEHHbIE TeMOITIOOMHOIIATUN WA
TaJlacCeMUN):
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1) BbI3BaHHBIE HApYIIEHWEM CUHTE3a OC-LIMU: OC-Tajlac-
ceMMsl M 3a00jieBaHUSsI, OOYCIOBICHHbIC HAJIMUMEM T'eMO-
rmobuHoB H u bapra;

2) BbI3BaHHbBIEC HapylleHUeM cuHTe3a P-tieru: P-tamacce-
MUSL.

3. T'emortoOuHONATHM, OOYCIOBICHHbBIC NBOMHBIMU Te€TepPO-
3UTOTHBIMU COCTOSIHUSIMU (TIO TE€HY TaJlaCCEMUU U TEHY
OHOM W3 aHOMaJIMiA CTPYKTYPhl FeMOIIOOMHA) — TeMO-
rnoouHomnatuu ETh, CTh u mip.

4. AHOMaMuu TEeMOIJIOOMHA, HE COIPOBOXKIAIOIIMECS pa3-
BUTHEM 3a00JIEBaHUIA:

1) HacyenCTBEHHOE MEepCUCTUPOBaHUE (DETaTbHOTO TeMOo-
IJ100MHa;

2) npyrve BUIbI (CBSI3AHHBIE C XPOMOCOMHBIMU Hapyllie-
HUSIMU U JIp.).

YcraHOoB/IEHO, YTO HAa 3éMHOM IlIape HACUUTHIBAETCS OKOJIO
240 MJIH 4eJIOBeK, CTpaJalolIMX TeMOIIOOMHOMNATUSIMU. ExxeromHo
B Mupe poxpaaercs u ymupaeT 200 Thic. 6osbHbIX Aeteit (BO3,
1983).

CeprioBUIHO-KJIETOUYHbBIE TeMOTJI00MHONATUN

IMupoko pacmpocTpaHeHbl CpeAu XUTeIel Tponuueckon Ad-
PUKM U B HEKOTOpbIX objactsax MHAUM, pexe BCTpeyaloTcs
B cTpaHax CpeauzemHoMopbsi, bauxHero u Cpennero Boc-
ToKa, B AMmepuke. B cBsI3u ¢ 1IMPOKOit Murpaiueit Hacele-
HUSI B TOCJIEHEE BpPEeMsl CTajlu BCTpeyaTbCs M B 3aramHou
EBpore.

OcHoOBHOW NeheKT MpU TaHHOW MaTOJOTUU 3aKJII0YaeTCsl B
BbIpaboTKe HbS B pesynbrate COHTaHHOW MyTalluu U neje-
1K reHa P-mobuHa Ha xpomocome 11, 4To IPUBOAUT K 3aMEHE
BaJiIMHA Ha TJYyTAMUHOBYIO KUCJIOTY B TojoxeHun VI P-nonum-
nenTuaHou uenu (a,, P,, 6 Ban). [le3okcureHauus: o0ycioBiIn-
BaeT OTKJIA[bIBAHUE I€30KCUTEHUPOBAHHBIX MOJIEKYJ aHOMab-
HOTO TeMOIJIOOMHA B BUIIE MOHOHUTEN, KOTOpbIE B pe3yjbTare
arperaiyu MpeBpallalTcsl B KPUCTALUIBI, U3MEHSISI TEM CaMbIM
MEMOpaHy 3pUTPOLIMTOB, YTO, B KOHEUHOM UTOTe, COMPOBOXK/IA-
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eTcss (OpMHUPOBAHUEM CEPIIOBUAHBIX KIeTOK. CUYUTaeTcs, 9To
HaJlM4We B OpraHM3Me TeHa CEepPITOBHUIHO-KICTOYHON aHEeMUHU
TIpUIaeT GOJEHOMY OTpEeNeIeHHYIO CTeNIeHh Pe3UCTEHTHOCTH K
MaJIsIpy.

Hocumeascmeo npusnaxa cepnoeuono-xiemounou
anemuu (2emeposuzomnasn ¢opma, AS)

Hanuuue y yenoBeka reHa ceprnoBUIHO-KJIETOUHOW aHEMUU B
TeTepPO3UTOTHOM COCTOSIHUM OOBIYHO COIPOBOXAAETCs H100po-
KauyeCcTBeHHbIM TeueHueM 3abosieBaHusi. Cpenu acdhpoaMepuKaH-
1eB ipuMepHo 8 % reteposuroTsl o HbS. OtmenbHBIE 3puT-
pOLIMTHI HOCUTEJIEl aHOMAaJIbHOTO TMPU3HaKa COJEpXKaT CMECh
HopMasibHOrOo TremornoouHa (HDbA) u cepmoBMmIHOro remo-
rmoouHa (HbS). Honst HbS cocrasaster ot 20 mo 45 %. Ilpu
Takoil TMpOMopuUMM B (HU3MOJOTUYECKUX YCIOBUSIX Ipoliecc
«cepIUieHUsl» He Bo3HUMKaeT. COCTOsIHME HOCUTEJIbCTBA MpH-
3HaKa CEeprOBUIHO-KIETOUYHON aHEMUM HE OKa3bIBaeT BJIUSIHUS
Ha NPOAOJIKUTENIbHOCTh XXU3HU. HocuTensiM cienyetr usderatb
CUTyallMi, KOTOPbIE MOTYT COIPOBOXIAThCS TMIOKCHElN (Imo-
JIEThl Ha camoJieTaX, MOABOAHOE TIaBaHUeE).

Cepnogeuono-xiemounas aHemus

CepnosunHo-kierouHast anemust (CKA) — 3To TsoKenast Xpo-
HUYecKasi TeMOJIMTUYECKasi aHeMMs, BO3HUKAIOIIAS Y JIWIL TO-
MO3WUTOTHBIX IO CEPIIOBUIHOMY T€HY, COMPOBOXIAIOLIASICS BbI-
COKMM YpPOBHEM CMepTHOCTU. Yaille Bcero 310 3abosieBaHUE
BcTpevaeTcs y BoixomueB u3 Adpuku. Yactora CKA cocras-
mger 1 : 625 HOBOPOXIEHHBIX. ['OMO3UTOTHI HE CHHTE3UPY-
1oT HbA, ux sputpouutsl comepxat 90-100 % HbS.

ITarorenes

3aMeleHne TIIYTaMUHOBOM KHCJIOTH BaJIMHOM TIPUBOIUT K
Tomy, uro npu pH 8,6 y HbS BMecTo oTpulLIaTeIbHOTO 3JIeK-
TPUIECKOTO 3apsima, XapakrepHoro mist HbA, mosBnseTcs Heit-
TpaJIbHBIN, a 3TO YCWJIMBAET CBSA3b OTHON MOJIEKYJIBI TeMOIJIO-
OouHa ¢ apyroii. CMeHa 3apsiia MPUBOIUT K Pa3BUTUIO Y BCEW
MoJeKy Il HbS cTpyKTypHOI HEYCTOMYMBOCT M K YMEHBIIIe-
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HUIO PaCTBOPMMOCTH BOCCTAHOBJICHHOM (OTHABIIEH KHMCIOPOIM)
dopmbel HbS. ¥YcranosnaeHo, uro HbA, otmaBmmii kuciopon,
pacTBopuM B Boae MeHblie HbBA, HachIIIeHHOro KHMCIOPOIOM.
PactBopumocts HbS, ormaBiiero Kmciopoj, yMeHbIIAeTcsl B
100 pa3. BHyTtpu spuTponuTa reMOINIOOMH IIEPEXOAUT B CO-
CTOSTHUE TeJIsI, a IIPU ITOHIDKEHHOM MaplMaJIbHOM IaBJICHUN
KHCJIOpOIa OCaXXmaeTcsl B BHAEC TaKTOMIOB — BEpPETEHOOOpa3-
HBIX OCTPOKOHEYHBIX KPHUCTAJJIOB. TaKTOWOBI PaCTSITUBAIOT
SPUTPOLUTHI, IIpUAABasI UM CEPHOBUIHYIO (OPMY U CIIOCO0-
CTBys MX paspyineHuto. [losBiaeHNE CEepIIOBUAHBIX SPUTPOIIN-
TOB 3HAYWUTEJIHLHO MOBBIIIACT BSI3KOCTh KPOBHU, YTO B CBOIO
oyepenb YMEHBIIIAeT CKOPOCTb KPOBOTOKA M MPUBOIUT K 3a-
KYIIOpKE MEJNKUX KanumuisipoB. OOpa3oBaHMIO Telsl BHYTPHU
OPUTPOLIUTA KPOME TUIIOKCHUM CIIOCOOCTBYeT almMmo3 (YMEHb-
meHue nmokasareass pH or 8,5 1o 6,5 cHMXKaeT creneHb Cpol-
CTBa TeMOITIOOMHA K KUCJIOPOIY) UM MOBBIIICHHE TEMIIEpPaTyphl
(mo 37,0 °C).

O0pa3oBaHNE CEPITIOBUIHBIX KJIETOK MMEET 3HAUCHUE B TaJIb-
HelillleM IaToreHe3e OOJIE3HU. S-3pUTPOLIUT TEPsIET IUIACTAY-
HOCTb, IOABEPrasiCh reMOJIN3y, ITOBBIIIACTCS BSI3KOCTh KPOBH,
BO3HUKAIOT PEOJIOTUYCCKIE HAPYILICHUSI, TIOCKOJIbKY CEPIIOBU/I-
HBbIC SPUTPOLIMTHI 3aCTPEBAIOT B KAaIMJUISIpax C ITOCICTYIOII-
MU TpoMOo3amMu (OKKIIO3HUeit) cocynoB. B KpoBocHabOkaeMbIX
yJacTKax TKaHeil BCJIEICTBHE TPOMOO30B BO3HUMKAIOT MH(papK-
TBHI, COIIPOBOXIAeMBIC THIIOKCHEI, KOTOpas B CBOIO OYepeab
CIIOCOOCTBYET OOpa30BaHUIO HOBBIX CEPIIOBUIHO-KIETOYHBIX
aputpouuToB u remoju3ly. Ilarorenes CKA mpencraBieH Ha
cxeme 8.

Kimmanyeckass KapTuHa

3aboneBaHne MPOTEKAeT B BHUAE SMU30J0B OOJIEBBIX ITPUCTY-
noB (KpM30B), CBI3aHHBIX C OKKITIO3MEN KaIMUISIPOB B PE3yJib-
TaTe CIOHTAHHOIO <«CEPIUIEHUS» SPUTPOLUTOB, YEPEIYIONIX-
¢ ¢ TmepuogaMmu peMuccuu. Kpu3bsl MOTYT IIPOBOLIMPOBATHCS
MHTEePKYPPEHTHBIMU 3a00JICBAHUSIMH, KIMMATUICCKAMU YCIIO-
BUSIMU, CTpeccaMu, BO3MOXKHO CIIOHTAHHOE BO3HMKHOBCHHUE
KpPH30B.
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Mytauyma JHK

3ameHa BanuHa Ha rnyTaMuHOBYIO
KMCNOTy B nonoxexun VI
B- nonunentnaHoii yenu

| AxomanbHbif reMornobuH|

Iﬂanunepmm;wepmmrinvivol

v ;

YKOpoHeHWUe XU3HK Ba300KKM03MOHHLIA
SpWTPOLMTOB, re- Kpua
MOnK3
AHemun Bonu B kocTax, Husore
OCTpblit TOpaKanbHblii CUHAPOM

KamHu B Xem4HoM nyabipe MHcynbThI
Kapauomeranus PeTtuHonatus
3acroiiHan cepfievHan HeAOCTATOMHOCTE  DYHKLMOHANLHLIA acnneHuam
Tpoduyeckune 3wl W ayTOCTNEHIKTOMMA
3KkcTpameaynnAapHLIA 3puTPONoa3 A
OtcraBaHue B (PU3NHECKOM XpoHW4eckas opraHHas

W NONOBOM Pa3BUTHK HenocTato4HoOCTh

Cxema 8. IlaTtoreHe3 ceprnoBHMIHO-KJIeTOYHOM aHemuu |[Pearson M. A.,
1985].
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KmHuueckue TiposiBJieHUsT 3a001eBaHUST OOBIYHO TTOSIBJISIIOTCS
K KOHIIy TIepBOTO roja >XM3HU. Y HOBOPOXICHHBIX AeTeil Tipe-
obnanaet deTanbHbIN remMoriooud (HbF), mo Mepe cHukeHus B
noctHaTaabHOM Tiepuoae HbF pacrer konnenTpanuss HbS. Bryr-
PUCOCYINCTOE «CepIUICHWEe» W IMPU3HAKKW IeMOoJIM3a MOTyT OOHa-
PYXUBaTbCST yXKe B Bo3pacTe 6-8 Hem, OOHAKO KIMHUYECKUE
NposiBJIEHUST 3a001eBaHUsI, KaK MPpaBUJI0, HE XapaKTepHBI 10 5-
6-MecsTYHOTO BO3pacrTa.

Bonpable CKA MMEIOT TUIMMUYHBINA TOJILKO IJISI 3TOTO 3a00-
JeBaHWsI BHEITHWU BUA. YUIMHEHHBIM HUXKHMWI CETMEHT TeJla,
MOPCABHBIN KO3 U JTIOMOAJILHEIN JIOPA03, TOTUIECKOEe HeOO,
BBICTYTIAIOIINI JT0O, GallleHHbII Yyepen, 3HaUYMTeIbHOE YIIUHE-
HUE KOHEYHOCTEeH, KOTOPOE 3aBUCUT OT 3aMeJIEHUsI TIPOIIECCOB
OKOCTEeHEeHUS B anudu3ax, odIIeil 3a1ep>KKU CO3pPEeBaHUS KOC-
Teil. XapakTepHO OTCTaBaHUWE B (hU3NYECKOM U TOJIOBOM pa3-
BuTUM. B Bo3pacTte 10 2 JjieT mokasaTtesin (pu3n4ecKoro pa3Bu-
TUsI COOTBETCTBYIOT HOpMe, 3aTeM B Bo3pacTe 2—6 JIET pOCT U
BEC 3HAYUTEJIbHO 3aMeJISIIOTCSI, MPUYEM OTCTaBaHUE B Bece
BbIpakeHO B OOJIbIIIEi cTerieHu, YeM B pocte. K KOoHIly Toapo-
CTKOBOTO Tiepuoaa OOJbHBbIE AETU OOBIYHO TOTOHSIIOT 310pO-
BBbIX TI0 POCTY, OTCTaBaHUE B Bece coxpaHsieTcs. OTMedaeTcs
3a7iepXXKa TO0JIOBOTO CO3PEBaHUS, Y MaJbUMKOB ITyOepTaTHBIN
BO3pacT HacTymaeT B 16-18 yeT, y meBouek — B 15-17 Jer.
YpoBeHb MHTEIUIEKTYaJIbHOTO Pa3BUTHUSI Y OOJIBHBIX HOPMAJIb-
HBbIN.

Y Bcex OOJIbHBIX HaOMomaeTcss 6JeAHOCTh KOXW U CIU3UC-
TBIX, KEJITYIITHOCTh, YCUJIMBAOIIAsiCs ¢ Bo3pacToM. HauuHas ¢
6 Mec XU3HM Yy OOJIbHBIX MAJIbITUPYETCs ceJie3eHKa, B Hadalle
3a00JieBaHUST pa3Mepbl CEJIE3eHKU YBEJIMYEHbl 3HAUYUTEILHO, Ha
OoJiee MO3MHUX 3TArax, BCJIENCTBUE pa3BUTUS (pubpo3a Ha poHe
MOBTOPHBIX MH(MAPKTOB, cejle3eHKa YMEHBIIaeTCsl B pa3Mepax
(ayTOCIIJIEHIKTOMMUSI) U y JeTeil cTapiie 6 JeT CIIEeHOMETaIUIo
OOHAapYKUBAIOT peKo. XOTsI pa3Mepbl CEJIe36HKU B HavaJie 3a-
OoJieBaHUS 3HAYUTEIBHO YBEJIUYEHbI, KIMHUYECKN OTMeYaeTcs
(DYHKIIMOHAIBHBIN TUNocmieHn3M. JlabopaTopHo mpu (GYHK-
MOHAJILHOM TUIIOCIIEHU3ME B HepudepudecKoili KpoBU BO3-
MOXEH TPaH3UTOPHBIW TPOMOOIIMTO3, B 3PUTPOLIMTAX OOHapy-
KUBalT Teablla Ko, Y OOJILHBIX C ayTOCTIJICHIKTOMUEH
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MOSIBJISIIOTCS MUIIIEHEBUIHbIE KJIETKM WM aKAHTOLMUTHI. Y 4acTh
JeTeid UMeeTcs TermatoMeranvst. Hepeako BBISIBISIETCS Kapayo-
Meranusi. XapakTepHa aleHOMaTus, WHBOJIIOLUWS MUHAAIUH Y
TaKUX JIeTel MPOUCXOIUT MEUIEHHO. Y OGOJbHBIX YXe K BO3pa-
cTy 3-4 JeT BO3MOXHO pa3BUTHE XETYHOKAMEHHOU 0GOJIe3HH,
YyacToTa XOJIeJIUTHA3a y OOJNIBHBIX B Bo3pacte 2-4 JIeT COCTaB-
nget 12 %, B Bo3pacte 15—I18 ner — 42 % ; DOBOJIbHO 4acTo
BCTpeuaeTcsl sI3BeHHas 00J1e3Hb ABeHAALIATUIIEPCTHOM KUIIIKH.

3abosieBaHNe MPOTEKAeT XPOHMIECKH, OOTbHBIC TSLKEIIOH hop-
moit CKA xwuByr okojso 20 mer. Ilepmommueckn oTrMedaioTcst
OCTpbIE COCTOSIHUSI — KpU3bl. Pa3nuyaroT ABa THUIA KPU30B:
KIMHUYecKue (0oJieBble MM Ba300OKKIIO3MOHHEBIE), TIPU KOTO-
PBIX MOKA3aTeNIM COCTaBa FeMONIOOMHA U PETUKYJIOLIMTOB B OC-
HOBHOM He OTJIMYAIOTCSI OT HOPMBI; TeMaTOJIOTUUECKHE, C PE3KUM
CHIDKEHMEM YPOBHSI TeMOIJIOOMHA M PeTUKY/IouuTo30M. Hepen-
KO KpHU3bl COUETAIOTCSL.

Kiannnueckue kpu3sbl (60J1eBble, BA30OKKIIO3MOHHbBIE, PEB-,
MaTOUAHbIE U abJOMUHAIbHBIC) SIBISIOTCS HanboJiee 4acThIM
BapMaHTOM 3ab6o0jieBaHUsI. MOIYT OBITh CIIPOBOLIMPOBAHBI UH-
exrsIMU WM BOZHUKAIOT CIIOHTaHHO. BboJieBoit cuHIpoM CBsI-
3aH ¢ BOBHMKHOBeHUEM MH(APKTOB BCJSACTBAE OKKIIIO3UU CO-
CYIOB CEpPIOBUAHBIMU 3pUTporuTaMu. MHGApKThl MOTYT OLITH
B KOCTHOM MO3Tre¢, KOCTSIX U HaIKOCTHHUIIE, MEPUAPTUKYISP-
HBIX TKaHAX cycTaBoB. OCHOBHOM NMPU3HAK Ba300KKIIO3UOH-
HBIX KPU30B — 00JIb Pa3IMYHON MHTEHCUBHOCTH, COMPOBOXK-
Jaromasics TeMIIepaTypHOM peakliuMeil, OTeKOM B 00JacTu
MOpaXXeHHUsI, BOCTIAJIUTEIbHOM peakiuueit. [lepBbiM TposiBic-
HMeM 3a0oJieBaHMSI B TPYyIHOM BO3pacTe MOXET CTaTh CUM-
METpUYHOEe 0OJIE3HEHHOE OIyXaHWe KUCTeM PyK U CTom (BCIIe-
CTBUE OKKJIIO3UM TUTIOCHEBBIX M IISICTHBIX KOCTeil) —
CepPIOBUIHO-KJIETOYHBIN TaKTUINUT. PEeHTreHOJNIOrMYeCcKU BbI-
SBIISIETCSl NECTPYKIIMS KOCTHOM TKaHU, COIPOBOXIAIOIIASICS
MepUOCTAIbHOM peakiueil. Y OOJbHBIX CTapIlero Bo3pacTa
OTMEUaloTcs 60JIE3HEHHOCTh M OMyXaHWe KPYITHBIX CYCTaBOB
M OKpYyKaloIIX UX TKaHeil. MHGbapKThl aHATOMUUECKUX CTPYK-
Typ, pacrojaraloiiuxcs B MOJOCTU KUBOTa, TIPUBOIAT K BO3-
HUKHOBEHMIO aOJOMUHAIbHBIX 00JIeii, HAIIOMMHAIOIINUX K-
HUKY OCTPOro kuBoTa. Cepbe3HyI0 OMAaCHOCTb MPEACTABISIOT
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OCTpbIe HEBPOJOTUYECKUE HAPYIICHUSI, OTMEYAIOIIMecs TpH-
MepHO Y 25 % OOJBHBIX, B TOM YHMCJIE TIPUIMAIKKH, TPOMOOTH-
YyecKre W TreMOpparudyeckre WMHCYJIbThI, TPAH3UTOPHBIC UIIe-
MUYEeCKUE TPUCTYIbI. MO3roBble WHCYJBTHI — pe3yJbTar
OKKJTIO3MM KPYITHOTO COCYa, BOBHMKAIOT B OCHOBHOM Y JIeTeit
(mpumepHO y 7 % OOJBHBIX; YacTOTa B CPEIHEM COCTABJISIECT
1,7 % B ronm B TeueHue TepBbIX 20 JIET XXU3HM, MPUIEM YacTO-
Ta WHCYJBTOB MaKCHMaJibHa Yy HeTeid B Bo3pacte 5-10 ier),
MOTYT OCTaBJISITh Mocje cebs HeoOpaTUMbIe TOCIEACTBUS B
Bue remurieruii u B 70 % ciydaeB TIpy OTCYTCTBUM JICYCHUS
PELUUIVBUPYIOT B TeueHUe 3 JieT. Y B3POCHbIX OOJBHBIX BO3-
MOXHO BO3HUKHOBEHUE OCTPBIX TeMOPpPAru4ecKnX MHCYJIBTOB
B pe3yJibTaTe HEOBACKYJSIpU3allMi U 00pa30BaHUSI aHEBPU3M
COCY/IOB TOJIOBHOTO Mo3ra. Pa3BuBaroTCst UHDAPKTHI JIETKUX,
KOTOpBIE TPYIHO OTAM(MGhEPEHIIMPOBATh OT THEBMOHUM, Y OOJTb-
HOTO OTMEUAIOTCS OJBIIIKA, KpOBOXapKaHbe. Y JIeTeil OCTphIit
TOpaKaJbHBI CUHIPOM OTJIMYAETCSI O0Jiee TSKEIbIM TeUCHU-
eM U SIBJISIETCS CaMOM 4acTOW TPUYMHON THUOeNn OOJbHBIX.
CMepTh HacTymaeT B pe3ysbTaTe IpOrpecCUpYIONIeil abIxa-
TEJIbHON HEIOCTaTOYHOCTU W MHOXECTBEHHBIX WH(apKTOB
BHYTPEHHUX opraHoB. OCTphIii TOpaKalbHBIA CUHIPOM BbI3-
BaH MOSIBJICHMEM B MUKPOCOCYIMCTOM pyCIlie JIETKMX CepIio-
BUIHBIX KJIETOK W MPOSIBIISICTCS HapYILICHUSIMMA JAbIXaHUsI, 6O-
JIbI0 B TPYAHOW KJIETKE WJIM XKMBOTE, JIMXOpaakKoi. JlaHHbIE
peHTreHorpacuu TpyaHON KJIETKM B MOMEHT BO3HMKHOBEHUS
CHHIpOMA, KaK MpaBUI0, HOpMaJIbHbIe, HO BIIOCIEACTBUU Yac-
TO OOHAPYXMBAIOT UHOUILTPATHI (IIPU TSKEIOM TEUCHUU TIO-
paxaloTcsl HeCKoJIbKo nmoiieii). B 50 % ciywaes mpeapacmo-
JaraoiuMy  (akTopaMu SBISIOTCA MHGEKIUU BEPXHUX
JIBIXaTeIbHBIX ITyTeli, BbI3BaHHBIC Streptococcus pneumoniae,
Mycoplasma, Chlamydia; B 15 % ciydyaeB NpuuMHOI pa3Bu-
™ OTC MoxeT OBITh KMpoBasg MO0 JJeTKNX. B KocTHOM
MO3re BO3HUKAIOT HEKPO3bl, MH(PAPKTHI, pa3BUBAETCS XKUPO-
Bast ®©MOONIMSI, JJIsI KOTOPOU XapaKTepHBI JIMXOpaaKa, Gecro-
KOIMCTBO, TPEeBOTa, PacCTPOMCTBO CO3HAHUSA, KOMa W JIpYyrue
HapylIeHUs] TICUXOHEBPOJIOTMYECKOro craTyca. MOryT oTtMme-
4aTbCsl TPOMOOLIMTOTNIEHMST M KIMHW4YecKast kaptuHa JIBC-cun-
npoMa. bojbllioe 3HaueHWE TPUIACTCS UCCISIOBAHMIO Tjia3-
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HOTO JHA — KMUPOBBbIE 3MOOJIBI OOHAPYXUBAIOTCSI B COCYIAX
cetyatku. [lposiBleHMEM Ba300KKIIO3MOHHOTO KpH3a SIBIISIET-
¢ TaKXe OCTpasi MaToJOTUsl MOYEIOJIOBOM cuctembl. Peru-
IUBUPYIOLINI NpUanu3M Habmonaercss 6omee dem y 50 %
myxunH ¢ CKA. TlpempacmnonaraiolimMy K BO3HMKHOBEHUIO
npuanusMa (pakTopaMy SIBJISIOTCSI TIOJIOBOM aKT, MacTypOa-
s, nHOEKLWH, JIoKaJlbHas TpaBMa. JleueHre mpuanuama aoJi-
KHO OBITh HAa4yaTO B TeUeHUE MEepBbIX 12 4acoB, HA3HAYAIOT
3aMEHHbIE TepeuBaHus KPOBU C 1I€JIbI0 YMEHbIIIEHUS] 3PeK-
LMK, TIpeAOTBpalleH’s pyoLieBaHUSI W Pa3BUTHSI UMITOTCHIIUU.
Ecnu xoHcepBaTUBHOE JieueHe HedI(PGEKTUBHO, TTPHUOEraloT K
XUPYPrUUECKOMY BMEIIATENbCTBY, OOECIIEUMBAIOIIEMY JEKOM-
MPECCUI0 MEIIePUCThIX Te. [losBiaeHUe ceproBUIHBIX KJie-
TOK B MO3TOBOM CJIO€ TTOYKM OOYCJIOBIMBAaET BO3ZHUKHOBEHME
HEKpo3a MOYEUHBIX COCOYKOB M TeMatypuu. OKKIIO3MST cep-
MMOBUAHBIMM 3PUTPOLIUTAMU COCYAOB MEYEHU TPOSIBIISIETCS 00-
JIEBBIM CUHIPOMOM, CUMYJIHPYIOIIUM OCTPBIA XOJECUUCTUT WA
BUPYCHBII TenaTuT, BBIpAXXEHHOM reraToMeraineil, pe3KuM Ha-
pacTaHueM OwIMpyOouHa (TJIaBHBIM 00pa3oM, MPsSIMOTO) M aK-
TUBHOCTU aMUHOTpaHcdepa3. Bo3MoxHbBI DyIMuUHaHTHAS Tie-
YeHOYHAs! HEeAOCTaTOYHOCTh, MACCHUBHBIN XOJieCTa3, pa3BUTHE
sHUedAaIoNaTUU U III0Ka, YTO TpeOyeT 3aMEHHOTrO IepevBa-
HUST KPOBHU.

Y GonpHBIX CKA BBISBISIIOT U3MEHEHUST B CUCTEME TeMOCTa-
3a. OTMeuvaloTcsl TUIEPKOAryJsilivs, BblpakeHHasi BHYTPUCOCY-
NICTasi aKTUBAIMST M arperaiysi TPOMOOIIMTOB, TTOBBIIIIEHNE YPOB-
Ha dakTopa BunneOpanma, TOBBIIIIEHHME KOHIICHTpALMU
¢ubprHoreHa, meuumT npoTpoMOrHOB C 1 S, 9TO 3HAYUTEITHHO
YBEJIMIMBAET PUCK BO3HUKHOBEHUs TpomM0030B. M3MmeHeHUs B
CHCTeME TeMOCTa3a MMEIOT 3HAYeHUE B TeHe3¢ Ba300KKIIIO3MOH-
HBIX KPH30B.

I'emaTonmornyeckue Kpu3bl BCTpeUaloTCs dalle y aereid. Bbi-
NEJISTIOT 4 BUIa KPU30B: allJIaCTUYECKMI, TEeMOJIMTUIECKIIA, Mera-
JIOOMACTHBINM M CEKBECTPALIMOHHBINA.

HauGonee tsxenplii — arutactudeckuii kpu3. Moxker Ha-
omonarecs B oOOM Bospacte. [IpoBorvpyercst mH(peKImeit, BbI3-
BaHHOI TmapBoBupycoM B19. B pesynbraTe BpeMeHHOIrO mpe-
KpalieHus: o0pa30BaHUSI SPUTPOLIMTOB PE3KO IalaeT yPOBEHBb
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remorioonHa (<10 r/m), mcyezaor perukynonuTel. Hacrtyma-
€T aria3usl TOJbKO SPUTPOUAHOro pocTka. OTMmeuaroTcs OJen-
HOCTb KOXH M CJIM3MCTBIX 000JI0YeK, Juxopaaka, 6oau. Moryt
OBITh TIPU3HAKHU CEPICUYHON HETOCTATOYHOCTH. 3aKaHYMBaeTCS
crnioHTaHHoO 4epe3 10-14 gHeit, B meprdepnIecKoil KpOBH TTOSIB-
JISIIOTCSI HOPMOLIUTBI I PETUKYJIOLMTHI, KOJTMYECTBO KOTOPBIX MO-
ket gocturats 500-600 %_; TOCTEeTIeHHO TOBBINIAETCS YPOBEHD
TeMOIJIOOMHA.

IeMonuTUYecKUit KpHU3 pa3BUBAeTCS B pe3yJibTaTe pPe3KOTro
reMoJin3a 3puTpouuToB. Kpome GIemHOCTH U JIMXOPAIKHU IJIsT
3TOTO KpHM3a XapaKTepHO HapacTaHWe JKeNTYIIHOCTU. Yalie Bcero
BO3HUKAET Y OOJIbHBIX, OJHOBPEMEHHO CTpamalolux aeduiu-
ToM I'-6-®]1, nmpoBoLMpPYeTCST MPUEMOM JIEKAPCTB WM OCTPHIMU
MHQEKITUIMMU.

Meranob6aacTHBI KpU3 — OTMEYaeTCsl pe3K0e CHIDKEHUE Te-
MOIJIOOMHA ¥ PETUKYJIOLIUTOB, B KOCTHOM MO3T€ BBISIBIISICTCS Me-
rajo01acTHasi TUIEPIUIa3usl SPUTPOUIHOTO pocTka. [lpu sToM
Kpu3e OOJIbIIIOe 3HAUCHUE TIPUIACTCS XPOHUUECKOMY Ae(PULINTY
(omeBoii KUCIOTHI.

CekBecTpallMOHHBI KpU3 MPOMCXOOUT TIPU 3axBaTe cep-
MMOBUIHBIX 3PUTPOLIMTOB CEJIE36HOYHBIMU CUHYCaMU, KOTOPHIE
SIBJISIIOTCSI MECTOM TUOEM aHOMAaJIbHBIX 3PUTPOLIUTOB; OOYyC-
JIOBJIEH OCTPBIM 3aCTOeM OOJIBIINX KOJUYECTB KPOBM B celle-
3eHKe U nedyeHU. HabmomaeTcst y aeteil B Bo3pacTe OT 5 Mec
nmo 2 net. Celle3eHKa 3HAYUTEIbHO YBEJIWYUBACTCS B pa3Me-
pax, MpU 3TOM HApPACTAOT MPU3HAKU LIMPKYISTOPHOIO KOJI-
nanca. JIaHHBIN KPU3 MOXET CTaThb MPUYMHON rudenu pedbeH-
ka. Eciu GbicTpo Hauarta Teparusl B BUIAE peruapaTalliOHHBIX
MEpONPUSITUIA U TpaHCDY3UI SPUTPOLIUTHOM MacChl, OOJIbIIAS
YacTh CEKBECTPUPOBAHHOM KPOBU IMOABEPracTcsl peMOOMIIN3a-
LM,

IIpu CKA 3a cyeT MOBTOPSIIOIIMXCS Ba300KKIIO3MOHHBIX
KPM30B U XPOHUYECKOrO IeMOJIN3a OTMEYAIOTCH BbIPAXKEHHBIE
XpOHUYECKME M3MEHEHHMsI BO MHOIMX opraHax. HapyuieHus
CO CTOPOHEBI cepama IMPOSBISIOTCS TaXMKapAWel, OMBIIIKOMN.
Ceprliie yCTOWYMBO K OKKITIO3MOHHBIM ITOpaXXKEHUSIM BCIIEI-
CTBME TOIO, YTO COKpallleHHe MUOKapaa o0JierdaeT IpoXoxie-
HUe Ne(PEKTHBIX I3PUTPOLIMTOB MO COCYAaM, IMUTAIOLIMM OpraH,
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1 3TO MpeAoTBpalaeT pazputue TpoM6oB. OIHAKO B pe3ysib-
TaTe MOCTOSIHHOW TUIOKCUM (XpOHWYEecKasl aHeMusl) pa3BUBa-
eTCsl KapAUOMEeTayiusl, MOCTENeHHO MPOrPeCcCUPYyIOT BTOPUYHBINA
¢ubpo3 u reMmocuaepo3 Muokapaa. Ilpu oOciaegoBaHUU IO
pe3ynbTataM DKI oO0HapyXMBalOT CMHYCOBYIO TaXHMapUTMUIO,
JIeBOTpaMMy, TUMEPTPOdUIO JIEBOTrO KEayao4yKa, WHBEPCUIO
3youa T; peHTreHOJOTMYECKM OTMEYaeTcsl YBEJIUUYEHHUE BCEX
MOJIOCTe cepilia, BbIOyXaHWE JIESTOYHOU apTepuu; TMpU 3IXO-
KapauorpadHU BBISBISIETCS AUJIaTallus W J€BOTO, U MPaBOro
KEJIyIOUKOB. Y OOJBHBIX CTaplliero BO3pacTa pa3BUBAETCS
JIeTOYHAsl TUIIePTEeH3UsI W JIeToOuHoe cepiue. PenuauBupyro-
1IMe JierouyHble MHMaPKTHL Y psifia OOJbHBIX CTAHOBSITCSI MPU-
yuHOi (ubpo3a Jierkux. Bo3HUKHOBeHUE anuao3a U TU-
MEePOCMOJIIPHOCTH MO3TOBOTO CJIOSI TIOYEK CBSI3aHO C 00-
pa3oBaHKWEM CEPHOBUIHBIX KJIETOK, MO3TOMY Y BCeX OOJbHBIX
CKA paHo BO3HUKAeT XpoHUYecKasl rarojiorus mouyek. ITou-
KU BCJIENCTBUE HWILEMUU TOPaXaloTCs BTOPUYHBIM TJIOMEPY-
noHedputoM, n1uddy3HbI GUOPO3 KaHANIBLEB U KIIYOOUKOB
MOYeK MPUBOAUT K IMPOTPECCUPYIOLIEMY YXYAIIeHUIO (GyHK-
LMW TI04YeK (MEepBBIM TMPOSIBJICHUEM OOJIUTEpalluu COCYI0B
MO3TOBOTO CJIOSI TIOYEK SIBJISIETCSI TMITOCTEHYPUSI, OOHApYXU-
Baemas yxe K 10 romam XM3HM); HapylIeHUE KOHIEHTpalM-
OHHOU crrocobHOCTU Touek nenaet 6oabpHbIX ¢ CKA ocobeHHO
YyBCTBUTEIbHBIMU K Aeruapatanuu. JledekTbl KaHaJblieB
MOTYT MPOSIBISITHCS B BUAE TYOYJIsSIpHOTO alujao3a W TUMEep-
KanueMuu. B HeKOTOpbIX ciyyasx HaOarogaeTcss HehpoTH-
yeckuii cuHapoM. IlopaxkeHue TeyeHU MPOSIBIASIETCS XPOHU-
Yeckoil remaTroMmeranaueil; 30HBI HEKpo3a B TIEYEHU B
nocjeayomneM (GuOpo3upyloTcs, rermaTornaTus MOXET Iepeii-
™ B uuppo3. Bo3MoXHO pa3BuUTHE MOCTTPaHC(HPY3MOHHOTO
renatuta. BcieacTBue OKKITIO3MM COCYIOB MO3Ta OTMEYaroTCs
HEBPOJIOTUYECKUE HapyIIeHUs: 1eeKThl peur, HapylIeHUs MO-
XOIKM, remunapesbl. Hepenku mopaxeHus Tiaa3 ¢ OCIOXHe-
HUSIMU B BUJIE OTCJIOWKM ceTyaTKu. Pa3BuBaroluecs: marToJio-
TMYECKHEe TIPOLIECChl 3aBUCST OT JIOKATU3AIMU TOpaKeHUs. Y
MJIA[IIMX ACTe M3-3a Pa3BUTHUS aHACTOMO30B B IOJKOXHOM
KJIETYaTKe MopaxkeHue KOoXu (TpodudecKue sI3Bbl HUXKHUX KO-
HEYHOCTEN) HEe BCTPEYaeTCsl, y CTapIInX JETel U B3POCIbIX Ha-
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pPYILIEHUSI KPOBOCHAOXEHMSI MOTYT BBHI3BIBAaTh HEKPO3 KOXM.
®OyHKUMOHANBHBINA rumnocruieHu3M npu CKA ToBbIlIaeT Boc-
MPUUMUYUBOCTb K OaKTepualbHbIM MH(MEKIUAM, BBI3BAaHHBIM
IMTHEBMOKOKKaMM, MeHUHrokokkamu, H. Influenzae, canbMonen-
mamu n E. Coli. Bo Bcex BO3pacTHBIX TPyMITax HEPEIKN TsKeE-
JIble UHMEKIIUY — TTHEBMOHUS, MEHUHTHT, OCTCOMUEIIUT, CETICHUC,
B TOM u4ucje ypocerncuc. IlepMogoM MaKCHMMAaJIbHOIO pHUCKa
rubein OT TSKEJAbIX MHQEKIU SBISIOTCA TIepBbIe 5 Jer
KU3HU.

JlaGoparopHble JaHHbIE

B remorpaMme BBISIBJISIIOT HOPMOXPOMHYIO THIIEppereHepaTop-
HyI0O aHEMHUI0 — KOHIIEHTpallysl IeMOrIOOMHA OOBIMHO COCTaB-
qset 60~80 r/n, yncno petukymnonuToB 50-150 %,. B maskax
reprdeprIecKoil KPOBU OOBIMHO COAEPXKATCS SPUTPOLIUTHI, TO-
Bepriuvecss HeoOpaTMMOMY «CEPIUIEHUIO» — CEPIIOBUIHBIE PUT-
POLIUTHI; OOHAPYKUBAIOTCS TAKKE aHU30- Y MOWKUIOLUTO3, TI0-
JIUXpOMaTOUINS, OBaJOLMUTO3, MUKPO- U MaKpOILUTO3,
BcTpeuaroTes Kojiblia Kebora u tenblia Koy, OOiee yuncio
JIEHKOLIMTOB ToBbILeHO 10 12-20 x 10°/n, Habmonaercs Heil-
Tpoduiie3; YUCIO TPOMOOLIMTOB MOBBILIEHO, CKOPOCTh OCEIAHUST
SPUTPOLIUTOB CHIKECHA.

Buoxumundecku oTMevaeTcst TUTIepOUITUPYOMHEMUSI, U3MEHE-
HME MMeYEHOYHBIX MTPO0, TUIepraMMario0yIMHeMust, BO3MOXHO
MOBBIIIECHUE YPOBHSI CHIBOPOTOYHOTO kKese3a. OTMeuaercs mo-
BBIIIICHE OCMOTHUYECKOM CTOMKOCTH SPUTPOLIUTOB.

B crepHanbHOM ITyHKTaTe OOHApy:KMBAaeTCs BbIpaxkeHHasl
TUTIEPILIAa3Us 3PUTPOUIHOTO POCTKA, HEPEAKH M3MEHEHUS I10
Merajo01acTHOMY THITY.

JlJ71s TOCTAaHOBKM JAMAarHo3a peliaoliee 3HaueHUe UMEIOT UC-
CJIeIOBaHUSI SPUTPOLIMTOB M TeMoriobuHa. IIpocTeiM U GBICT-
POBBITIOJTHUMBIM TeCTOM Ha TipucytctBue HbS sBisieTcst me-
TOI OIpeneSieHUs CepIOBUIAHBIX JSPUTPOLMTOB TPU UX
JIe30KCUTeHALIUY WU BO3IEHCTBUM BOCCTAHOBMTENEH (MeTabu-
cyabdura HaTpus). I[IpuMeHsIT 3T MeToABl UCCIICIOBaHUS,
MOXXHO MHAYLUPOBATh «CepIuieHne» npakTudecku 100 % sput-
poruToB Kak npu CKA, Tak ¥ TIpM HOCHUTEJILCTBE MPU3HAKAa.
st obHapyxxeaust HbS B apuTponmTax MOXHO MCIOIb30BaTh
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Tabauuya 41

NuddepeHITNaTbHBIN THaTHO3 CEPIIOBUIHO-KICTOYHON aHEMHUM C TeTePO3UTOTHBIMU

remorinoouHonatusiMu [ Lanzkowsky P., 2000]

Cunapom Kinnnnyec- CrieHo- . MopddoJiorust 3puTPOLMTOB DJeKTpo-
Kast Merajus § = = ¢opes
TAKECTb . ~ N | > reMorJjio-
aHeMuu E = E 3 E) £ GuHOB
Sz 8 2
oa ©
AS beccumn- -) Hop- | Hop- | Hop- | Hop- | EnuruyHble MuIeHeBUIHbIE KIETKH | 35-44 % S;
TOMHOE Ma Ma Ma Ma 55-60% A; F
TeYCHME
SS Tsxenast Jlett paH- 75 22 85 5_ | CeprioBuaHbIE 3pUTPOLIUTLI (4+); 80-96% S;
HEro BO3- 30 MHOTO MUIIEHEBUIHBIX KIIETOK; 2-20 % F
pacta (+) HOPMOLIUTBI
crapive(-)
SC Jlerkasi/ ) o 33 80 2-6 | CeprioBuaHble 3puTpoLUThI (1+); 50-55 %S,
yYMepeHHast MHOTO MUILIEHeBUIHBIX 3puTpouutos | 45-50% C;F
S /p_ YMmepeHHas1/ ) 85 28 65 3- | CepnioBumHble sputpormthl (3+); Beipa- | 50-85 % S;
e — TsDKeNast 20 | KeHHast TUIIOXPOMMSI M MUKPOLIUTO3; 2-30 % F;
MHOT'O MUIIIEHEBUIHBIX KJIETOK; >3.5 % A,
HOPMOLIMTHI
Okonuanue maba. 41
Cunapom Kiunnuec- CnieHo- N MopdoJorus 3puTpoMTOB DJeKTpo-
Kast Merajus é g T dopes
TSKECTh =o| = ~ = £ reMorJio-
aHeMuu ST ES E) OuHOB
= '3) 2
RE &
O A
S /p+- Jlerxas/ +) 100 32 72 2-6 | CeprioBuaHble 3pUTpOLUTHI (11); 50-80%S;
TaIACCeMUS yMepeHHast JIETKUIA MUKPOLIMTO3 1 TUTIOXPOMUST,; 10-30% A,
MHOTO MUILIEHEBUIHBIX KJIETOK 0-20 % F,
<3,5% A,
SS/a- Jlerkasi/ +) 100 27 70 5- CeproBUIHbIE IPUTPOLIUTHI (2+); 80-100% S;
Tanaccemusi-1 | ymepeHHast 10 | JIerKue TMIIOXPOMMS Y MUKPOLIUTO3 0-20 % F
S/HI®DI (Ha- beccumm- ) 140 40 85 1-3 | CeproBUIHBIX SPUTPOLIUTOB HET; 60-80% S;
CJICICTBEHHOE TOMHOE MHOIJA TAPTeTHBIE KIIETKU 15-35% F
MepPCUCTUPOBa- TeYCHHE
HUe (eTaIbHO-
10 TeMOIJIO-
OrHa
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TECTBl Ha PaCTBOPMMOCTb, OCHOBaHHBIE Ha TOM (haKTe, YTO pa-
ctBopuMast ¢opma HbS mpencrasisier coboii HepacTBopumoe
BECIICCTBO, IPCLHUIIMTATBI KOTOPOTO BBLI3BIBAIOT ITOMYTHCHME
pactBopoB. OKOHYATEIBHBIN BBIBOJ O MNPUHAIICKHOCTU Te-
MOIJIOOMHA MOXHO CIeJIaTh TIPY MPOBEACHUH 3JIEKTPOhOPETH -
YeCcKOro ucciaeaoBaHus. DpuTpounThl 00abHEIX CKA B Bo3pa-
cre 1 roma u crapie comepxat okoisio 90 % HbS, 2-10 % HbF
u HopManbHOoe KonuuectBO HDbA,, HBA y astux 60ib-
HBIX BOOOIIE OTCYTCTBYeT. Kaxmwlii u3 pomuresneit 60JbHOTO
00s13aTeJIbHO SIBJISICTCSI HOCHUTEJIEM WJIA CEepPIIOBUIHOIO TpHU-
3HaKa, WJin OOHOIro 3 CEprioBUAHBIX BapUAaHTOB, WJIM TaJlaCcCE-
MUU.

HuddepeHnmaibHbiii 1MarHo3

IIpoBoaAMTCS € TeTEePO3UTOTHBIMU TreMoroorHonatusamMu (tabi. 41).

IIpornos

JUIMTENhHOCTb XU3HU OOJBbHBIX 3aBUCUT OT TSKECTH KIIMHU-
YeCKHUX TPOSIBIIeHUI 00JIE3HN U MMEIOIIMXCS ocoxHeHuid. [Tpu
COBpPEMEHHOM YypoOBHe Tepanuu 85 % OOJNBHBIX JOXKWBAIOT 10
20 neT.
OcHOBHBIE TIPUUMHBI THUOCIN OOJIbHBIX:
1. Madekuum: cencuc, MeHUHTUT. Puck pa3BuTHs cericuca
WIM MEHUHTWUTA Yy JAeTell Mjamiie 5 JIeT cocTaBiisieT 0o-
see 15 %, nerasbHOCTH B 310 Tpymie mocturaer 30 %.
2. OpraHHass HeOOCTAaTOYHOCTD: TIOpaXkKeHHe cepala, Iede-
HU, TIOYEK.
3. TpoM0OO3bI COCYIOB >KM3HEHHO-BaXKHBIX OPTaHOB: MpeXIe
BCETO, JIETKUX U MO3Ta.
®axTophl, yaydliaoiyie TporHo3 y 6ompHbeIx CKA:
1. ¥Yposens Hb F

1) ypoBenb Hb F > 10 % obecrieunBaeTr 3allUTy OT MH-
CYJIBTOB,
2) yposerb Hb F > 20 % 3amuiiiaer ot 60/1eBbIX KPU30B
U JIETOYHBIX OCJIOKHEHUM.

2. Hanmuuue a-tajmaccemuu, KoTopasi yMEHbIIAaeT UHTEHCHB-
HOCTb T€MOJIN3A.

3. CoumanbHO-3KOHOMUYECKHE (haKTOPHI.
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Jlpyeue euovt zemozaobunonamuu

T'emornoomnonatuss C

Yaile Bcero BCTpevyaeTcsl Y BBIXOALEB M3 3amagHoil AdpukH,
coctapysieT 2 % ot Bcex reMorioonHonatu. OCHOBHOM Ne(eKT:
3aMeHa JIM3MHA Ha T[JIYyTaMUHOBYIO KUCJIOTY B (3-ToiurienTui-
HOW LIETIN.

ITpu rereposurotHom coctosiHuu (HDBAC) xnuHuueckue
TIPOSIBJICHUST OTCYTCTBYIOT, HO B TepuGepruIecKOil KPOBU HUMe-
eTcsl 0OJIBIIOE KOJMYECTBO MUIIEHEBUIAHBIX KJIETOK. Y TOMO3U-
rotHbIX Jiull (HBCC) oTmevarorcst erkasi reMojauTU4decKasl aHe-
MUsI, CIUIEHOMETrajius, 4YacTo >XeJYHOKaMeHHasi OOJie3Hb.
B nepudepuyeckoit KpoBU OOHAPYKMBAIOT OOJbBIIOE KOJUYE-
CTBO MUILIEHEBUTHBIX 3PUTPOLIUTOB, C(HEPOIIUTO3, NHOTAA — KpU-
crayuibl Hb C B sputpouutax. IIpu anexkrpodopese Hb obHa-
pyxuBatioT HbC. JleueHne cummnrTomMaTU4ecKoe.

T'emornoounonaruss D

Hb D mnpencraBieH HECKOJbKMMM BapuMaHTaMU aHOMAaJIbHbBIX
remoryioorHoB. Ilpu cunapomax Hb D mporecc «cepruieHus»
otcytcTByeT. T'omosurotHeie coctosinus (Hb DD) xapakrepu-
3yIOTCSI YMEPEHHOW TeMOJUTUYECKOW aHEMUEH, CIUIEHOMEra-
JIvei.

T'emornoomnonarusa E

Berpeuaercs vy xureneit Taunanga, bupmbl, BeetHama, Y30e-
KkucraHa, TamkukucraHa, AsepOaiimkaHa. ['oMo3UrorHoe cocro-
auve (HBEE) xapaxktepusyercsi yMEpeHHOU Te€MOJUTUYECKON
aHeMMell B COueTaHuM cO CIUleHoMeraauei. B mepudepudeckoit
KpPOBU — OOJIBIIIOE KOJAUYECTBO MUIICHEBUIHBIX KJIETOK. Y Tre-
TEPO3UTOTOB AHEMUSI OTCYTCTBYET, OTMEYAIOTCS MMUIIIEHEBUIHbBIE
xkietku ¢ 20-50 % HBE.

Hecmabuasnvie 2emocaodounonamuu

B omimuue oT 3aMellleHHs] aMMHOKMCIOT B TeMOIVIOOMHAX S U
C, KOTOpBIE BIMSIOT Ha IMOJISIPHOCTb HApYKHOI MOBEPXHOCTU
MOJICKYJIBl TeMOIJIOOMHA U BemyT K monuMepusauuu (HbS) wmm
kpuctanuzaunu (HbC), 3amelieHre B HECTaOUIBHBIX TeMOT-
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JIOOMHAX MPOUCXOOUT BHYTPH TOJOCTH, WM «KapMaHa», TreMa
B a- Wi P-monunentuaHpIX Lemnsx. 3aMelleHUe B 3TOM 30HE
MPUKPEIUICHUsI TeMa BBI3BIBAET PE3KYI0 HEYCTOMYMBOCTH MO-
JIEKYJIbl W TIPUBOIUT K XPOHWYECKON HechepoLUTapHOi re-
MOJINTUYECKOUM aHEMHUU, KOTOpasi XapaKTepu3yeTcsl YCUIICHHOR
TeHACHIME K obpa3oBaHUIo Teliell ['eliHIla, N3MEeHEeHUEeM 1IBe-
Ta MOYM (TeMHO-KOPHWYHEBasA) BCICACTBUE TUIUPPOJIYPUH, U,
B HEKOTOPBIX CJIy4yasiX, K MEIMKAMEHTO3HOMY TeMOJIN3Y, OYeHb
CXOOHOMY ¢ remosiu3oM npu gepuuure I-6-DI. Dtu aHe-
MWW HaCJIeAYIOTCSI TI0 ayTOCOMHO-IOMUHAHTHOMY THIly. OOBbIU-
HO KaXblii BApUAHT HA3BIBACTCS 110 TOPOAY, TIe BIEPBbIe ObLI
oonapyxeH (Hb Kenasn, Hb I'ammepcmur, Hb 1lopux, Hb Te-
nys, Hb Cunneit, Hb Canrta Ana, Hb Caouna, Hb Mocksa u Tak
nanee).

HecrabuiabHbIM TeMOITIO0MHAM POICTBEHHBI M-reMoriooun-
Hbl. [Ipu 3THX paccTpoiicTBax 3aMellleHHe TaKXKe MPOUCXOIUT
B 00J1aCTH MPUKPEIUICHUS TeMa, 4To BelleT K YCUJICHHOMY IIpe-
BpallicHUIO JBYXBAJCHTHOTO 3Kejie3a TeMa B TPEXBAJICHTHOE Ke-
JIe30; B pe3yjIbTaTe HaKaIlJIMBaeTCs METTeMOITIOOMH M HabJIio-
JaeTcsl 1IMaHo3, a He TeMon3. B Kakoii-To Mepe MpU3HaKK 3TUX
3a00J1eBaHUI COBMAJAIOT, TaK KaK MPH OOJBIIMHCTBE (DOPM Te-
MOJIUTMYECKOW aHEMHMH HECTAOWIIbHBIX TeMOIJIOOMHOB TTOBBIILIEHO
00pa3oBaHME METreMOIIOOMHA.

B HeKOTOpBIX HECTAOUIBbHBIX TeMOINIOOMHAX M B HEKOTO-
pBIX M-reMormoOnMHax OOHapYyKEHO TakKxKe HM3MEHeHue ad-
¢uHHOCTHY K KHcjopony. IloBeimeHrne adpUHHOCTH K KMCIIO-
poloy YBEIMYMBAeT TKAHEBYIO TUIOKCUIO U YCUJIUBAET
CTUMYJISILUAIO DPUTPOITOITHHA TIPU JAHHOW CTEIeHU aHEeMMMU.
DTO MOXeT 0becreunTh 6oiiee 3(PPEeKTUBHYIO KPOBETBOPHYIO
peakirio Ha TeMOJIM3, HO MOXET TaKXe YCWIUTb CUMIITOMBI
aHEeMUMU.

Knunndeckue mposiBjieHUs] HeCTaOMJIbHBIX TeMOIJIOOMHOIIA-
TUU:

1. XpoHuueckass HecepoLMTapHAsT TeMOJIUTUYECKAS aHe-
MUl Pa3IUYHON CTEIEeHU TSDKECTH (OT JIETKOW N0 TsKe-
JIOi1).

2. BHyTpuapuTpouMTapHbIe BKIIOYeHUs (Tenblia [eitHia).

3. Jlunmmpponypusi.
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4, MeI[I/IKaMeHTO3HO—I/IHI[Y]_[I/IpOBaHHaH reMoJIMTu4YeCKasd
aHEMMsI.

5. MertremMorioouHypus.
6. lnanos.
7. TMonHuuTeMus.

8. XpoHuyeckasi TeMOIMTUYECKAsI aHEMUsI ¢ HOPMaJIbHBIM
2JIEKTpoGOPE30M TeMOTTIOOMHOB.

9. PazmmuHast 3¢(pPeKTUBHOCTD CIIJICHIKTOMUU.

JlabopaTopHble HaHHBIC MPU HECTAOMJIBLHBIX TE€MOIJIOOMHO-
maTusiax:

1. XpoHuueckasi reMoJMTUYecKasi aHeMUsI ¢ HOpMaJIbHOM
MOopoJIOTHEN 3PUTPOLIMTOB, HOPMATbHBIM CONEPXKAHUEM
(epMEHTOB B 3PUTPOLIUTAX, HOPMAJILHBIM 3JIeKTpodope-
30M TeMOTJIOOMHOB.

2. TlpeuunuTupoBaHue TeMOIIOOMHA B TeMOJM3aTe Iociie
3-yacoBoro HarpeBaHusi npu 50 "C.

3. Hamuuwue Tenenr I'eitHiia B spuTpoLMTax MpU CyIpaBU-
TaJIbHOM OKpaCKE METUJICHOBBIM CHHUM.

4. TloBblllleHUE YPOBHSI METTeMOIIOOMHA.
5. Jdunuppoaypusi.

Memeemoezaobunemus

MertreMoryioONH B OTJIMYMKM OT OOBIYHOTO TeMOIVIOOMHA comep-
XUT He BoccTaHoBeHHoe xene3o (Fe’'), a oxucnenHoe (Fe'")
U B IIpolecce OOpaTUMONM OKCHUTeHAlIMUM OKCHUTeMOTIOOMH
(Hb O,) yactnuno oxucnsiercs B MerremorioonH (Mt Hb).
3a cytku in vivo mpoucxoaut okucienue 0,5-3 % Hb O, or
00I1Iero KOJIMYEeCTBa reMOIIOOMHA, HO IO BIMSIHUEM METTeMo-
rmoouHpenykrasel (HAIH-3aBucuMasi pemykrasa) Keje3o
Mt Hb OnicTpo BoccTaHaBnuBaeTcs U ypoBeHb Mt Hb B Kpo-
B He mpeBbinaer 0,5-2 %. AKTMBHOCTb METTEMOIIOOMHPEIYK-
Ta3bl CYHICCTBEHHO CHM2KCHA Yy 3J0POBbIX JOHOIICHHBIX HOBO-
POXACHHBIX M OYEHb HUMU3KAa Y HCIOHOIICHHBIX I[GTCVI.
IloBblllIeHE aKTUBHOCTH IO YPOBHSI Y B3POCJBIX IMPOMCXOIUT
K 4 Mec xu3Hu. Korma ypoBenp Mt Hb cocraBisger 15 % ot
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00IIIeT0 TeMOIIOONHA, KOXKa CTAHOBUTCS CMYIJION U KPOBb ITPH-
o0peTaeT KOPUYHEBYIO, IIIOKOIAAHYIO OKPACKY.
Kraccudukaimst MeTreMorinoOMHOMaTHiA:
1. HacnenctBeHHBIE

1) M-reMOrTOGMHOIIATHSI — TTPOMCXOMUT CUHTE3 aHOMAJTh-
HBIX TJIOOWHOB, COMEPXKAIIUX a- WIN P- IIEN B OKWCIICH-
Hoit hopme (00YCITOBIICHBI 3aMellieHIEM JIMOO TTPOKCUMATh-
HOTO, JTIMOO MUCTATBHOTO TUCTUIMHOB B aHOMAJTLHOM TIeTT!
Ha TUPO3MH)

2) epMeHTONIATUM — OTMEYAETCS OYeHb HU3Kasl aKTUB-
HOCTh (MJIM OTCYTCTBHE) METIeMOITIOOMHPEIYKTa3bl.
2. IlpnobpeTeHHEIE.

IIpu Bcex dopMax METTeMOINIOOMHEMUM HaAOMIOmaeTcs Te-
HEepaJM30BaHHBIN T'pueTbHO-CEephIii IMaHO03 MPU OTCYTCTBUU
M3MEHEeHUII HOITeBHIX (pajlaHT MajblieB B (hopMe «bapaOaHHBIX
Majlouyek» M CepACYHO-JIETOYHBIX MOPaXeHU. B TsokembIx ciry-
yasx, korga 6omee 50 % remorioOuHa uMmeeT GoOpMy METreMo-
JIOOHHA, OOJIbHBIE XKATYIOTCS Ha ONBIIIKY TP (PU3NIECKOM Ha-
Ipy3Ke, YTOMJISIEMOCTb M CHJIbHBIE TOJIOBHBIE Ooiu. Moxer
HaOJIIOMAaThCs TaKKe 3aCTOM B BeHAaX KOHBIOHKTHUBBI M CETYaT-
KU.

M-remorniobrHeMus1. Ilpu MyTauuu B oc-LieTM IJIOOWHA AETU
LIMAaHOTUYHEBI C POXIEHMs, TIPY MyTaluu B P-1ierm 11imaHo3 mosiB-
JsgeTcd ¢ 3-6 Mec XXM3HU, KOTIIa MPOUCXOIUT 3aMeHA OCHOBHOM
yactu Hb F na Hb A.

HacnencrBennasa ¢epMeHTOneHUYeCKass METreMOIJIo0nHe-
musd. HacieayeTcst ayrTocOMHO-peLIeCCUBHO, YacTOTa TeTepo3u-
TOTHOTO HOCHUTENBCTBA 0KOJI0 1 % B momysumu. Cpeau HeKo-
TOPBIX HApOIOB 4YacTOTa TEeTEPO3UTOTHOIO HOCUTEILCTBA
neuuTa METTeMOITIOOMHPENYKTa3bl 3HAYUTEIbHO BHIIIE, B
YaCTHOCTU cpeau sIKyToB — 7 % [Tokapes FO. H., 1983].
Y roMOo3UTOT ¢ pOXIEeHUS BBISBISECTCS [IMAHO3 KOXU U BUIAM-
MBIX CIM3UCTBIX 000JI0UEK, OCOOEHHO 3aMETHbII B 00J1aCTU Ty0,
HOCa, MOYEK YIIIeii, HOITeBOTO JIoXKa, MojocTh pra. CIeKTp OK-
palMBaHUS BapbUPYeT OT CEPO-3€JEHOr0o J0 TeMHO-(HOJIETO-
Boro. 3aboJyieBaHME MMeEET T0OpoKayeCTBEHHBI XapakTep. Ko-
JIMYECTBO 3PUTPOLIMTOB U YPOBEHb Ie€MOIJTIOOMHA B EOMHMUIIE
KpOBM TIOBBIIIEH, HO M3-3a Toro, yto Mt Hb He cmocobeH kK
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OKCUTEHAIlU, TKAHU WCITBITHIBAIOT TUTIOKCUIO, TO €CTh MMEETCSI
«CKpBITasl» aHEMMSI.

Ilpy HacaeaCTBEeHHBIX BapUaHTaX METTeMOITIOOMHEMUU Te-
MOJI3a HET, HO OH MOXET BO3HUKATh P MPUOOPETEHHBIX MeT-
TreMOTJIOOMHEMUSIX.

ITpuoOpeTeHHbIE METTEMOIIOOMHEMUM Pa3BUBAIOTCS Y Te-
TEPO3UTOT HACJICICTBEHHOM (hepMEHTONEHUYECKON METTeMOIJIO-
OMHEMUM, JIUII C TeMOTJIOOMHONATUSAMK. [Ipu MCIOIB30BaHUU
JIOJITO XPaHUBIIIMXCS JIEKAPCTB, B TOM 4uciie (peHaleTuHa, CyJb-
¢daHWIaMUIOB, aHWJIMHA U €r0 JAepUBaATOB, a TaKXe BOIbI U
MIPOAYKTOB C OOJIBIINM KOJIMIECTBOM HUTPATOB U HUTPUTOB (KO-
JIoIe3Has BoJa, a MHOIIA M BOIOIIPOBOIHAS Boja, Kojbaca, 0a-
HOYHBIE MSICHbIE KOHCEPBBI, OBOILLM, (PPYKThI, BbIpAlLIEHHbBIE C
HCIOJIb30BAHMEM HUTPUTHBIX U HUTPATHBIX yIOOPEHMIA).

Junarxno3

OcHOBaH Ha MCKJIIOYEHUM BPOXKIEHHBIX MOPOKOB cepilla CHU-
HEero THUIIa, 3a00JieBaHUI JIETKMX M HAAMOYEYHUKOB, IMPOTEKa-
foimyx ¢ 1aHo3oM. Hammuume Mt Hb B KpoBuM moaTBepxKia-
eTcsl JOBOJILHO MPOCTOM MpoOoii — Ha (UIBTPOBAJIbHYIO
Oymary HaHOCHUTCS Karlisd KpOBM OOJBHOTO U PSIIOM — Kar-
JIST KPOBU 300pOBOTo uyejoBeka. OObIYHAs BeHO3Hasl KPOBb Ha
BO3JlyXe CTAaHOBUTCS KpacHOM u3-3a Hb O,, Torma xak npu
METIeMOIJIOOMHEMU KPOBb OCTaeTcsl KopuuHeBoit. Ilpu mosmo-
KUTEJIbHOW Mpo0e oOcienoBaHUE pacIIUpSIIOT: OMpeaeiacHue
ypoBHI Mt Hb nmaHreMorimoOMHOBBIM METOIOM, aKTUBHOCTH
METTEMOIJIOOMHPEAYKTa3bl, 3JIEKTPODOpe3 reMOrIO0MHOB.

JIeyenue

IIpn M-remMoroOMHOIIATUSX JIEYEHUST OOBIUHO HE TpedyeTcs.

IIpu pepmeHTONaTUM Y HOBOPOXKAECHHBIX M I'PYIHBIX IETEl
Ha3HavyalT ackopouHoByio KuciaoTry mo 0,1-0,15 x 3 pasza B
JeHb BHYTpb uau pubodmasun 1o 0,01 x 2-3 pasa B neHb
BHYTpb. BO3MOXHO BBeieHUE METWJIEHOBOTO CUHEro (Ipera-
par «XpoMOCMOH») B J03¢ | MTI/Kr BHYTPMBEHHO. YPOBEHb
Mt Hb uyepe3 1 yac Hopmaiau3yeTcs, HO yXe yepe3 2-3 yaca”
BHOBb ITOBBIIIAETCSI, TO3TOMY IIperapaT JaloT B TOM Ke 03¢
3 pasa B neHb. Ilociae mepBBIX MeCSIIEB XXKM3HU JICUSHUST OObIU-
HO He TpeOyeTcs.
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Taaaccemuu (muuwiene8uoHO-KACMOUHBIE AHEMUU)

TanacceMun — 3TO TeTepoOreHHasi Tpymma HaCcleACTBEHHO 00yc-
JIOBJIEHHBIX TUIIOXPOMUBIX aHEMUIA, UMEIOIIUX Pa3IUYHYIO Ts-
JKECTb TEUEHUSI, B OCHOBE KOTOPBIX JIEKUT HAPYIIEHUE CTPYyK-
Typhl 1leneil rmoouHa. MHOTrOYMCIeHHBIE TUTBI TAJIACCEMUU C
Pa3HOOOPa3HbIMU KIIMHUYECKUMU U OMOXUMUYECKUMMU TIPOSIB-
JICHUSIMUA CBSI3aHBI € 1e(DEKTOM B JIIO0O0I M3 MOJUMENTUAHBIX
ueneit (a, P,y, 5). B ormiuue oT reMorioOMHOINIATUM TIpU Ta-
JIacCCeMMSIX OTCYTCTBYIOT HapyllleHUsI B XUMMUYECKOW CTPYKTY-
pe TeMOrJIo0MHa, HO UMEETCs UCKaKEHUE KOJTUYECTBEHHBIX CO-
otHomieHuin HDBA u HbLF. Ilpu HeKoTOphIX TUIAX
a-TajlacCeMUil BCTpevaloTcsl TeTpaMepHble (hOpMbI, TaKUe Kak
HbH (P=4), Hb Bart's (y=4). CuHTe3 NOJUMNCITUIHBIX lie-
Meil MOXET MOJHOCThIO OTCYTCTBOBATh, YTO OTMeYaeTcsl npu b’
Turne P-tanacceMuu, WM XapaKTepU30BATHCS YACTUYHOW HEI0-
cratouHocTbio (P* Tum).

MonexkynsipHbIiA aTOreHe3 CUHAPOMA TaJaCCEMUM BbIpaxKa-
eTcsl B U30BITOUHOM CHHTe3¢ a- Wiau P-1ieneil reMorinodbuHa. Yc-
TAHOBJICHA KOPPEJSILMS MEXIy M30BITKOM CHUHTE3UMPYEMbBIX a-
Herneii npu P-TanacceMuy ¥ BbDKMBAEMOCTBIO 3PUTPOUIHBIX Kile-
ToK. TToHMXKEeHHAs] BbLKMBAEMOCTh SPUTPOMIHBIX KJIETOK C U3-
OBITOYHBIM CHMHTE30M a-lLierneid npu 0obloil opme P-tanmacce-
MUU MPUBOIUT K HEI(DGEKTUBHOMY 3PUTPOIIOI3Y.

Jloka3zaHO, 4YTO U30JMPOBaHHBIC LIENU I'e€MOIJIOOMHA, OCO-
OcHHO a-liernu, 0oJiee JJaOMIbHBI MU MEHEEe YCTOMUMBEI K ACHATY-
PUPYIOIIMM BO3ICHCTBUSIM IO CPAaBHEHUIO C TETPAMEPOM Ie-
morinobouHa. HMXx okucieHWe UM Mocjaedylollas arperauus
BBI3BIBAIOT IOBpPEXICHUE MEMOpaHBI. DTOT IIPOLECC COIPO-
BOXIAeTCsl TIEPEKUCHBIM OKUCJACHUEM JUMUI0B U OEJIKOB MEM-
OpaHBl 3PUTPOLIUTOB BBHICOKOAKTUBHBIMU CBOOOIHBIMU paiy-
KaJlaMM KHUCJIOpOoAa, OOpa3yIoLIMMUCS IPU CaMOOKMUCIESHUU
M30JMpOBaHHBIX Leneil. Oba Ipoliecca BbI3BIBAIOT T'MOEb
SPUTPOUTHON KIIETKH.

P-Taaraccemusa

D10 Haubosee YyacTo BCTpevaroniasicss (hopMa TaracceMuu, obdyc-
JIOBJIEHHAsI CHWDKEHUEM mnpoayKiuu P-ueneii.
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JlaHHBIN TeH pacnpocTpaHeH cpely MpeAcTaBUTeNeid STHU-
YECKUX TPYMI, MTPOXUBAIOIINX B CPEMU3EMHOMOPCKOM Oacceli-
He, ocobeHHOo B Mtanuu, I'peruu u Ha cpenr3eMHOMOPCKUX OC-
TpoBax, a Takxke B Typuun, Mamum n FOro-BoctouHoii A3uu.
Ot 3 10 8 % amepuKaHIIEB UTATBLIHCKOTO WM TPEYeCKOTo PO~
nucxoxmenus n 0,5 % ameprKaHIIEB HETPOMIHOTO ITPOMCXOXK-
NIEHUS SIBJISTIOTCSI HOCUTeNsIMU reHa P-tanaccemHu. OTaenbHbIe
criopanmuyeckue ciyyau 3a0oJieBaHUsI BCTpevyaroTcsl BO BCEX
paifoHax 3eMHOTO Il1apa, OHU SIBJISTIOTCSI CIIOHTAHHO BO3HUKIIIK -
MU MyTalUsIMUA WM 3aHECEHbI U3 PailOHOB C OOJIBIION YaCTOTOM
p-TajlacCeMUIMHOTO TeHa. DHIEMUYHBIMU T10 TAJaCCEMUM SIBJISI-
10TCA psiA paiioHoB AzepOaiimxaHa u I'py3un. IlomoGHO cepmo-
BUIHO-KJIETOUHOMY T€HY, T'€H TaJJaCCeMMM COYETaeTcCsl C MOBbI-
ILIEHHOW PE3UCTEHTHOCTBIO K MAISIPUU, YTO MOXET OOBSICHUTh
reorpauyeckuii xapakTep paclpoCTpaHEHHOCTHU 3TOro 3abo-
JIeBaHUS.

DTHoJornsd

P-tanaccemusi oOycioBiaeHa psiioM MyTalvii B JIoKyce P-mio-
OuHa Ha xpomocoMme 11, HapymapIux CMHTe3 P-rmoObuHoBOM
nenu. Ommcado 6osee 100 mMyramuii, IPUBOISIIMX K OJI0Kame
pa3HbIX CTaaWii 3KCIIPECCUM TeHa, BKIIouYas TPaHCKPUMIUIO,
npoueccuHr MPHK u Tpancnsamuio. IIpoMoTOpHBIE MyTalluu,
orpaHnyyBaolme TpaHckpumnuo MPHK, u Myranyu, Hapyiia-
ome criaiicuHr MPHK, oOblHO cHMXKalT cuHTe3 P-lierm
(P"-Tanaccemusi), B TO BpeMsl KaK HOHCEHC-MYTALIUM B 30HE KO-
NUPOBaHUSI, BbI3bIBAIOIIME MPEKIEBPEMEHHYIO OCTAHOBKY CHUH-
Te3a P-110OMHOBBIX liemneil, MPUBOASAT K TMOJHOMY MX OTCYT-
crButo (P"-tamaccemmst).

ITaTrorene3

IMarorene3 P-Tamaccemun CBsI3aH KaK C HECIIOCOOHOCTBHIO CHH-
Te3MPOBaTh ameKBaTHOE KOJIMIECTBO HOPMALHOTO TeMOIIOOM-
Ha, TaK U ¢ HaJIMYUEM OTHOCUTEIHHO HEpPacTBOPUMBIX TeTpa-
MEpOB a-1IeTd, KOTOpble 00pa3yloTcs M3-3a HEeIOCTaTOYHOTO
yucna P-mieneil. BememcTBre HeameKBaTHOTO CHMHTE3a TEMOIJIO-
OMHa BO3HUWKAeT TUIIOXPOMHAsI MUKpPOIIMTapHas aHeMUs, a B
pe3ynbTaTe HecOalaHCMPOBAHHOTO HAKOIUICHMS a-TJIOOMHOBBIX
Lerneir o0pasyloTcst a,-TeTpamMepbl, KOTOpble MPELUNUTAPYIOT B
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Pa3BUBAOIIUXCSI U 3PENIbIX 3pUTpoluTax. KIIeTKu peTukyso-
SHIOTEIMAILHON CUCTEMBl YIAJISIOT BHYTPUKJICTOUHBIE TPELIU-
MUTaThl TEMOIIOOMHA W3 SPUTPOLIMTOB, YTO MPUBOAUT K IO-
BPEXICHUIO TIOCAEIHUX, COKPAIICHUIO MPOAOKUTETLHOCTH UX
KW3HU W pa3pylIEeHUI0 3PUTPOKAPUOIIMTOB B KOCTHOM MO3re,
a peTuKyjouuToB M spuTpoliuTOB Tepudepuyeckoii KpoBU B
cesle3eHKe, Pa3sBUTHIO remMoausa. Ilpu p'-ratacceMuy B SpUT-
poLurTax MPOUCXOAUT U30BITOYHOE HAKOIUIeHWE (heTaTbHOIO re-
MorioouHa (HbF, OC)Y,), ¥ yact GOJIbHBIX TakKe OTMEYaeTcst
nospllieHue comepxanusa HbA, (a, 5,). HbF obGnamaer nosbl-
IIEHHBIM CPOJICTBOM K KHUCJIOPOMY, B pe3yJbTaTe HapacTaeT TKa-
HeBas TMIOKCHUSI, HapylIaloTCsS pOoCcT U pa3BUTHEe pedeHka. Ie-
MOJIU3 TIPUBOAUT K BBIPAKEHHOU 3PUTPOUIHON TUIEPILIa3uu U
3HAYUTETLHOMY PacCIIMPEHUI0 00beMa 30H KPOBETBOPEHMSI, UTO
B CBOIO OYepedb BbI3bIBa€T aHOMaIuM ckenera. HeadbdekTus-
HBII 3PUTPONO33 (IECTPYKLIMSI IPUTPOKAPUOLIMTOB B KOCTHOM
MO3re) WHIYLUPYET MOBBIIIEHHOE BCAaChIBaHME Xeje3a, MO3TO-
My JaXe Yy OOJbHBIX TajlacCeMUE, He TTOMyYaBIIMX TeMOTPAHC-
¢y3un, MOXET pa3BUTHCS TATOJIOTMYecKas Teperpyska xeje-
30M.

Kimmnnyeckas KapTuHa
BbIessioT GOJIbIIYIO, IPOMEKYTOUHYIO U MAIyIO (POPMEI [}-Ta-
JIacCeMUHU.

1. bosnbias tanaccemusi (aHemusi Kynu) — 310 roMo3u-
rotHasl no ajuieno p° ¢gopma (J-tamacceMuu, MpoTeKaro-
masi B BUIE TSDKEIOU MpOrpeccUpylolieil reMoiuTuiec-
KO aHEMUMU.

IIposiBneHUsT OOMBIION TalaCCEMUU OOBIYHO HAYMHAIOTCSI BO
BTOPOM ITOJYTOAWM TEPBOrO roja XKM3HU. Y OOJBHOTO MMeeT-
csl BbIpaXkeHHas1 OJIETHOCTh KOXXHBIX TTOKPOBOB, XXEJITyXa, Ts-
xenas anemus (Hb 60-20 r/n, Dp no 2 x 10"7/1). Xapak-
TEpHBI OTCTaBaHWE B POCTE U MU3MEHEHMSI B KOCTHOU cucteMme,
0COOEHHO CO CTOpPOHBI KOCTell uepena. Y OOJbHBIX WMEETCS
nedopManus yepena, MpuBoasias K (popMUPOBAHUIO «JTvIla
O6osbHOrOo aHemueit Kynu» — OallleHHBIN yepern, yBeJTUudeHue
BEpXHEN YeJIOCTU, OTAAJeHUE TJa3HUILl U MOHTOJIOUIHBINA pa3-
pe3 IJ1a3, BBICTYMaHUE Pe3l0B U KIJIBIKOB C HapylleHUEeM Tpu-
Kyca. PeHTreHojiornuecky yepemn B OOJaCTU YEPENMHbIX Ma3yx
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MMeEET XapaKTepHblli BuI <«hair-on-end» — cuMmmToM <«BoJjioca-
TOIO Yepera» WIN «EXKUKa», TaK Ha3bIBAEMbIN WTOJIbYATHIN I1e-
puocTo3. B mIMHHBIX TpyOUYaThIX KOCTSIX PaCIIMPEeHbl KOCTHO-
MO3TOBbI€ TIOJIOCTH, KOPTUKAJbHBIA CJIOW HMCTOHYEH, YacCThI
MaTOJOTUYECKUE TIePETOMBI.

Pannue mpusHaky OOMBILION TajacCeMUU — 3HAYUTEIbHOE
YBEJIMUCHUE CEJIE36HKU UM TIeYeHU, TPOMCXOsIIee 3a CUeT IKC-
TpaMenyJUIIpHOrO TeMoMoa3a U remocunaeposa. Ilpu pasButuu
TMIepCIUIeHu3Ma Ha (hoHe JIEHKO- M TPOMOOLMTOIIEHUN YacThl
MHOEKIIMOHHBIE OCJIOXHEHUSI, Pa3BUBAETCsI BTOPUYHBIN TeMOp-
ParnvyecKrii CHHIPOM.

V neteii crapiiero Bo3pacTa 3alepXMBaeTCsl POCT; BCEI-
CTBUE SHIOKPUHHBIX HapyIIeHU y HUX PEAKO HACTyIaeT Mepu-
OJI TIOJIOBOM 3PEJIOCTH.

Cepbe3HbIM OCJIOXHEHWEM 3a00JIeBaHUS SIBJISIETCSI T€MOCII-
nepo3. I'emocumepo3 u kentyxa Ha (PoHEe OJIGTHOCTH OOYCIIOB-
JIMBAIOT 3€JICHOBATO-KOPUYHEBBI OTTEHOK KOXHu. ['emocuaepos
TeYeHn 3aKaHYuBaeTcsl (prOPO30M, KOTOPBIM B COYETAHUY C UH-
TEPKYPPEHTHBIMU WHMPEKLMAMU TIPUBOIUT K LTUppo3y. Pudpos
TTO/IKETYIOYHO XKeJe3bl OCTOKHSIETCSI caxapHbIM nTuadeTtoM. Ie-
MOCHUAEPO3 MUOKapaa OOYCIOBIMBAET Pa3BUTUE CEPACUYHON He-
JIOCTaTOYHOCTH; K TEPMUHAIBHOMY COCTOSIHUIO HEPEAKO TPUBO-
JISIT TAKUE COCTOSTHYSI, KaK TIepUKapaIuT U 3aCTOMHAs XpOHUYECKasT
cepieyHas HeMOCTaTOYHOCTb.

V HeneyeHHBIX OOJIBHBIX WM y OOJBHBIX, KOTOPHIM I€MO-
TpaHc(y3UK MTPOBOAMIUCH TOJIBKO B IIEPUOILI 00OCTPEHMS aHe-
MUU ¥ T€MOJIM3a M HEeJOCTaTOYHO 4acTO, HACTyIMaeT TMIepTpo-
us 9pUTPONIOITUYECKON TKAHU, JIOKATU30BAHHON KaK B KOCTHOM
MO3re, TakK U BHE €ro. YBeJUYeHMEe YKciia KJIETOK 3PUTPOUTHOTO
pOCTKa B KOCTHOM MO3Ie SIBJISIETCSI HE UCTMHHOM TUIepIuia3ueit
pOCTKa, a pe3yJbTaTOM HAaKOILJIEHUSI HEIOJTHOLEHHBIX 3PUTPO-
WIHBIX 2JIEMEHTOB. YBEJIMUYEHUE UX KOJIMYECTBA MIPOUCXOAMT 3a
cYyeT 3HAYUTEJIbHOTO Tpeo0sanaHusl SAPOCOAEPXKAIIMX KIETOK
KpacHOTO POCTKa, a He 3a CYeT UX co3peBaHUsI U IuddepeHIIN-
poBku. Uner HakorieHue ¢opM, He CITIOCOOHBIX K nuddepeH-
LIMPOBKE, pa3pylLIAOIIMXCs B KOCTHOM MO3re, TO €CTh B 3HA4YM-
TEJILHOM Mepe oTMedaeTcsl Head(eKTUBHEIN 3puTporiod3. bosee
IIMPOKO Mo Hea((hEKTUBHBIM 3PUTPONI0330M TTOHUMAIOT HE TOJTb-
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KO TIPOLIECC BHYTPUKOCTHOMO3TOBOTO JIM3UCA SITPOCOAEPXKALINX
SPUTPOUIHBIX KJIETOK, HO U BBHIXOHA B MepubepUIECKYIO0 KPOBb
(YHKIIMOHAJIEHO HETTOJTHOLIEHHBIX 3PUTPOLIMTOB, aHEMHIO, OTCYT-
CTBUE PETUKYJIOLNTO3A.

CMepTh 0OJIBHOTO, HaxXOMASIIErocsl B 3aBUCMMOCTH OT TOCTO-
STHHBIX TeMOTpaHCy3Uii, OOBIYHO HACTyMaeT B TeUeHUe 2-To Je-
CATUJICTHUSI XXU3HU; JINIIIb HEMHOTHE W3 HUX IOXUBAIOT 10 3-TO
necsiTuieTust. I1o BbDKMBAGMOCTU BBIACJSIIOT TPU CTETIEHU TsI-
JKECTU TOMO3UTOTHOM P-TajmacceMuu: TSKETyl0, pa3BUBAIOIIYIO-
Csl C MEepBbIX MECSIIEB XU3HU pedeHKa 1 ObICTPO 3aKaHUYMBaIO-
IIyIOCSI ero THOedblo; XPOHMYECKYIO, Haubojiee dYacTo
BCTpevaronyiocst ¢opMmy 3aboyieBaHUSI, TP KOTOPOI IeTH IO-
JKMBAIOT 0 5-8 JIeT; JIETKyI0, TpU KOTOPOU OOJIbHBIC HOXUBAIOT
JI0 B3pOCJIOTO BO3pacTa.

2. TlpomexyrouHas tanaccemus (coueranme (3- u P'-my-
Taluu).

DTOT TepMUH OTHOCHUTCS K OOJIbHBIM, Y KOTOPBIX KJIWHU-
JecKue TpOosIBJIeHUsI 3a00JIeBaHUsS IO TSKECTH Ipoliecca 3a-
HUMAIOT TTPOMEXYTOUHOE ITOJIOKEHHUE MEXIy OOJBIION M Ma-
ol  ¢dopMaMu, OOBIYHO TIAlIMEHTHl HACJeAylOT JBe
P-TanacceMnueckue MyTallMu: OAHY CJIA0YIO0 U ONHY TSIKEIIYIO.
KiauHnyecku oTMevaroTcsl KelTyxa M yMepeHHasl CIUIeHOMe-
rajusi, ypoBeHb remorioouHa coctasisier 70-80 r/n. Otcyt-
CTBUE BBIpAXEHHOW aHEeMMM ITO3BOJISIET HE Mpuberatb K Io-
CTOSTHHBIM TeMOTpaHC(Y3UsIM, OJHAKO TpaHCcPy3MOHHAas
Tepanusl y HMX MOXET CIOCOOCTBOBAaTh IpPEeAyNpeXICHUIO
3aMETHBIX KOCMETUYECKHUX Je(EeKTOB M KOCTHBIX aHOMAJIUA.
Jaxe 06e3 perylIsIpHBIX TpaHC(yY3Uil B OpraHU3Me 3TUX OOJIb-
HBIX 3aJepP>XXUBAIOTCS OOJbIIME KOJMYEeCTBA Kejie3a, B CBSI3U C
yeM MOXET pa3BUBaATbCS remMocuaepo3. Yacto MosBIsAIOTCS
MOKAa3aHUS K CTUICHOKTOMMUMU.

BonbHble 00pa3yloT TeTepOreHHylo IPYyMIy: Y HEKOTOPBIX
HMMEIOTCSI TOMO3UTOTHBIE (DOPMBI 3a00I€BaHusI, APYTUEe — TeTe-
PO3UTOTHBIE HOCUTENIM TeHa TaJlaCCEMHM B COYETaHUU C T'eHaMu
JIPYTUX BapuaHTOB TajacceMuii (p, 5, Hb Lepore).

3. Manas tanaccemust (P'™-myTtanus).

Bo3HmkaeT Kak CleacTBUE €IMHMYHON pP-TajlacceMHUYeCcKOM

MYTallM1 TOJIBKO OIHOM XpOMOCOMBI U3 Taphl 11. DTo rerepos3u-
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rotHas hopMa p'-TajtacceMiI, COITPOBOKIAIOIIASICS JIETKOM aHe-
mueir (ypoBeHb TeMoIioorMHa B cpeqHeM Ha 20 r/J1 HIDKe BO3-
pacTHOIl HopMbI). B penkux ciydasx y pebeHKa-HOCHUTENSI TeHa
TaJlaCCEMUU U3MEHEHUSI B KPOBU OTCYTCTBYIOT — <«MOTYALLINIA
HOCUTENb». DPUTPOLUTHI Y GOJIbHBIX TUITOXPOMHBIE, MUKPOIII-
TapHble, UMEIOTCS TONKWIOLNTO3, OBAJIOLUTO3, 0a30(UIbHbIE
BKJIIOUEHHMS, B HEOOJBIIIOM KOJUYECTBE BCTPEUAIOTCS MMUIIICHE-
BUIHBbIE KIIETKU. MOXET yMEpEeHHO COKpAIAThCs MPOIOJIKMI-
TEJIBHOCTD XXU3HU SPUTPOLIUTOB, HO SIBHBIE MPU3HAKHY TeMOJIN3a,
Kak MpaBUJIO, OTCYTCTBYIOT.

JIaGopaTopHbie JaHHbIE

B remorpamme oOHapyXuMBaeTCsl TUIIOXPOMHAsI TUIleppereHepa-
TOpHAsl aHeMMSI Pa3IMYHOM CTEIEHM TSDKECTH. B THMIMYHBIX
CJIydasix 10 Hayajla KOPPEeKLMU aHEMHUM C ITOMOILBIO TeMOTpPaHC-
¢y3uii ypoBeHb remoryioonHa MeHee 50 r/na. Y OOJIbHBIX IIPO-
MEXYTOYHOI TajlacceMyer YpOBEHb TeMOIJIOOMHA O€3 reMOTpaHC-
dy3uH monmepxkvBaeTcs Ha ypoBHe 60-80 r/n. B maske KpoBu
0OHAPYXMBAIOT MIIIOXPOMUIO 3PUTPOIIUTOB, MUKPOLIUTO3, a TaK-
K€ MHOTOYMCJIEHHBIE IPUYYIIMBON (OpMBI (pparMeHTHUPO-
BallIbie TTOMKWJIOLIMTHI ¥ MUIIIEHEBUIHbBIE KIeTKU. B mepudepn-
YyecKOil KpOBM  OOHApyXHBAlOT OOJbBIIOE  KOJIUYECTBO
HOPMOIIUTOB (SIIPOCOAEPXKAIINX KJIETOK), OCOOEHHO ITOCJIE CHIe-
HIKTOMMUMU.

broxumMuJyecku BBISIBISIIOT HETIPSIMYIO THIIEPOUIMPYOMHEMMUIO;
MOBLIIIIEHNE YPOBHS CHIBOPOTOYHOTO Ke€jie3a B COYETAaHWU CO
CHIDKEHHEM KEJIE30CBSI3bIBAIOIIEH CITOCOOHOCTU CHIBOPOTKM.
[loBblIlIeH ypOBeHb JIAKTATACTUAPOreHA3bI, YTO OTpaxkaeT Head-
(EKTUBHOCTb 3PUTPOII0I3A.

XapakTepHOil OMOXMMMYECKON UYEPTOi SIBJISIETCS ITOBBIIIE-
HHE YpOBHS (peTaJIbHOTO IeMOINIOOMHA B 3PUTPOLIMTAX. YPO-
BeHb ero mnpesbiaetT 70 % B TeueHUE MEPBBIX JET XU3HH, OfI-
HaKoO I10 Mepe pocTa pedeHKa OH HAYMHAET CHIXKAThCSI. YPOBEHb
reMorioonHa A, coctaBisieT ipuMepHo 3 %, OMHAKO OTHOIIIE-
Hue HbA, x HbA 3HauutenbHO yBenauuuBaercs. Y OOJbHBIX
MaJioii Tamaccemuen yposeHb HbF mosbiien mo 2—6 %, ypo-
BeHb HDBA, noBeimien go 3,4-7 %, 4to mMmeeT TMarHOCTUIECKOe
3HAUYEHNE; Y HEKOTOPHIX OOJbHBIX MMEETCS HOPMAaJIbHBINA ypO-
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BeHb HBA, u ypoBenp HbF B mpemenax 15-20 % (tax Ha3bI-
BaeMblii BapuaHT (38-TajlacceMun ¢ BBICOKMM YpOBHEM (heTajib-
HOTO TeMOTIJIOOMHA).

JnddepeHnmaibHblii IMArHO3

JuddepeHIMATbHBIA AUATHO3 TIPOBOAUTCS, TPEXIE BCEro, C
Xene3one(PUIUTHON aHeMUel, B psiie CyyaeB MCKITIOYAIOT CH-
JIepoaxpecTUIecKre aHeMUU.

a-Taaaccemus

Oro rpymma 3abojieBaHnii, pacipocTpaHeHHBIX B FOro-Boctou-
Hoil Asun, Kurtae, Adppuke, CpenmzeMHOMOphe. JIBe ITOUTH
WIEHTUYHbIC KOMWM TeHa a-IJIOOMHA HaxXOISTCS Ha XPOMOCO-
Me 16. B 80—85 % ciyyaeB a-TalacceMUM MPOUCXOIUT TIOTe-
P OMHOTO WM HECKOJIBKMX M3 3THX YEThIpeX T'e€HOB. Y OC-
TalIbHBIX OOJNIBHBIX OSTU TEHBl COXPaHSIIOTCI, HO He
¢yHKUIMOHMPYIOT. KimHMYecKue IpOsBICHUS a-TajacCeMuu
KOPPEJMPYIOT CO CTEeTEHbIO HapyIIeHMSI CHUHTe3a a-TJI0OMHO-
BOM IIENM, OJHAKO OHM OOBIYHO BBHIPAXKEHHI ciabee, YyeM IIpu
P-tamaccemun. D10 CBSI3aHO, BO-IIEPBBIX, C TEM, YTO HAJU4Ue
YeThIpeX a-IIIOOMHOBBIX TE€HOB CIIOCOOCTBYEeT OOpa30BaHUIO
afeKBaTHOTO KOJIMYECTBA a-IIeIei 10 TeX Iop, IoKa He yTpa-
YMBAIOTCS TPU WIM YeThIpe TeHa. 3HAYMTEIbHBIN AucOaaaHC
TeMOITIOOMHOBBIX IIeTIeli BOZHMKAET TOJBKO B TOM Clydae, €CIu
MopaxkalTcs TpyU M3 4YeThlpeX T'eHOB. Bo-BTOpHIX, arperartsl
P-uieneit (Pj-teTpamepbl 00pa3yloTcsl HpW HEIOCTaTOUHOCTH
a-uenei) Oosiee pacTBOPUMBI, YEM a,-T€TPaMEpPbl, U MOITOMY
Iaxe y OOJNBHBIX C CYIIECTBEHHO HApYIIEHHBIM CHHTE30M
a-mIo0MHa TP a-TajlaCCeMMM TeMOJIM3 TOopas3no ciiabee, a dpUT-
portoa3 bosiee apdekTBeH, YeM Ipu P-Tamaccemun.
DopMbI a-TalaCCEMUU:
1. Manas a-TamaccemMust

1) mamas a-tajmaccemusi-1 (HOCHUTEIBCTBO IeHa) —
00ycJIOBIIeHa MOTepeil IByX a-TJIOOMHOBBIX T€HOB
Ha OOHOM M TOM Xe XpoMocome (1mc-copma);
BcTpevaeTcs y xurenieit Asun, CpeIr3eMHOMOPHSI.
Y Hocuteneii 0GHApPYXUBAIOT YMEPEHHYIO THIIO-
XPOMHYIO aHEMHUIO, YMEPEHHbBIN pPEeTUKYJIOINUTO3,
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aHU30- U TOWKWJIOLIUTO3 3PUTPOILIUTOB, MOJIUXPO-
mas3uo. B mepuon HoBopoxmeHHoe™ y Hocure-
neit ooHapyxuBaeTcs 6-11 % Hb bapra, y B3poc-
JIBIX HOCUTeJIell TaTOJIOTMYECKUX TI'eMOIIOOMHOB
(tuma HbH 1 Hb Bbapta) He omnpenensercs. Ko-
smuectso HbA, u Hb F B npenenax HopMbl win
cjlerka CHUXKEHO.
2) manas a-tajacceMusi-2 (OECCUMITTOMHOE HOCUTEIb-
CTBO) — 0O0ycJIoBJieHa MOoTepei ABYX a-IJIOOMHO-
BbIX T€HOB Ha pa3HbIX XxpoMocoMax (TpaHc-dop-
Mma). Bcrpewaercs y kuteneir Aszuu, ApuUKH,
CpenuzeMHoOMOpbs. ['eMaTonornyeckue mokasate-
JI1 He OTJIMYAIOTCS OT HOPMBbI; KJIMHUYECKUX TMPO-
sIBJIeHUI HeT. B mepuone HOBOPOXKIEHHOCTH OMpe-
JIeJIsieTCs TOBbIIIeHHOe KonmdyectBo Hb bapra —
0,8-5 %. Y B3poCHBIX ¢ a-TajacceMueli-2 MaToio-
rmueckue ppakunn HbH u Hb bapra He o6Hapy-
xuBatotcd, copgepxanne HbA, m HbF B HopMme.
I'emornmoovHonatust H — BO3HUMKAET BCIEACTBUE YT-
patbl UAU AUCGHYHKIIMM Tpex a-IIOOMHOBBIX TEHOB.
Knunuyeckass KapTuHa Takas XKe Kak Mpu ITPOMEXKyToY-
Hoil popme P-tamaccemun. 3abGojieBaHHE IIPOSIBIISICTCS
K KOHIIy MepBOro roua XXU3HU YMEPEHHON XpOHWYECKOM
remoutyeckoit aHemueit (Hb 80-90 r/n); Ha doHe uH-
TEPKYPPEHTHBIX 3a00JieBaHUIl WM TpU MpUeMe JieKap-
CTBEHHBIX IpernapaToB MOTYT Pa3BMBATbCS TEMOJUTUYEC-
KHe KpU3bl C IaleHeM YpOBHS remorioonHa no 40 r/i,
TpeOyrolme reMoTpaHcdy3uii. Moryr oTMedarbesl OTCTa-
BaHUEe B (DU3MUYECKOM DPa3BUTHUM, MOHTOJOWAHBIA THII
JIMIIa, KeaTyxa, renarocrjieHoMeranusi. B aHanmzax kpo-
BU — TUIOXPOMHAsI aHEMUSI, PETUKYJIOILMTO3, MUKPOLIU-
TO3, aHU30- U TTOUKUJIOIMTO3, MUILIEHEBUAHBIE IPUTPO-
HuThl. boabmMHCTBO 3puTpounToB comepxuT HDH,
KOTOPBI IpencrasisgeT coboi P,-terpamepsl, obpasyro-
1IMecsl pY U30BITKE p-1IeTeid, U BBISIBJSIETCS MPU dJIeK-
Tpodopese B reje Kak Hanbojee NOoIBYXKHAs (ppaKIIus.
HbH npemunutupyeT B OCHOBHOM B 3peJIbIX 3PUTPO-
LIUTaX, YTO COIPOBOXKAAETCS YMEPEHHON TeMOJIUTHYeC-
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Koit aHemueit. Ilpu snmexTpodope3e reMorioomHa ypo-
Benb HbH cocraBnsger 5-30 %. OmnpenpensieTcsl Takke
Hb bapra B pasznuuyHbix KoaudecTBax. ConaepxkaHue
HbA, camxeno, HbF — B HOpMaJIbHBIX KOJIMYECTBax
WM cJierka TmoBbimeHo (1o 3 %).

.. Cungpom BomsgHku 1moma ¢ Hb bapra — 310 Hambo-

Jiee TsoKesast popMa cc-TajlacCeMMM, OOYCJIOBJICHHAs TO-
MO3UTOTHOM a-Tajlaccemueii-1 (ImopakeHBI Bce YEThIpE
reHa, IT0 JBa Ha KaXIOW XpOMOCOME) M, TaKUM 00pa3oM,
He Tpoayuupyercsl (QYHKIMOHAJIbHBIA TreMOITIOOMH, 3a
HCKJTFOUCHUEM SMOPHOHAIBHON CTaInM, Ha KOTOPOH CHH-
Te3UpyIOTCs a-TomooHble “-Henu. CBoOOTHBIN (3-II00MH
obpasyet TeTpaMmepbl, HaseiBacMble Hb bapra, obmamaro-
IIMe OYeHb BBICOKMM CpoACcTBOoM K Kuciopoxy. Hb Bbapra
HE BBICBOOOXIACT TeMOITIOOMH B TKaHM IUIONa, M3-3a
Yero BO3HUKAIOT TKaHeBasl ac(PUKCHUSI, OTeK, 3acTOiHas
cepleyHasi HeIOCTaTOYHOCTh M HaOMIomaeTCsT KIMHUYEC-
Kasi KapThuHa BonsgHKHU Iioga. Hb bapra BcTpeuaetcs
MOYTU UCKIIOUUTENbHO y Xwuteneir FOro-BocTouHoii
A3nH, Yy KOTOPBIX HaOMomaeTcsl IMperuMYyIIeCTBEHHO IIMC-
JleJIeLMsI OC-TJIOOMHOBBIX TeHOB. JleTH ¢ BOASIHKOM ILIO-
Jla HEXXM3HECITOCOOHBI, CMEPTh HACTyMaeT OO in utero,
MO0 B TIepBBIC Yachkl XXKU3HU. IIpu ocMoTpe 11om Onen-
HBII, OTEYHBIM, C MAaCCMBHOW M PBIXJION ILIALIEHTOMN.
Bunnel metexun Ha koxe. MMmerorcst meeKThl pa3BUTHS
nerkux. Cepalle yBeJIMYEHO, BbIpaxkeHa TUIEpTpOdusI
00oMx XKeaymodykoB. BuioukoBast Kejie3a yBeJIMUcHA.
VBenmmueHne mnedyeHu Oojiee BBIPAXKEHO, YeM CEJIC3CHKU.
OnpenensioTcss acLMT, BBIIOT B IIJIEBpE W IEepUKapie,
4yacTo HeOomyllleHue SIMYeK W TMHocnanus. B pa3inyHbIx
TKaHSIX M opraHax OOHapyXMBalOTCS OTJIOXEHHUS IeMO-
culiepuHa BCJEICTBUE TSDKEJIOTO TeMoju3a y IuIofa.
VYpoBeHb o61Iero remorioouHa cocrasiser 30-100 r/i.
CocraB remoroouta: Hb bapra 70-100 % co cnemamu
Hb Portland; HbH, HbA, HbA,, HbF orcyrcrsyror.
B kxpoBu peskas spUTpOOGIACTEMMSI C TMIIOXPOMHBIMU
MaKpOLIMTAMM, MUILEHEBUAHbBIE KJIETKHU, BBIpaXKeHHBIE
AHU30- U TIOUKUJIOLIUTO3.



Hacaedcmeennoe nepcucmuposanue
demaavnoco 2emocaobuna

XapakTepusyeTcsi BBICOKMM YpoBHeM HopMaibHoro HbF
0e3 Kakux Obl TO HU ObLIO Apyrux aHoManuii. OOyciaoBIEHO
TEHETUYECKOU AesIelueil, B pe3yabTaTe KOTOPO HapylIaeTcs
CMOCOOHOCTh OCYIIECTBIISATh MOCJE POXICHUST pebeHKa Tepe-
BOJl CHHTE3a y-1IeTe Ha CUHTe3 p-lLieneil. Yamie Bcero BcTpe-
YaeTcd y JIUI HETPOUTHOU pachl, WUTAIBSIHIEB U TPEKOB.
VY rerepo3urotHeix Jul ypoBeHb HbF coctaBnster 15-30 %,
Y TOMO3UTOTHBIX JIUI] TEMOTJIOOMH TOJHOCTBIO TMPENCTABIEH
HbF, onHako KIMHWYEeCKU 3HaYMMasi aHEMUST WK KaKue-a1u0o
TeMaTOJIOTUYECKHE TPOSIBICHUSI HE OOHapyXwBawoTcs. Pas-
HOMEPHO paCHpeeICHHBIE CPENUW TOMYJSIINU 3PUTPOLIUTOB
6onbinre kKonmyectBa HbF mpemsarcTByroT mpolieccy «cepm-
JIEH WS>,

MpuoOpeTeHHble reMonnuTUYecKue
aHeMum

DTo TeTeporeHHas IpyIina reMOJIUTUYECKUX aHeMUIA, BO3HUKA-
IOLIMX TOA BIMSIHHMEM ILIeJIOro psida (haKTOpoB, OOMIamaloLInX
CITOCOOHOCTHIO MOBPEXIATh SPUTPOLIMTEI U BHI3BIBAThH IPEXKIE-
BPEMEHHOE UX pa3pylleHue.

Knaccudpukauusa npmodpeTeHHbIX
reMonuTuyecknux anemun [MoenoscoH J1. ., 1975]

I. TeMonuTUYyecKue aHEMUY, CBSI3aHHbIE C BO3NEHCTBUEM aHTH-
TeJl.
1. I3oMMMyHHbBIE TeMOJIUTUYECKUE aHeMUU
1) remonmuTdeckass 00Jie3Hb HOBOPOXKIEHHBIX
2) mocTTpaHCc(hy3MOHHbIE TeMOJIUTUYECKIE aHEMUH

2. AyTOMMMYHHBIC TEMOJIUTUICCKIIE aHEMWH C aHTHUTEa-
MU TIPOTHB aHTUTCHOB 3PUTPOIIMTOB TepHepHIecKO
KpOBU
1) aHeMuH, CBS3aHHBIC C HETIOJHBIMH TETUTOBBIMU ar-
TTFOTUHUHAMM
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WIMONaTUIECKUE

CHMITTOMATUYECKE y OOJIbHBIX XPOHUYECKUM JIM-
GoJIeiiKo30M, OCTPBIM JIEMKO30M, XPOHH-YECKIM
MMEIIONIEeKO30M, MUeI0(hrOpo30M, JTuMborpa-
HYJIEMAaTOo30M, MMEJIOMHOM 00JIC3HBIO,
CUCTEMHOM KpPAaCHOU BOJIYAHKOM, TMIIOraMmmar-
JIOOyNMMHeMMel, Hecnen(pUIECKUM SI3BEHHBIM
KOJIUTOM, CBSI3aHHBIE C TIPUMEHEHUEM JIEKApCTB
(meHUUWILIVH, 11e(haJoCIOpUHBI, METHIA0(A)

2) aHEeMUHU, CBSI3aHHBIE C TETUIOBBIMM T€MOJIM3MHAMM:

WIMOIIaTUIECKIe

CHMITOMATUYECKME Y OOJIBHBIX MUEI0(pUOpO30M,
XPOHUYECKUM JTUM(OJIEHKO30M

3) aHemuu, CBSI3aHHBIC C ITOJHBIMU XOJIOMIOBBIMU aIT-

JIIOTUHUHAMM:

a) mauonarnyeckas (XOJIOmOBasl TeMarrIIOTUHIHO-
Bast 0OJIE3HB)

0) cuMITOMaTUYECKKe y OOJIbHBIX BUPYCHOM ITHEB-
MOHMeN, MH(PEKITMOHHBIM MOHOHYKJIEO30M, PETH-
KYJIOCapKOMOI, XPOHMYECKUM TeaTUTOM

4) aHemuu, CBsSI3aHHBIE C ABYX(ha3HBIMU XOJIOMOBHIMU
reMoym3uHaMM Tura Jlonara —JlanmmreitHepa (1a-

POKCHU3MallbHasI XOJIOMOBasi TeMOITIO0MHYPHS):

a) uauoraTudecKast

0) cuMmTOMaTMYecKas y OOJIbHBIX CHU(PUIMCOM

3. AYTOMMMYHHBIE TEMOJIUTHYECKNE aHEMNH C aHTHTeNa-"
MM NPOTUB aHTUT€HA HOPMOLIMTOB KOCTHOTO MO3ra
1) uanonaruyeckas
2) BpoxneHHas, turl biekdena — JlaiimoHma
3) cuMIITOMaTUYeCKre Y OOJIbHBIX TUMOMOM, XpOHU-
YeCKUM JTUM(OJIEKO30M, OCTPBIM JIEIKO30M, JIMM-
¢orpaHyaemMaTo30M, CUCTEMHON KpacHOI BOYaH-
KOM.

II. I'emonuTMyecKre aHEMMM, CBSI3aHHBIE C M3MEHEHUEM
CTPYKTYpBI MeMOpaH, OOYCJIOBIIEHHBIE COMATUIECKON My-
Taluen.

Bbone3ns Mapkuadapsl — Mukenu (ITapoKCH3Maib-
Has HOYHAasl TeMOIJIOOMHYPHS)
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I11. I'emonuTHMYeCKME aHEMUH, CBSI3aHHbIE C MEXaHUYECKUM
MOBpEXAEHUEM O0O0JOUYKU SPUTPOLIUTOB.
1. AHemMuH, 0OyCITOBJICHHBIE pa3pyllleHUEM SPUTPOIINTOB
MpY CONMPUKOCHOBEHUM UX C IIPOTE30M KJIallaHOB cepala
WY TIEPEropoaKu
2. MapmieBass TeMOTJIOONHYPHST
3. MuKpoaHTHOTIaTHIeCKIIe TEMOJTUTHUECKIEe aHEMUN
1) TpoMOOTHYECKas: TPOMOOIIMTOIIEHUYECKAsI ITypIIypa
2) TEMOJIUTUKO-YPEMUUYECKHIT CUHAPOM
3) aHemusi, OOyCJIOBIIEHHAsI 3JI0KaYeCTBEHHOI THIIEp-
TEH3UEN
4) aHemusi, OOYCJIOBJICHHASI OITyXOJIbIO COCYIOB
5) reMonMTHYECKas aHEMUSI TIPU CIICHOMETaTHSIX
IV. I'emomuTyeckue aHeMUU, CBSI3aHHbIE C XMUMUYECKUM TI0-
BpEeXIEHUEM 3PUTPOLIMTOB.
1. Ilpu Bo3meiicTBMM CBMHIIA W IPYTUX TSTKEIBIX METall-
JIOB
2. Tlpu oTpaBaeHNN KHCITIOTaMA
3. Ilpu BO3IEICTBNM OPraHWMYECKUX TEMOJIMTHUUCCKIX SITOB

4. T1pu N30BITOYHOM TIPUEME AJTKOTOJISI U TTOPAXKEHHUU Tie-

YeHU
V. I'emommutdeckrie aHeMUH, OOYCIIOBIEHHBIE HEIOCTATKOM
BUTAMMHOB (neduuut Butammaa E m npyrux).
VI. I'emMomTaeckne aHeMnH, OOYCJIOBJIEHHBIE pa3pyIlIeHN-
€M 3PUTPOLIMTOB Mapa3suToM (Majspus).

MMMYyHHble reMOoIMTUYeckne aHemMum
(UrA)

HUI'A — 5710 rereporeHHas rpymmna 3abojeBaHMA, TPU KOTO-
PBIX KJIETKM KPOBM WJIM KOCTHOTO MO3Tra pa3pyllaloTcs aHTH-
TeJaMU WM CEHCUOMIN3UPOBAHHBIMU JTUM(OLIMTAMU, HaIIpaB-
JICHHBIMM TIPOTUB COOCTBEHHBIX HEM3MEHEHHBIX aHTUICHOB.

B 3aBucCMMOCTHM OT IpUpPOIBI AaHTUTEJ BHIICISIOT 4 BapraHTa
WTI'A: autonMMyHHBIE (M30MMMYHHBIE), TPAHCUMMYHHEIE, TeTe-
POMMMYHHBIE (TalITCHOBEIE), ayTOMMMYHHBIE.
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I/I3OI/IMMYHHI)IG TCMOJIUTUYCCKUEC aHCMUU

OtMmeyaloTcs B Clydasix aHTUTCHHON HECOBMECTUMOCTH T€HOB
Martepyd W IUiofa (reMoJuThYecKasi 0oJie3Hb HOBOPOKICHHBIX)
WIA TIpY TIOMaJaHUM HECOBMECTUMBIX IO TPYIITIOBBIM aHTUTE-
HaM 3PUTPOLIMTOB (IIepeIMBaHNE HECOBMECTMMOM KPOBH), UYTO
MPUBOANT K PeaKlMU CHIBOPOTKH JIOHOpA C SPUTPOIIUTAMU pe-
LUIIMEHTA.

I'emomuTrueckast 6osne3Hp HoBopoxkneHHbIX (I'BH) yarie Bee-
IO CBs3aHa C HECOBMECTMMOCTBbIO KPOBM MaTepyd M IUIOAA TIO
aaTureHy RhD, pexe mo anturenam ABO, elrie pexxe 1o aHTHTE-
Ham ¢, C, Kell u apyrum. AHTUTENA, TPOHUKAIOIIME Yepe3 Tuia-
LIEHTY, (DUKCUPYIOTCS Ha 9PUTPOLIMTAX TUIONA U 3aTeM DJIMMMHU-
pytotcss Makpodaramu. Pa3zBuBaeTcsi BHYTPUKICTOUYHBIN TEMOJIN3
¢ 00pa3zoBaHMEM HeTpsIMOTo OMmpyonHa, TokermaHoro mist LTHC,
C KOMIIEHCATOPHBIM 3PHTPO0JIACTO30M, OOpa30BaHMEM 2KCTpa-
MEIYJUISIPHBIX O4aroB KPOBETBOPEHUS.

MMMmyHM3a1ms Matepy TIPOUCXOAUT B pe3ysIbTaTe KPOBOTE-
YeHNs OT Marepy K Iuomy B oobeMe 0,25 Mir M Oonblle, He
MeHee 4eM B 15 "o cllydaeB IEpBBIX POIOB Y Pe3yC-OTPULIATEIb-
Hbix Matepeii. Yactora 'BH yBennuuBaeTcsl npu akylepCKUX
BMeIIATeIbCTBAX U MAaTOJIOTMH TUIalieHThl. [10BTOpHBIE pOIbI, OCO-
OEHHO C KOPOTKMM HMHTEPBAJIOM MEXIy MMMYHU3UPYIOIIEH 1
crenyoleil 6epeMeHHOCTBIO, a TakKe IPEeIIIecTBYIore adbop-
THI IIPM OTHOCHUTEJILHO O0bImMX cpokax (10-14 Hem) yBenuuu-
BalOT BEPOSITHOCTh CEHCUOMIM3AIMU U, CJIENOBATEIbHO, pa3BH-
THSI TEMOJUTUYECKON Oojie3HM. 3alIuTHBIM OddeKT 1o
OTHOILIEHUIO K Pe3yc-KOH(MIMUKTY OKa3bIBaeT HECOBMECTUMOCTD
KpoBM MaTepu u 1uioma o ABO-cucreme BciencTBUe IECTPyK-
M eTanbHBIX KJIETOK MAaTePUHCKMMU aHTUTEIaMU K A- U
B-aHTureHam.

K Mepam mpodmiiakTuku pe3yc-ceHCUOMIN3aluy OTHOCHUT-
csl oTpefielieHre aHTUPE3YCHBIX aHTUTE) Y CEHCUOMIN3UPOBaH-
HOM KEHIIUHBI B TMHAMKKe 6epeMeHHOoCTH Ha 20-i1, 28-i1 u 36-i
HemelsIX U BO BpeMsI POIOB. DTO HEOOXOAMMO JIST PEIICHMS
BOIIpOCa O MPOGIIAKTUIECKOM BBEICHUM aHTUPE3yC-MMMYHO-
mooynmuHa — aHTiiD-IgG — mocire pogoB. B ciydasx pucka
BHYTPUYTPOOHOTO IMOpaKeHUs Iutona (TUTp aHTUTenl Ooyee 1:8
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B HempsiMoli mpobe KymOca) rmokaszaH aMHMOLIEHTE3 ¢ Ompe/e-
JICHUEM colepxKaHHUsl OMIUpYyOMHA M TOCISAYIOLINM BBIOOPOM
TaKTUKU BeleHUsI. DDOEKTUBHBIM SIBISCTCS BBEACHUE CCHCH-
ounusupoBaHHoi xeHiyHe aHTiiD-IgG Ha 28—36-if Hemesax
OEpPEMEHHOCTHU.

HaunGonee mepcrneKTUBHBIM SIBJISIETCS TPO(UIaKTUIECKOE
BBegeHue aHTUO-IgG B mo3e 200-500 mMkr B miepBblie 36-
72 4 mocae ponos. Ilpu 3ToM HabIIOmAaeTCs MOmaBICHUE TIPO-
IYKIIMA CIe(UIeCKUX aHTUTE MpU MOBTOPHOI OepeMEHHO-
ctu, cHrkeHue yactothl ' BH Gosee yem Ha 10 %. IlokazaHuem
IS BBEACHUS MMMYHOIJIOOYJIMHA SIBJISIETCS POXAEHUE Y pe-
3yC-OTPULIATEJILHON MEPBOPOISILIECHA KEHIUUHBI PE3YC-TTOJI0KU-
TeJIbHOTO pebeHKa, COBMECTUMOTO C KPOBbIO MaTepy IO CUCTe-
Me ABO.

TpaHCI/IMMYHHaH TEMOJINTYCCKAasA aHEMUA

OOycioB/ieHa TpaHCIUIALlGHTApHOM Tiepenaueii aHTUTENI OT Ma-
TEPEN, CTPANAIOIIMX AYyTOMMMYHHBIMU TE€MOJUTUYECKUMU aHEe-
MUAMUM, aHTUTEJIAa HaAIIpaBJICHBI IIPOTHUB OGLL[GFO AHTUTCHA SpUT-
POLIMTOB Kak maTepu, Tak U pedeHka. TpancummyHHas T'A 'y
HOBOPOXIEHHBIX TPeOyeT CUCTEeMaTHMYeCKOIo JIEYEHUs C yde-
TOM Tiepuona Tojypacnana MarepuHckux aHturen (IgG) B
28 nHeil. IlpuMeHeHVE TTIOKOKOPTUKOMIOB HE IMOKa3aHO.

FGTCDOHMMYHHB}I TEMOJIUTNYCCKAsA aHEMU

Cpsi3aHa ¢ ¢ukcanueid Ha MOBEPXHOCTU IPUTPOLUTA TarTe-
Ha JIEKapCTBEHHOI'0, BUPYCHOTO, 0AKTepUATIBHOTO MPOUCXOXK-
JEeHUSI. DPUTPOLUT SIBJISICTCS CIyYaiiHOM KJIETKON-MMIIIEHBIO,
Ha KOTOpOI TPOMCXOAMT peaklMsl ranTeH-aHTUTeao (opra-
HM3M BbIpabaThIBaE€T aHTUTEJA MPOTUB <«UyKUX» AHTUTEHOB).
B 20 % cnyyaeB npu MMMYHHOM TIe€MOJIM3€ MOXET OBITb
BBISIBJIEHA POJIb JIEKAPCTBEHHBIX IIpernapaToB. Psa jgekapcTs,
TaKuX KaK MEHULWUIMH U 11edaaoCcmopuHbl, IPUKPEIUISEeTCS
K MeMOpaHe 3pUTPOLIMTAa, MEHSs MPU 3TOM €ro aHTUTEeHHBbIE
CBOICTBA, YTO MPUBOIUT K BbIPAOOTKE aHTUTEJ, HaIlpaBJeH-
HBIX TIPOTUB KOMILJIEKCa 3PUTPOLIMT —JI€KapCTBEHHbIN Mperna-
pat. Ipyrue JieKapCTBeHHbIE MpernapaTbl, TaKue Kak ¢heHa-
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netnH, cynbanunamuasl, TerpaunkianH, [TACK, m3onmasmn,
TUAPOXJIOPTHA3HI, XWHWUH U XWHUIWUH, OOpa3yloT TpPOWHBIE
nMMyHHbIe KomIuiekcol (Fab-dparment IgG — mpemapatr —
0eJJoK MeMOpaHbl 3PUTPOLIMTA), BBI3BIBAIOIINE pa3pyllIeHUe
SpUTPOIIUTA. AHTUTENIO W JIEKAPCTBEHHBIN ITperapaT o0pas3yioT
WMMYHHBIE KOMILIEKCHI, CBSI3BIBAIOIIMECS HECTIEHIU(PUISCKU C
OenkaMyu MeMOpaHBl 2PUTPOLIMTOB, M AKTUBHUPYIOT KOMILIE-
MEHT. AHTUTEJIO HAaINpaBJeHO KaK IPOTUB JIeKapCTBEHHOTO
mnpernapara, Tak W IPOTUB MeMOpaHHOro Oenka. Aybgha-Me-
TUJIIOMNA, JieBomoNa, MpoKanHaMua, uoynpodeH, AIMKIodeHak,
THOPUIU3UH, a-UHTepP(EPOH BBLI3LIBAIOT OOpa30BaHUE AHTU-
TeJI, HaIpaBJIEHHBIX MPOTUB MeMOpaHbl OEJIKOB 3pUTPOIIUTA,
a He NPOTUB JICKAPCTBEHHOIO Ipernapara. YCTaHOBJIEHO, UTO
MOJIOKUTEbHAS TIpsiMast mpobda KymbGca Habmiomaercs y 10—
20 % OGONBHBIX, MOJYYAIOIIUX OC-MCTWIIONY, HO T'eéMOJIHU3 OT-
MeyvaeTcs TONbKO Yy 2—5 %. lledanoTuH BbI3BIBAaCT HeCHEIM-
¢drdeckoe cBI3bIBaHME OEKOB IIa3Mbl (BKiodast IgG, Oenkm
KOMILIEMeHTa, TpaHcGheppuH, anbOyMUH M (UOPUHOIECH) C
spuTponuTapHoii MemopaHoi. IIpoda KymOca momoXuTenb-
Ha, HO TeMOJiu3 ObIBaeT PEIKo.

I'erepommmyHHBIe ['A OM3KM TT0 KIIMHWYECKONW KapTHUHE K
ayTOUMMYHHBIM ['A ¢ HEIMOJHBIMUA TETUIOBBIMU arTIIOTMHUHA-
mu. Ilporuos GjarompusiteH, Jie9eOHBIN 3G HEKT JOCTUTACTCS
SIMMUHALIMEN TanTeHa, HarpuMep, OTMEHOM JIEKapCTBEHHOTO TIpe-
rmapara, caHanueil nHpekuuu. [IpuMeHeHNe TIIIOKOKOPTUKOU-
JIOB BO3MOXHO U OOYCJIOBJIEHO TSDKECThbIO aHeMuU. [eMoTrpaHc-
(dy3uoHHas Tepanusi He IIOKa3aHa B CBSI3U C TIXKECTHIO
M30MMMYHU3AIUN.

AyTOMMMYHHBIE TremojauTuyeckue aHemuun (ATA)

I1pn nanHom BapmanTe I'A B opranm3me OOJIBHOTO BBIpadaThIBa-
I0TCA aHTWTEJa, HaIpaBJeHHBIC MPOTUB COOCTBEHHBIX HEU3MeE-
HEHHBIX aHTUTCHOB 3PUTPOLUTOB. BcTpewarorcss B 11060M BO3-
pacre.

B 3aBHCHMOCTM OT KJIETOUHOI HANpaBIEHHOCTH aHTUTEN BbI-
nensior AIA ¢ aHTUTeJIaMM K aHTUTEHY 3PUTPOKAPUOLIMTOB KO-
cTHoro mosra 1 AIA ¢ aHTUTeJlaMM K aHTUTEHY 3PUTPOLIUTOB
repudeprueCcKOil KPOBH.
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AT'A, compoBoXAalole OCHOBHON MaTOJOTUYECKUM IIpo-
necc — aumdonpoaudepaTuBHble 3a001eBaHus ( XPOHUYEC-
Kuii 1uMoneiiko3, TumM@poMy), CUICTEMHBIC 3a0071€BaHNS COCIM-
HUTEJIbHON TKaHU (CUCTEMHYIO KpPacHYIO BOJYaHKY, aHTUGOC-
GoIUNUAHBINA CUHIPOM) WJIX UIMMY HO IIe(PULIUTHBIEC COCTOSTHUSI,
paccMaTpuBalOTCSI B KauyeCTBE BTOPUYHBIX WJIM CUMIITOMATHU-
yeckux. Ecnu mpuymHy BO3HUKHOBeHUSI AIA yCTaHOBUTH He
yIaeTcsi, TOBOPST 00 mauonaTudeckoit AlA.

AT'A ¢ aHTUTENIaMU K aHTUTeHY SpUTPOLIMTOB Tepudepruyec-
KO KPOBU Ha OCHOBAaHUU CEPOJIOTMYECKON XapaKTEPUCTUKU aH-
TUTEN TIOAPA3NEISIOT HA aHEMUIO C HETIOJHBIMM TETUIOBBIMU ar-
[JIIOTUHUHAMM, C TIOJHBIMU XOJIOMOBBIMU arrilOTMHUHAMU, C
IBYX(pa3HBIMU T'€MOJM3UHAMMU.

ITaTorenes

AT'’A paccMaTpuBaroOTCs Kak CBOEOOpa3HBIC COCTOSIHUS «IMCHM-
MYHUTETa», CBSI3aHHbIE C NEe(PULIMTOM TUMYC-TIPOM3BOTHON MO-
MYJISIIUAUA KJIETOK-CYIPECCOpPOB, HapylIeHWEM KOOIMepalvu Kiie-
TOK B IIpoliecc€é MMMYHHOTO OTBETa W TOSIBJIEHUMEM KJIOHA
ayToarpecCUBHBIX MMMYHOLMTOB (TIpojiudepaliusi «Heseraib-
HOTo» KJIOHa MMMYHOJIOTMYECKH KOMITETEHTHBIX KJIETOK, yTpa-
TUBIIUX CIIOCOOHOCTh pacIio3HaBaTh COOCTBEHHBIE aHTUTEHBI).

VYMenblieHre ynciaa T-TuM@OILMTOB B KPOBU COIIPOBOXKIA-
eTcsl TOBBILIEHUMEM KoiuyecTBa B- u HyJeBbIX JUMQMOILIMTOB
nepudepuyeckoit KpoBu. OTCYTCTBHE DPETYIMPYIOLIETO BIIMSI-
HUs1 T-KJIeTOoK 0OYyCJIOBJMBAET TMOBBIIIEHHBI M OECKOHTPOJIb-
Hblii B-KJIETOYHBIT UMMYHHBII OTBET, C YeM CBSI3aHO ITOBBIIIIE-
HME YPOBHSI UMMYHOIJIOOYJIMHOB B CHIBOPOTKE KPOBU OOJIbHBIX.
OOHapyXeHMe Ha TTOBEPXHOCTU KJIETOK-MUIIIEHEH MMMYHOIJIO-
OYyJIMHOB MpPOIU(PEPUPYIONIETO Kjlacca CBUACTEIBCTBYET 00
ayToarpecCUBHOM XapakTepe 3abosieBaHMs. B peanuzanuu ayrto-
MMMYHHOW arpeccum y4acTBYIOT M JIpYTH€ MEXaHU3Mbl Hapy-
IIEHUST KJIETOYHOTO U TyMOpaJibHOTro (haKTOPOB UMMYHUTETA, O
YeM CBUIETEJbCTBYET IOBBIIICHUE JUM(POIUTOTOKCUYECKON U
CHMKEHUE KOMIUIEMEHTAapHOM aKTWBHOCTU CBHIBOPOTKU KpPOBU
OOJIbHBIX.

TeruioBble aHTUIPUTPOLIUTAPHBIE AaHTUTENA (MaKCHMAaJbHO
aKTUBHBI TIpU OOBIYHON TeMIIepaType Tejia) B OOJIBIIIMHCTBE CIIy-
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yaeB mnpenctaBiieHbl IgG (Bkimouas pa3Hble nonakiacchl 1gGl,
1gG2, IgG3, 1gG4), pexe IgA. XomonoBele aHTUTEIA (MaKCH-
MaJIbHO aKTMBHBI B XOJIOOOBOI cpele — MpH TemIieparype 4-
18 °C) orHocsaTca k IgM. [Byxda3Hblie reMonu3nHbl JloHata —
JlanmuireitHepa, BBISIBJISIIOIIMECS TpU  MapOKCU3MaIbHOM
XOJIOHOBOM remMornoouHypuu, seistorcs I1gG.

Pazpyuienue sputpountoB npu AI'A ocyllecTBIIsIETCSI B ce-
JIe3eHKE WJIM B CEJIE3¢HKE M IIeUeHM OMHOBpeMeHHO. Kpome
Toro, B-nmuMmdonunTel nepudeprdeckoit KpoBU, 0COOEHHO celie-
3€HKHU, CIIOCOOHBI B3aMMOACHCTBOBATh C COOCTBEHHBIMU 3PUT-
pouMTaMu. OTU JUMOOIUTHI OCYIICCTBIISIOT KUUICPHYIO (DyH-
KIMIO TI0 OTHOIICHMIO K CTapbhIM 3PUTPOLUTAM CO CPETHUM
CPOKOM XXM3HM, a0COpPOMPOBABIIMM MaKCUMAaIbHOE KOJINYECTBO
aHTHUTE.

OmnucaHo TpU OCHOBHBIX MexaHu3Mma remonu3a Tipu AlA:
daroMTUPOBAHNE MOHOIIUTAMHU-MaKpodaraMyu 3pUTPOIUTOB,
MOKPHITBIX aHTUTEJIAMM M/ WIM KOMIUIEMEHTOM; JIM3UC 3PUTPO-
LIMTOB, TTOKPHITHIX IgG, MOHOLIMTAMU-MaKpodaraMu; KOMIUIEMEHT-
OIIOCPEIOBAHHBIN JIN3KC.

JI1st pa3BUTHUS reMoJiu3a 3pUTPOLIMTOB, a0COPOMPOBABIIMX
IgG, HeoOXxomuMO B3aUMOACUCTBHE MaKpoaroB Cele3eHKU C
KJIETKOI, MOKPBITON aHTUTEeAaMU. TeMIbl AeCTPYKLUU KJIETOK
3aBHUCST OT YKMCJIa aHTUTEJI HA KJIETOYHOM MOBEPXHOCTU. AHTHU-
Tena IgM  BBI3BIBAIOT CTPYKTYPHBIE IIOBPEXIEHUSI MeMOpaH
SPUTPOLIMTOB, aKTUBUPYIOT C.-KOMIIOHEHT KOMILUIEMEHTA; KPO-
M€ TOTO, OHHM BBI3BIBAIOT arrIIOTMHAIIAIO SPUTPOILIMTOB.

AT'A, cBsi3aHHBIE C TEIJIOBBIMH AHTHTEJIAMH

KiuHuueckue nposiBiieHus 3a00JeBaHUsl OMMHAKOBBI KaK Mpu
WIVONATUYECKOM, TaK U MpU cuMnToMatndeckoil popmax. Ilo
KIMHIYECKOMY TEYCHUIO NMEIITCA Ha 2 rpynIsl. [lepBast rpyri-
na mpeacTaBjieHa OCTPbIM TPAaH3UTOPHBIM TUIIOM aHEMUU, KO-
TOopasi MPEUMYIIECTBEHHO OTMEYAaeTCsl y JEeTel pPaHHEro BO3-
pacTta M 9acTo MOSIBJISIETCS Mocie MHMEKINN, KaK IpaBUIIO,
pecnupaTopHOro Tpakra. KimHmdyecku 3Toi hopMe IIPUCYIITHI
NpU3HAKU BHYTpUCOCYAUCTOro remojmsa. Hauyano 3abosesa-
HUSI OCTPOE, COMPOBOXKIACTCS JIMXOPAAKOM, pPBOTOM, CI1abOCThIO,
TOJIOBOKPY>KEHUEM, MOSIBJIEHUEM OJIEMTHOCTA KOXHBIX ITOKPOBOB,
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MKTEPUIHOCTH, 0OJIEil B JKMBOTE U MOSICHULIE, TeMOITIOOMHYPHH.
Y 3T0i TpyINBl OOJMBHBIX KaKMX-JIMOO OCHOBHBIX CHMCTEMHBIX
3a0oJieBaHMII He HaOmomaeTcs. XapaKTepHBIMM 4epTaMu ISt
octpoii popMbl AIA SIBISIIOTCSI HEM3MEHHBIN OTBET Ha KOPTH-
KOCTePOMIHYIO Tepamnuio, HU3Kasl JeTaJbHOCTh U IIOJIHOE
BBI3IOPOBIICHNE B TeYeHHWE 2—3 MeC Mocjie Hayaja 3aboJieBa-
Hus. Drta ¢popma AI'A oOycioBIeHa TEIJIOBbIMUA IeMOJIM3UHA-
MH.

I[Ipu BTOpOM THUME HAOIIOMAETCS UIUTEIBHOE XPOHUYEC-
KO€ TeYeHHE C BeAYIIUM KIMHUYECKMM CHUHIPOMOM KEITYXU
M CIUIeHOMeTaauu. [1pu3Hakuy reMolin3a COXpaHsIIoTCS Ha IIpo-
TSDKEHUM MHOTHX MECSIIeB WM Jaxe JieT. YacTo BBISBISIOT-
Cs HapyUIEHUs CO CTOPOHBI APYTUX (hOPMEHHBIX JIEMEHTOB
KpoBu. OTBET Ha KOPTHMKOCTEPOUIHYIO Tepalvio BHIpa>keH B
pa3IMYHON CTeleHU U HeobOs3areeH. JIeTalbHOCTh COCTaBIsI-
et 10 % u yacTo cBsI3aHa ¢ TEYCHUEM OCHOBHOIO CHCTEMHOTIO
3a0oseBaHMus. DTa popma AI'A cBsI3aHA C TEMJIOBLIMM arrjio-
TUHUHAMU.

JIabopaTopHble JaHHbIE

Hnss ATA ¢ TemIoBBIMU aHTUTEJIAMU XapaKTepHa TsiKesas
aHeMusI, TPU KOTOPO TeMOIVIOOMH CHIDKAETCS IO YPOBHS HILKE
60 r/n. B mepudepudeckoii KpoBM OOHApYyKUBaOTCS chepo-
LIUTHI, KOTOpble (DOPMUPYIOTCS B pe3yjbTaTe ACHCTBUS Mak-
podaroB cenie3eHKM Ha MeMOpaHy 3PUTPOLIMTOB, ITOKPHITHIX aH-
tuTenamu. OTMedaeTcsl PeTUKYJIOIUTO3, MHOIIA MOSIBIISIOTCS
HOPMOIIUTHI (siApOocoaepxXaliue KjaeTKu). B HeKOoTophIX Ciy-
YyasiX IMepBOHAYAIbHO HU3KUU YPOBEHb PETUKYJIOIIUTOB CBUIIE-
TEJIBCTBYET 00 OCTPOTE ITpollecca, MpY KOTOPOM KOCTHBIM MO3T
ele TPOCTO HE YCIIeJ OTpeardpoBaTh Ha HEro WIM aHTUTENa
HaIpaBJICHbI TaKXXe W MPOTUB PETUKYJIOLUTOB (PEeIKO) U/Uan
y OOJBHBIX MOXET HMMEThb MECTO CONYTCTBYIOIIW AehuIIuT
donreBoil KMCIOTH WK XKeJie3a. YacTo oTMevaeTcs JIeMKOLM-
TO3 CO CABUTOM HEUTPOGUIOB IO MUEIOLIMTOB, PEXE BBISBIISI-
ercs JieiikoneHus. KonmyecTBo TpOMOOIUTOB JIMOO HE M3Me-
HgeTcsa, naubo HabmomaeTcss TpoMOouuTolneHuUss. B psae
CJIy4aeB BO3MOXKHO Pa3BUTHME MMMYHHOI MaHIIUTONCHUM. YPO-
BEHb TalTOIIOOMHA CHIKACTCS; MPU BBIPAKEHHOM BHYTPHCOCY-
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JIUCTOM KOMITOHEHTE TeéMOJIM3a TTOBBIIIAETCS YPOBEHb ILJIa3MEH-
Horo Hb,

PemaroimymMu B IMarHOCTUKE SIBJSIFOTCSI PE3YIbTaThl IIPSi-
Moit mpo6sl Kymb6ca, ocHOBaHHOI Ha OOHApyXXeHUM aHTUTE,
(GUKCUPOBAaHHBIX Ha MeMOpaHe 3pUTpOoLUTOB OosibHOrOo. Ilo-
JIOXKUTENIbHAs npsimMast pobda Kym6ca Habmomaercs B 70-80 %
ciaydaeB AIA ¢ TEIUIOBBIMM arrIlOTUHUHAMU. AKTUBHOCTb 3THX
aHTUTeNn npossisgercsa npu Temmeparype 37 "C («TenaoBbie»
arTJIIOTUHWHBI); OHU NMpuHamaiexatT K kinaccy IgG. ns npo-
SIBJICHUSI X aKTUBHOCTHM HE TpeOyeTcsl MPUCYTCTBUS KOMILIE-
MmeHTa, HO noakiaccel IgG — IgGl u IgG3 MoryT akTuBUpO-
BaTh KOMIUIEMeHT;, wuHorma komiieMeHT (C3d) Ttakxke
oOHapyxXuBaeTcsl Ha MemMOpaHe sputpouuTtoB. [Ipoda KymbGca
npyu TeMOJIM3UHOBBLIX (popmax AIA Hepeako ObIBacT OTpUlIa-
TenbHOU. OTpuuateabHas nmpoda KymbOca MoxkeT OBITH CBsI3a-
Ha C MajbIM KOJIMYECTBOM aHTUTEJ Ha IMOBEPXHOCTU KJIETKU
(oJ1s1 TIOJIOKUTEJIbHON peaklMU Ha MOBEPXHOCTU MeMOpaHbI
SPUTPOLIUTA JOJDKHO HaxXoauThcs He MeHee 250-500 mone-
kyn IgG) kak mpu MSITKOM Te4eHUU OOJIe3HU, TaK U MPU pe3-
KOM OOOCTpeHHM, KOraa Iocje T'eéMOJUTUYECKOro Kpu3a OKa-
3bIBAIOTCS pa3pyLICHHBIMU MHOTHUE SpUTPOLIUTHI. B HacTosiiee
BpeMsl pa3paboTaHbl UMMYHOGEPMEHTHBIII U pamuoOMMMYHO-
JIOTUYECKMIA METObI, MO3BOJISIONIME KOJINYESCTBEHHO Ompee-
JIATh aHTUIPUTPOLMTAPHBIE ayTOAHTHUTENAa U SIBJSIOMIAECS
OCHOBHBIM METOIOM B OMarHoctuke KymOc-oTpuiaTeabHbIX
ATA. cnonb3oBaHUe aHTU-Ig 1 aHTUKOMIUIEMEHTAPHBIX aH-
TUCBIBOPOTOK MO3BOJISIET ONPEASIUTh HAIMYME Ha MOBEPXHO-
CTH BPUTPOILIMTOB PA3TUUYHBIX KJIACCOB U TUIIOB Ig-KOMITOHEH-
TOoB KomruieMeHTa. Meron ELISA 1o3BojisieT MOHUTOPUPOBATh
YPOBEHb aHTUTEJ B Mpoliecce JICUSHUsI.

AT'A, cBsa3aHHble ¢ «XO0JOJOBBIMH» AHTHTEJAMH

DpUTpoLUTApHbIE aHTUTEJa, KOTOPbIe CTAHOBSITCSI Oojiee aK-
TUBHBIMU MPU HM3KOI TeMmIeparype Teljia, HNOJyYWIX Ha3BaHUe
«XO0JIONOBBIX» AHTUTEN. DTU aHTUTEIa OTHOCITCS K KJaccy
IgM, nns nposiBAeHUST UX aKTUBHOCTM HEOOXOAUMO IIPUCYT-
CTBUE KOMIUIeMeHTa, IgM aKTUBUPYIOT KOMIUIEMEHT B KOHEU-
HOCTSIX (KUCTM, CTOIBI), TIe TeMIlepaTypa HUKE, YeM B IpYy-
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TMX YacTsX Tejia; Kackajl peaklMii KOMITJIEMEHTa MpepbIiBaeT-
csl, KOTa 3pUTPOLUTHI TIEpeMelliatoTcsl B 0osiee TeTUTbie 30HbI
opranusma. Y 95 % 300pOBBIX JIIOAEH OOHAPYKMBAIOTCS €C-
TECTBEHHbBIEC XOJIOAOBBIC ArTJIOTUHUHBI B HU3KMX TUTpax (1:1,
1:8, 1:64). Ilpum Hamuuuu KpaiiHe BBICOKOTO THUTpPA «XOJO-
JIOBBIX» aHTUTEN TIPU MEPEOXJaXKIeHUM OOJBHOTO MOTYT pas-
BUTBCSI TSIKEJbIE SMU30/bl BHYTPUCOCYAUCTOTO TeMoju3a C
reMOrJIOOMHEMUEN U TeMOIIOOMHYpYE M OKKITIO3UE MUKPO-
LUPKYJSITOPHOTO pycha.

AT'A ¢ nosHbIMU XOJONOBBIMU arrIOTUHUHAMU BO3HUKAET
MPpY HAUTUYUU UAUOTIATUYECKOTO MapaupoTeuHa WM Kak Cled-
CTBUE MUKOIUTa3MEeHHOW MHMEKIMK, UHOULIMPOBAHUS BUPYCOM
BmuureiiHa — bapp, B ToM unciie THPEKIUOHHOTO MOHOHYKJICO-
3a, [IUTOMETAIOBUPYCHON MH(MEKIIUU, SMUIEMUUYECKOTO MTapoTH-
Ta Wik JUMGOMBI. XOJIOMOBbIE arrIIOTUHUHBI, KaK MPaBuUio,
MOJUKJIOHAJIBHBI U HaMpaBJIeHbl MPOTUB AHTUTEHOB IPUTPOLIU-
ToB | (mpu uHbeKIMsIX, BI3BaHHBIX Mycoplasma pneumoniae)
uim i (mpu UHGEKUUSIX, BbI3BAHHBIX BUPYCOM DIMINTEHHA —
bapp). IMonukioHalbHbIE XOJOMOBBIC arrJIlOTUHUHBI, KPOME
TOTO, MOTYT BbIPAOATHIBATHCSI TIPU ILIUTOMETAIOBUPYCHON WH-
dexinu, TUcTepros3e, MUACMUIECKOM NapoTuTe, cuduiuce,
CHUCTEMHBIX 3a00JI€BaHUSIX COENUHUTETBHON TKaHU. MOHOKIIO-
HaJIbHBIE XOJIOMOBBIE aHTUTENA TMPOAYLUUPYIOTCS MPU MakKpo-
ro0ynuHeMun BanpneHcTpema, JauM@ome, XpOHUYECKOM
numdorneiikose, capkome Karomm, Mmuenome. I'emonus camoor-
PaHWYEHHBbIH, JJeueHe CUMIITOMATUYECKOE.

ITapokcusmaiibHasi X0JIOAOBasi TEMOTIOOUHYPUSI — 3TO
penkast hopMa reMOJTMTUYECKO aHEMUM, TIPU KOTOPOIA TTPUCYT-
CTBYIOT «XOJIOJOBBIE» aHTUTEJA CIELM(PUIECKOro Tuma (reMo-
nu3uHbl JJoHata — JlanamreiiHepa), obaagatoiiue aHTu-P-cre-
HMPUIHOCTBIO. 3a00J1eBaHNE MOXET ObITh KaK MANOIATUIECKUM,
TaK M BbI3BAHHBIM BUPYCHBIMU UHGMEKIUSIMU (TTApOTUT, KOPb)
WU TPETUYHBIM cuduaucoMm. [JaBHOE B JICYEHUU - UCKITIO-
YUTh BO3MOXHOCTb MEPEOXTaXKICHUSI.

VY noxwuneix moneit (50-80 yeT) MoxkeT HaOIIOOATHCS XPO-
HMYecKoe 3a00JieBaHUE C CUHAPOMOM XOJIONOBBIX arrJIOTUHU-
HOB, KOTOPOE YacCTO CBSI3aHO C 00Pa30BaHUEM MOHOKJIOHAJbHbIX
antuten IgM u numdbornponvdepaTiBHBIMU HAPYIIEHUSIMU (XPO-
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HMYECKUI TUMPOJICHKO3, MaKpomIooyImHeMusT BaspaeHcTpema).
Kak IpaBnJIO, BO3HUKACT JICrKask aHEMUS, HO MHOIJa pa3BuUBa-
€TC TSKEJIbIA BHYTPUCOCYIMUCTBIA TEMOJIM3 U TIOYEYHAs He-
JIOCTaTOYHOCTh. Bo Bcex ciydasix HeOOXOAMMO yCTpaHEHME Tie-
peoOXIaXKACHUsA;, MOIYyT OBbITh Ha3HAYEHBI KOPTUKOCTECPOUIHI.
IIpoBeneHNe CITIEHSKTOMMM He PEKOMEHIYETCs, TIOCKOJIBKY PUT-
POLIMTHI, ITOKPBITHIC C QJIMMUHUPYIOTCSA B OCHOBHOM B IICYCHU,
a He B CeJIe3¢HKeE.

)b

MapokcmamanbHast HoyHasi reMornobmnHypus
(6onesHb Mapkunadabi-Mukenn)

B10 penkas ¢hopma MPUOOPETEHHBIX TEMOJIMTUYECKIX aHEMUIM,
BcTpevatoinasicsi ¢ yacroroir 1:50 000 B momyssiiuu.

IIpu mapokcH3ManbHOUM HOYHOU TeMornoounypuu (ITHT)
KJIOH TeMOITO3TUYECKUX KIJIETOK YTpauyMBaeT CIIOCOOHOCTh CHH-
Te3UpPOBaTh INMMKAHPOCHATUIMINHO3ZUTON, HEOOXOIMMBIN IS
CBSI3BIBAHUS PETYJISITOPOB KOMIUIEMEHTA C 3PUTPOLIMTAPHOI
MeMOpaHOI, YTO Je/laeT SPUTPOLUTHI YPe3BbIYAaliHO YYBCTBU-
TeJIbHBIMU K JIm3ucy komruiemeHToMm. ITHIT xapakrepusyercs
SMU30JaMU BHYTPUCOCYAMCTOTO TeMOJIM3a C TOSIBJICHUEM TIe-
MOIVIOOMHYpUM U TeMocunepuHypuu. Yacro HabmomaoTcs Be-
HO3HBIE TPOMOO3bI, OCOOEHHO ME3eHTEPUAJIBHOM, TTOPTATBHOM,
LIepeOpaIbHBIX U TIIYOOKUX BEH, IMPUYUHON KOTOPBIX SIBJISETCS
arperaiusi TPOMOOILIUTOB, BbI3bIBacMasi HEKOHTPOJIMPYEMOI aK-
THBaLlMe KoMIleMeHTa. Bo3moxHa TpaHcdopMaums 3adose-
BaHUsI B alJIaCTUIECKYIO aHEMUIO, MUEIONUCIIIIACTUIECKUI CUH-
JIIPOM, OCTPBI MUEIO0JIACTHBIN JICHKO3.

JIaGopaTopHO BBISIB/ISIETCS HOPMOLIMTapHAasl aHeMUsI, HOPMO-
XpOMHasl (Ha paHHUX CTagusIX 3a00JieBaHMSI) WM THUIIOXPOM-
Has (MO0 Mepe MporpeccupoBaHusl 00JIE3HU), TUIEppereHepa-
TOpHasi, MOPGOJIOTUYECKM OTMEYaeTcs] aHW3O0MOUKUIOLMUTO3,
MOJUXPOMa3us, BO3MOXKHO IOsIBJIeHUEe HOpMOLUTOB. OTMeva-
eTcsl TpoMOOLIMTOIIeHUS (Jallle YMepeHHasl) M JICMKOTrpaHyJIo-
LIMTONICHUST (MOXKET OBITh BBIPAXKEHHOI). YPOBEHb CHIBOPOTOYU-
HOToO Xeje3a 3HAaYUTEJIbHO CHUXXEH. AKTHUBHOCTH IIEJOYHOM
¢ocdarasbl B JeiiKoluTax Hu3Kas. JlnarHoctupylor 3aboseBa-
HME HAa OCHOBAaHUM TTOATBEPKICHUS aHOMaJIbHOIO JIM31Ca SPUT-
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POILIMTOB B MPUCYTCTBMY KOMIUIEMEHTa, aKTUBUPOBAHHOTO C MO~
KUCJIEHHOUM CHIBOPOTKOH (TecT X3Mma) WM JU3UC B TMIIOTOHM-
YECKOM cpelle B MPUCYTCTBUM caxapo3bl. B HacTosiiiee Bpemst
pa3paboTaH METOM ITPOTOYHOM LIMTOMETPUH, TTO3BOJISIIOIIMIA OIl-
peIeuTh OTCYTCTBME Ha IPUTPOLIMTApHOU MeMOpaHe (pakTopa
YCKOpPEHUS pacliaza 1 MHTHOUTOpa peakKTUBHOTO JU3Kca. DTH
JIBa OeJsiKa SIBJISIIOTCSI peryasitropaMu (byHKIMU KOMILJIEMEHTA U
TIPUCOEANHSIOTCS K KJIETOYHOM MeMOpaHe C ITOMOIIBIO TIMKaH-
dochaTunmnmHosuroa. Jleuenne cuMmnTomaTudeckoe. I1poBo-
JIATCS 3aMECTUTEIbHAsE TeMOTpaHCc(hy3MOHHAsT Teparus A1 1o-
NaBjeHUs TipoJudepauuu aHoMmajbHOro kJjoHa. WHorma
3¢ (heKTUBHO TTpUMEHEHUE KOpTUKocTepouaoB. [1pu TpaHchop-
Maimu ITHI' B arutactTuyeckyio aHEeMUIO MM Pa3BUTUU TsKe-
JIBIX TPOMOOTUYECKUX OCJOXHEHMH IIeJecoo0pa3HO IMpoBede-
HMe TpaHCIUIAaHTAallMM KOCTHOTO MO3ra.

emMonuTnyeckne aHeMunm, CBAA3aHHbIe
C MexaHW4yeCcknM NoBpeXAeHNEM
0060/104KM 3PUTPOLMTOB

ITpuuMHBI TEMOMUTUYECKMX aHEMUI, CBSI3aHHBIX C MEXaHUYeC-
KUM TTOBPEXICHUEM O0OJIOUKM IPUTPOLIMTOB, TPEICTaBICHbBI B
Tabn. 42.

I'eMonuTryecknue aHeMUM, CBSI3aHHBIE C MEXaHUYECKUM T10-
BpEeXIeHEM 000JIOYKU 3PUTPOLIMTOB, BOZHUKAIOT Yy OOJIBHBIX C
MpoTe3aMU aOPTAJIbHBIX KJIallaHOB BCJIEACTBUE BHYTPMCOCYIM-
CTOTO pa3pylleHus 3pUTPOLUTOB. I'eMoin3 OOYCIOBIEH YCT-
POMCTBOM TTIpoTe3a (MexaHWYeCKre KJlaraHbl) WK ero auchyH-
KuMeit (okojioKJiarlaHHasi peryprurtauus). buomporessl u
VCKYCCTBEHHBIC KJIallaHbl B MUTPAJIbHON MO3ULIUKM PEIKO TpU-
BOAST K 3HAYMTEJIbHOMY TeMoyn3y. MexaHU4ecKMii reMojin3
HaOI0gaeTCsl TakXkKe y OOJIbHBIX C CHMHTETMYECKHMMM apTepu-
anpHbIMM IyHTaMu. [Ipu MccnenoBaHuy Maska nepudepuyec-
KO KpOBM OOHApYXKMBAIOT IIM30LIMTHI U APYyTrUe (hparMeHTHI
9PUTPOLIMTOB (3TU TIPU3HAKKW MEXaHMYECKOIo IeMoJjiv3a Mpu-
CYTCTBYIOT, XOTSI M B MEHBIIIEH CTeTIeHU, NP HOPMaJbHO (hYHK-
LIMOHUPYIONX TpoTe3ax). CBOOOMHBIN TeMOITIOOMH ILIa3MBI
TIOBBIIIEH, FANTOIJIOOMH CHIDKEH WM HE OTpenesseTcs], B Moue
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OOBIUHO OIpenessieTCs] TeMOCUACPHH. JledeHre HaIlpaBIeHO Ha
ycTpaHeHHe TUC(HYHKINU TIpoTe3a.

Tabauua 42

le/l'-llfllﬂ:l reMOJIMTUYECKMX aHEMMiA, CBS3AHHbBIX C
MEXAHUYECCKUM INOBPEKICHUEM 000JI04YKH IPUTPOIIUTOB

[Lanzkowsky P.,2000]

3aboneBaHusl leMonuTUKO-ypeMUYECKUA CUHIPOM
MoyeK Tpom0603 moyeyHbIX BeH
OTTOpXEHME TPAHCIIJIAHTUPOBAHHOM MOYKH
PanunaunoHHsil Heppur
XpoHuyeckasl MoyeyHasi He10CTaTOYHOCTh
3abosieBaHus 3/10KayeCTBeHHAs! TUIePTeH3HUSI
CEepAEYHO- Koapkrauus aoptsl
COCYIUCTOM [TopaxeHust KjlariaHHOTO anrapaTa
CUCTEMBI [Monoctpelii GakTepranbHbIi 3HAOKAPIUT a0PTAJIbHOTO
KJIarnaHa
Buonporessl
3aboneBaHust Tsxenoe nmopaxeHue rernaTtoluToB
NeYeH!
NHubexuun JuccemuHMpoBaHHas reprieTuyeckast UHGEKLMs
MeHUHTOKOKKOBBIH cercuc
Mansipust
[pyrue TpomboTHyeckasi TPOMOOLIMTONEHUYECKAs MypIypa
JBC-cunapoM Jito6oii 3THOJOTUr
Tsixenble oxXoru
luranTckasi remaHruoma
MertacTtazupoBaHue OITyXoJeil
JlexapctBa (MuToMULIMH C, IIMKJIOCIIOPHH)
MI/IKpOElHFI/IOHaTI/I‘{eCKaﬂ IreMOJIMTUYECKAasE aHEMUA — CLIC

OIUH CHUHIIPOM MEXaHUYECKOTO BHYTPMCOCYAMCTOIO IeMojiu3a,
MO-BUAMMOMY, OOYCJIOBJICHHBIN OT/IOKeHHeM (pUOpUHA B MeJI-
KHX cocygax. 3aboneBaHWe BO3HMKAET TIPU CUHIPOME IUCCEMU-
HMPOBAHHOTO BHYTPUCOCYIUCTOTO CBEPTHIBAHUS, TPOMOOTHYEC-
KOl TPOMOOLIMTONIEHMYECKOH ITypIType, TeMOJIMTUKO-YPEMUIECKOM
CUHIPOME, TIXKEJIOM apTEPUAILHOM TMIEPTOHUU, BACKYJIUTAX,
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SKJIAMIICUM, HEKOTOPBIX JUCCEMUHUPOBAHHBIX OIyX0Jisix. B Ma3-
Kax TiepuepuIecKoil KpOBH BBISIBJISIIOTCS (PparMEeHTUPOBAHHBIE
SPUTPOLUTHI (LIUIEMOBUIHBIE KJIETKH, IIIM30IIUThI), a TAKXKE TPOM-
ooumToneHus. JleueHre HaIpaBIeHO Ha KyIIMPOBaHUE TTEPBUY-
HOTO TAaTOJIOTMYECKOTO Ipoliecca.

['eMOTUTUKO-ypeMUYECKUIA CUHIPOM

I'emomuTuko-ypemudeckuii cuHapom (I'YC) BmepBble ommcad
Kak caMOCTosITeJIbHOe 3a0ojeBanue Gasser u coaBT. B 1955 1.,
XapaKTepU3yeTcss COYeTaHMEeM MUKPOAHTHOIATUIECKON TeMO-
JINTUYECKOW aHEeMMH, TPOMOOLIMTONICHUM M OCTPOM MOYEYHOM
HeJIoCTaTOYHOCTH, B 45-60 % ciyyaeB 3aKaHYMBAETCS Jie-
TaJbHO.

Oxkono 70 % T'YC ommcaHo y JeTeil TIepBOTrO rojma >KU3HU,
HauyMHasi ¢ MECSYHOrO BO3pacTa, OCTalbHbIe — Y AETei cTapiie
4-5 neT ¥ eIMHUYHBIC CIIy4aW Y B3POCIBIX.

Tsxects 'YC 00ycnoBIMBaIOT CTEIEHb aHEMUM U CTEIIEHb
HapylIeHUs TTOYeYHbIX (DYHKIIWIT; TTPOTHO3 TEM CePhbe3Hee, YeM
OoJsiee JUINTEJICH TIEPUOA aHYPHUU.

DTHOJIOTNS U 3MMIEMUOJIOTHS

B 3aBucumoctn ot npuunHbl pa3Butvst ['YC MOXHO BBIIECIUTH
IIBe €ro pa3HOBUIHOCTH:

1. TYC kak cneacreue cuaapomMa JIBC Ha done mHdeEKIIM-
OHHOTO BO3ICHCTBUSI (OCTPOTO PECIMPATOPHOTO BUPYCHOTO 3a-
OoneBaHms, KWIIeyHoO mHpekunu, odycmopireHHoit E. Coli,
S. Dysenteriae).

JlaHHBII BapMaHT BCTpeYaeTcsl y JeTeil paHHEero BO3pacTa;
OH JOMUHHUPYET B KJIMHUYECKOW KapTUHE M HE BCEerma ymaeTcs
BBIJIC/IUTH OCHOBHOE 3a00JIeBaHIE, TeUeHNEe KOTOPOTO OH OCIOX-
HseT. [Ipn cBoeBpeMEHHOM U aIlcKBATHOM JICYEHUU UCXOH, KaK
npaBwio, 6ixaronpusTHbI, Beixod B XITH kpaiine pemok. Ot
0COOEHHOCTU M JOMUHUpPOBaHUE KIMHUKKM ['YC TTO3BOJSIOT €ro
BBIICJIUTH B OTACIBHYIO HO30Jormdeckyio ¢gopmy — I'YC kak
3a00/IeBaHKe JETeil paHHEro BO3pacTa MPEeUMYIIECTBEHHO WH-
(eKLIMOHHOTO TeHe3a.

2. TYC kak cocTosiHue, OCJIOXHSIOIIee Te4YeHNe OCHOBHOTO
3a00JieBaHUS: CUCTEMHOTO 3a00JIeBaHMS COSIMHUTEILHOM TKa-
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HM, TJIoMepyJoHedpuTa, HEOJArONMPUSTHOIO TeUeHUs OepeMeH-
HOCTM W POJOB, CBSI3aH C MPUEMOM TOPMOHAJbHBIX KOHTpa-
LIETITUBOB, OOIIMPHBIMM OTEPATUBHBIMUA BMEILIATEIbCTBAMMU.

Haunbiii BapuanHT I'YC o0ycioBieH TNEpBUYHBIM TTOBPEX-
JeHMeM SHIOTeIUSI UMMYHHBIMM KOMILIeKcamu. Bcrpewaercs
y ZIeTeil JOIIKOJIBHOTO M INKOJBHOTO BO3pacTa M €ro CHMIITO-
MaTHKa TIeperuieTaeTcsd ¢ CUMIITOMATMKON OCHOBHOTO 3aboJie-
BaHus. Otor BapuaHT 'Y C 1enecoodpa3Ho paccMaTpuBaTh Kak
CHHAPOM, a He KakK oTaejbHoe 3abojieBaHMe. [IporHos 3aBucHUT
OT MCXOda OCHOBHOTO 3a00JIeBaHUSI.

3. Cemennsie ¢opmbl I'YC ¢ ayTocOMHO-PeIIeCCHBHBIM WU
JOMUHAHTHBIM XapaKTepoOM HacJIeOBaHUSI.

ITaTrorenes

MHoroobpa3ue dakTopoB, Bbi3biBaonmx passutue I'YC ¢ on-
HOTUITHBIMU KIIMHUYECKUMU TIPOSIBJICHUSIMU, CBUACTEIBCTBYIOT
00 oOIIHOCTH MexaHu3Ma ux aeiictBus. IlokazaHo, 4TO OCHOB-
HBIM CBOMCTBOM areHTa, BbI3biBaroriero I'Y C, sBisgercs ero cro-
COOHOCTh TOBpeXaaTh sHAoTeauanbHble KieTku (DK). Cre-
LMaJIbHBIE YJAbTPACTPYKTYPHBIE MCCIEOOBAHUS BBIIBISIOT Y
o6onmpHBIX ['YC otrek DK, orcimoeHue mx or 06a3ajabHO MeMO-
paHbl ¥ yMEHbIIIEHUE MpocBeTa KanuasspoB. HemocpencTBeH-
Hoe paspyliaroniee aericreue Ha DK oKa3bIBaloT MUKpPOOBI, 0OaK-
TepUalbHble TOKCUHBI, BUPYChI, KOMIUIEKCHI aHTUTE€H-aHTUTEIO.
IMoBpexnenue DK Ha ¢hoHe KuileyHoit MHMEKIUM O00YCIIOB-
JeHo paerictBueM BepoTokcuHa E. Coli m mmmrarokcmHa
S. Dysenteriae, KoTopble SIBISIIOTCS KaK LIMTOTOKCHMHAMM, TaK
1 HeNpOTOKCHHaMM. B mocienHee BpeMs 0coOyi0 pPOJib OTBO-
ot E. Coli 0157 : H7, umeronieil pa3nmudHble BEpOTOKCUHEI.
B paspymenun DK ydacTByIOT BbIAENsIeMble U3 TMOJIUMOP(d-
Ho-saepHbIX JeiikoruToB (ITMAJI) mpoteonutnyeckue dep-
MEHTbl M CBOOOMHBIE META0OIUTHl OKUCJICHHUS. YCWIMBAIOT Ta-
Tosiormyeckuii mpouecc B DK 1 MeamaTopbl BocHajieHUs —
uHtepneiikud-1 (MJI-1) u dakroB Hekposa omyxomu (PHO),
Kotopele mnpoayuupytorcs [IMSAJI nox BiausiHueM OakTepuit
U BBIOEISIEMBIX M3 HMX 3HAOTOKCMHOB. IIMSLJI akTuBUpPYIOT-
csa nipu I'YC untepneiikunom-8. Eile omHUM MeXaHU3MOM TIO-
BpexaeHus: DK sBisieTcs] aKTUBALMSI CUCTEMBbl KOMILIEMEHTA.
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Bbinenstor aBa MyCKOBBIX MOMEHTA, TMPEAIIECTBYIOIIUX pa3-
Butuio I'YC. Tlpu nuapeiinbix dopmax I'YC HaGmonarotcs ak-
TUBaLMS (PaKTOPOB CBEPTHIBAHUSI KPOBU M Pa3BUTHUE AUCCEMU-
HMPOBAHHOTO BHYTPUCOCYIUCTOro cBepThiBaHMsl kKpoBu ([IBC),
YTO OOYCJIOBIMBAET XapaKTEPHYIO KIMHUKO-MOP(POJIOTHUSCKYIO
KapTuHy 3aboneBanus. [1pu Bapuantax ['YC, He CBSI3aHHBIX C
KUIIEYHbIMU WHMEKIUSIMHU, Yallle BCETO OOHAPYKMUBAIOT BHYT-
PYICOCYAUCTYIO aKTUBALIMIO TPOMOOLIMTOB Ha MPOTSKEHUM JIJTU -
TeJIbHOTO CpOKa HaOJIOIEeHMsI, HEPeAKO 0e3 KaKUX-JIM0O MpU-
3HakoB [IBC. OpHako B HacToslilee BpeMsl HOKa3aHO, YTO
IJIaBHBIM TTYCKOBBIM MOMeHToM pasButust ['YC sBiasietcst mo-
BpexaeHue DK. ITlocrmemyroiiee mperMMylIeCTBEHHOE BOBJICUE-
HME WM KOaryJslMOHHOTO, WJIM TPOMOOLMTApHOTO 3BEHa
reMocrasa, Mmo-BUIMMOMY, OOYCJIOBJICHO CTETEHbIO U KaYeCTBeH-
HbIMM HapylIeHUSIMU COCYAMCTOTO 3HaoTe us. HakorieHue
Ba30aKTHUBHBIX CYOCTaHIIMIA, BbICBOOOXIAEMBIX U3 aKTUBUPO-
BaHHBIX TPOMOOLUTOB U MOBpexneHHbIx DK, pa3dyxaHue ca-
Mux DK M HakoIUleHHEe arperaToB TPOMOOLIMTOB CIIOCOOCTBY-
10T CYXXEHUIO TTPOCBeTa KaNWJIJISIPOB U apTepuoJl MovyekK. DTo
BE/IET K YMEHbIIEHUIO (DUIbTPYIOLIEN MTOBEPXHOCTU, B PE3YJib-
TaTe 4ero CHUXKAETCSI CKOPOCTh KITYOOYKOBOU (puiabTpaluu u
pa3BUBaeTCs ocTpasi mouyeyHast HemoctatouyHocth (OITH). Pa3-
BUTUE reMoJInTUdeckKoii aHemMuu rpu I'YC oOBSICHSIOT, ¢ OIHOM
CTOPOHBI, MEXaHWYEeCKHUM TOBPEXKIACHUEM 3PUTPOLIMTOB IIPU
MPOXOXIECHUM UYepe3 TPOMOMPOBAHHBIE COCYIbl MUKPOLIMPKY-
JISIUUW, OPYroi MPUYMHON TeMOJIM3a 3PUTPOIIUTOB SIBJSIOTCS
BBIPaKEHHBIC 2JIEKTPOJUTHBIC HapyllleHUs] B KpoBu. [1pu 3TOM
SPUTPOLIUTHI TTPUOOPETAIOT BUA «CKOPJIYMOK» WIM <«KAIMIOIIO-
HOB»>.

I'YC y nereii paHHero Bo3pacra

OcnoxHsIeT TeueHre UHQMEKIIMOHHOTO MPOLIECCa, BbI3bIBAEMOTO
pa3HOOOpa3HbIMU BUPYCHBIMM M OaKTEepUAIbHBIMU ar€HTaMU;
OINucaH KakK OCJOXHEHWE TPUBUBOK MPOTUB OCIIbI, TUMTEpUH,
KOpPU, CTOJIOHSIKA U TIOJIMOMUETHUTA.

Knnnnyeckasi KapTuHa

B TeueHun cuHApOMa BBLAEISIOT TPU MepUoaa: MPOAPOMasIb-
HBII, MEPUO/ pasrapa U BOCCTAHOBUTEJIbHBINA MEPUOL.
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ITpoapomanbHBIi Mepruoa HAUMHAETCSI ¢ CUMIITOMOB Mopaxe-
HUST KETyIOYHO-KHUIIEYHOTO TpaKTa WM BEPXHUX JbIXaTesb-
HbIX myTed. K HUM nprcoearHSIIOTCS HEBPOJIOTMYECKUE PacCTpOii-
CTBa pa3HOM CTEeINeHU, HEeIOCTaTOYHOCTh IepudepruyecKoro
KPOBOTOKAa M OOMeHHble HapyiieHus. OTtMedarorcsl 0JeTHOCThb
KOXU Y CJIM3UCTBIX, CKJIEPhI HEPEIKO MHBEIIMPOBAaHbI, B 00JIaCTU
HoOca, BeK, Ty0 MOSIBJIsIETCST TTacTO3HOCTh. B KOHIIE mpoapoMaib-
HOTO MEPUOJA, KOTOPOM IJIUTCS OT ABYX 10 CEMU OHEW, BOZHUKA-
€T OJINTOaHypUs.

Ilepuon pasrapa xapakTepusyeTcsi TpeMsl BEAyIIMMM CHHI-
poOMaMMU: TEMOJIMTUYECKOM aHEMUEN, TUCCEMUHUPOBAHHBIM BHYT-
PYCOCYIMCTHIM CBepThIBaHUEM ¢ TpoMOoruToneHueir, OITH.

Koxa 1 cnusucTteie cTaHOBATCS 0yieAHO-UKTepUYHbIMU. [lo-
SIBJISIETCSI TEeMOPParuyecKuii CUHIPOM: OMHOKpAaTHbIE WM TIO-
BTOPHBIE HOCOBBIE KPOBOTEUEHMUSI, TI€TeXHUaIbHasl ChIllb U 9KXU-
MO3bI Ha KOXe.

Hns onuroanypudeckoit ctanuu OITH npu njaHHOM cuHApO-
M€ XapaKTepHO OTCYTCTBME OTEKOB, TaK KaK MMEIOTCS 3Hauyu-
TeJIbHbIE TTOTEPU KUAKOCTU CO CTYJIOM U ITyTEM TMepCIypalvu.

Hesponornyeckue HapyileHUs pa3HOOOpa3HbI U BBISBIISIIOTCS
y TIOJIOBUHBI JieTeli. PAaHHUMUY KIMHUYECKUMU MPU3HAKaMU T10-
paxenust HHC gBnsiioTcst n3aMeHeHWEe OTHOIIEHUST K OKpPYyXKalo-
1M, HeaJeKBaTHbIe SMOLIMOHAIbHBIE peaKIiy, TUIEpPBO30YIM-
MOCTb, O€CTIOKOMCTBO, KOTOpbIE Yepe3 HECKOJIbKO YacoB, pexke
JTHEH, CMEHSIIOTCSI TIPOrPECCUPYIOILEN BSUIOCTBIO, BO3MOXHO pa3-
BUTHE KOMBI. MBIIIEUHbIe TMOAEPIrUBAaHUSI, MUOKJIOHUYECKUE
CyIoporu U TurieppedaeKCcusl yKa3blBaloT Ha HEOOXOIUMOCTb
9KCTPEHHOTO MPUMEHEHUSI Auaiu3a 0 TOSIBICHMUS ropasiao
Oosiee cepbe3HbIX mpusHakoB mnopaxeHus ITHC mpu T'YC.
MeHuHreanbHble CUMITOMBI OTCYTCTBYIOT, Y 4acTU OOJIbHBIX
OTMEYAETCsS] PUTHMAHOCTb 3aTBUIOYHBIX MBI U MOJOXUTETb-
Hblii cumntoM KepHura. JlaBieHue CIIMHHOMOS3TOBOM KUIKO-
CTU MOXKET OBbITh TTOBBIIIIEHO, colep:KaHue 0enKa — HECKOJIbKO
YBEJIMYEHO, HO OTCYTCTBUE IUIEOLIMTO3a U HOPMaJIbHOE COAep-
JKaHMe caxapa B JIMKBope momoraioT nudgepeHnuponats ['YC
ot MeHuHruta. Hapymenus ¢ynkiuu ITHC Moryr ObITh BTO-
PUYHBIMM O OTHOIIEHUIO K YPEMUUYECKOW MHTOKCUKAIM; Y
4acTU OOJIbHBIX OHU OOYCJIOBJIEHBI PACCESTHHBIM KaTWJIISIPHBIM
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TPOMOO30M COCYIOB MO3ra JIM0O BBI3BAaHBI BUPYCOM, OOMHAKOBO
TPONHBIM KaK K HEPBHOM, TaK U K MOYEYHOU TKaAHU.

M3MeHeHUsT CO CTOPOHBI CEepAEYHO-COCYIMCTON CHCTEMBbI
TIPOSIBIISIIOTCSl TaXUKapAMel, TMPUITYILIEHHOCThIO TOHOB CEpAlia,
CHUCTOJIMYECKUM IIIYyMOM, BO3MOXHBI 3KCTpacucTojbl. CTeneHb
TopakeHusT MMOKapJa COOTBETCTBYET BBIPAKEHHOCTH THIIEP-
KaJqueMuu. ApTepuajbHOE 1aBJIeHUE, CHUKEHHOE B IIEPBOM Tie-
puone, 3a 2-3 mHS KIMHUYECKMX MPOSIBJIEHUM IMOBBIIIAETCS.
Croiikass apTepuajbHasl TMIIEPTeH3UsI MPOTHOCTUYECKU SIBJISI-
€TCs1 HeOIaronpusITHBIM MTPU3HAKOM M KOCBEHHO yKa3bIBaeT Ha
TSDKEJIbIE HeoOpaTMMBIi HEKPO3 KOpPHI TOYeK. ApTepuaibHas
TMIIEPTEH3MsI U TUIIepKaIueMusl, KaK MpaBuIo, TIPUBOISAT K Cep-
JIEYHOU HemocTaToyHOCTU. Ilpu paHHeM NMpUMEHEHWUU Auanu3a
TepUKapAUT BCTPEUYaeTCsl PEaKo.

COOTBETCTBEHHO TSKECTH METa0OJMYECKMX PACCTPOMCTB U
aluao3a TOSBIsIeTCS ofbliika. Ham JerkuMu BBICTYIIMBAIOT
JKECTKOE NIbIXaHWe, peXe — MeJIKOITy3bIpuaTbie Xpulibl. Eciu
Hayajo cuHapoma Ipotekaio Ha ¢oHe OPBU, To 0ObruHO muar-
HOCTUPYIOT IMHEBMOHMIO. Hepenkum ocioXXHeHUeM TUIeprumi-
paTtalyu SIBJISIETCS] OTEK JIETKUX C PEHTTeHOJOTMYECKON KapTH-
HOI 3aTeMHEHUSI TIPUKOPHEBOI 30HBI B BUE CUTy3Ta 0a00YKU CO
CBOOOJHOI OT 3aTeMHEHHs TepudepudecKoil 30HOM.

OnuroaHypusi 4YaCTMYHO KOMIIEHCUPYETCS IesITEIbHOCThIO
JIPYTMX OPTaHOB M CUCTEM, B IIEPBYIO Oo4Yepeab yCuaeHueM (pyH-
KIIMY KeJIE3UCTOTO arlapara CJIM3UCTON 000JIOUKU KeJTyI0YHO-
KHUIIIEYHOTO TpaKTa 1 MOTOBBIMM kKesie3amMu. Bmecte ¢ xxemynod-
HBIM M KMIIEYHBIM COKAaMM B IIPOCBET KMIIICYHMKA Yy OETei
BBIICISIOTCS 1,5—2 T MOYEBMHBI B CYTKM. [lOBBIIIICHME HAKOIIIC-
HMSI IPOTYKTOB a30THMCTOrO METa0O0IM3Ma U JIEKTPOJIUTHBIE pac-
CTPOMCTBA YCWJIMBAIOT CUMITTOMBI TaCTpOdHTepuTa. MoXeT pas-
BUThCSI Tlape3 KuIileyHuKa. OmHAKO 3TO OCJIOXHEHUE 4Yalle
BCTpeyaeTcsl B TMOJMypUIecKylo (a3dy U CBSI3aHO C TUIOKaIUe-
MHel. Y OONBIIMHCTBA OONBHBIX OIPENC/ISIIOT ITelaTOMETaIMIO,
pexe — C OMHOBPEMEHHBIM YBEJIMYEHUEM CEJIE3€HKMU.

IIpu cooTBeTCTBYIOIIEH MAaTOr€HETUYECKON Teparvu OJIUIro-
aHypuueckKasl CTaauvsl MepexoauT B MOJMYypUIECKYI0, KOTopasi He
MeHee OItacHa JJIs1 00JILHOTO, TaK KaK OpraHu3M peOeHKa KaTac-
TpoUYeCKU TepsieT BOAY M DJEKTPOJUTHI.
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TskecTh M IMTENBHOCTD 3TOH (ha3bl 3aBUCST OT IJTyOMHBI
MopakeHUs TTOYeK M TeMIla pereHepalii KJIeTOK KaHaJbLIEBO-
ro srmrtennsd. JmTeabHOCTh Monmypudeckoit ¢asnel 3-4 Hem.
Yxe B KoHule |1 Hemenw IOAMYPUYECKON CTamuM HCYe3aeT
TUIIEpa30TeMMSI M BOCCTAHABIMBAETCS BOMHO-3JIEKTPOJUTHBIN
OajaHc.

JIaGopaTopHble JaHHbIE

JlaHHbIe KIMHWYECKOTO aHaJM3a KPOBM 3aBHUCST OT IEpHOna
3a00JIeBaHMST M KOMITEHCATOPHBIX BO3MOXHOCTE OpraHM3Ma.
B mepuone pasrapa HabGiomaeTcsl HOPMOXPOMHAS THUITeppere-
HepaTopHasl aHeMUST Pa3TMIHON TSTKECTH, MOP(MOJIOTUIECKN OT-
MEYaeTCsl BBIPAKEHHBIA aHU30LUTO3 3PUTPOLIUTOB (MUKDPO- U
MaKpoOIIINTO3), SPUTPOIUTH TIPHUOOPETAIOT MCKaXKeHHBIE (dpar-
MEHTHPOBaHHBIE (DOPMBI B BUIE TTANIOYEK, TPEYTOIBHUKOB, JHIC-
KOB STMIHOM CKOPJYMBI ¢ (DEeCTOHYATBIMUA Kpasmu (pparmeH-
TomTo3). OmHUM W3 BaXHEWITUX TMPU3HAKOB SBISETCS
TPOMOOITUTOTIEHNSI, CTETICHb BBIPAKEHHOCTH KOTOPOM COBIAIaeT
C OCTPOTOI TEMOJMTUYECKOTO Kpr3a; y OOJNBIITMHCTBA OOJBHBIX
CHIDKCHHNE YMCcia TPOMOOIIMUTOB MOXKET OBITh 3HAYWTEIIHHBIM.
OrMmeuaetcs neiikounTo3 (20-60 x 10*/1) co caBurom Bie-
BO BIUIOTh 0 METAMUEIOIIUTOB, TTPOMUEIOIINTOB, OJIaCTHBIX
KJIeToK. B psme HabGmoneHWit ommcana neiikoneHus. MHorma
HabmomaeTcst s03uHoGMIMst (1o 8-25 %).

IeMonuTUYeCKMii XapakTep aHEMUU MOATBEPXKIAETCSI TOBbI-
IIeHeM OO0IIero OMmIMpyOrHa CHIBOPOTKM KPOBU (3a CYET He-
MPSIMOTO OUIMPYOMHA), CHIDKEHUEM COIEPXKAHUSI TalTOIIO0MHA,
3HAUUTEJILHBIM TTOBBIIIEHHEM YPOBHSI CBOOOTHOIO reMOrIOOMHA
B TUIa3Me, TeMOIIOOMHYpUEIA.

COOTBETCTBEHHO TSDKECTHM TIOYEYHON HEIOCTATOUYHOCTU BbI-
SBJISIIOT BBICOKOE COJepKaHUEe OCTATOYHOIO a30Ta, MOUCBUHBI U
KpeaTMHMHA KpoBHU. CKOPOCTb MPUPOCTA YPOBHSI MOYEBUHBI KPO-
BU 3aBUCUT OT MHTEHCUBHOCTH KaTabOIMIEeCKHX TpoLieccoB. Yaiie
CYTOYHBII TIPMPOCT MOYEBMHBI KoJieOsercs B mpedenax 4,89-
9,99 mMmonb/1, a kpearuauHa 0,088-0,132 mmons/a. Ilpupoct
MOUEBUHBI CBBILIE 6,6 MMOJIb/JI IBJISIETCSI TTIOKA3aHUEM K DKC-
TPaKOPIOPaTbHOM JETOKCUKALINN.

Hepenxo Habmonmaercst tunoansoymuHemust (30,0-17,6 v/mn),
TUITOAJIEOYMUHEMMST HIXKE 25 T'/J1 SIBJIsIeTCST HeOIaronprsITHBIM
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MPOTHOCTUUYECKUM (haKTOpPOM Y JieTeil paHHero Bo3dpacta ¢ ['YC
Ha (hoHE KNIIeYHOIH MH(MEKIINH.

HapyieHust BOGHO-3J1€KTPOJUTHOTO OOMEHa TTPOSIBIISIIOTCST
MOBBILIEHUEM B KPOBM KOHLEHTPALIMM BHYTPUKIICTOYHBIX DJICK-
TPOJUTOB (Kajuii, MarHuii, (pocdaThl) ¥ CHIDKEHHMEM KOHIIEHT-
palyy BHEKJIETOUYHbBIX 3JICKTPOJUTOB (HATPUSA U XJ0pa), KOTO-
poe OOBIYHO COOTBETCTBYET TSKECTU NETUIPATALIMM B PE3yJIbTaTe
OOMJTLHOM PBOTHI 1 TIOHOCOB.

I'emokoarysImoHHbIe M3MEeHEHUS 3aBUCIT OT (pa3wr JIBC-
cuHapoMa. ['Mmepkoaryisiiusl COMpOBOXIACTCS YKOPOUYSHUEM
BPEMEHU CBEpPThIBAHUSI BEHO3HON KPOBM, BPEMEHU PEKaJIbLIM-
dukanuuy, yBeMueHUEM CTENIEHH TPOMOOTeCTa, HOPMaJTbHBIM VTN
HECKOJIbKO YBEJIMUEHHBIM YPOBHEM (haKTOPOB IPOTPOMOUHO-
BOrO KOMILIeKca. B KpoBM M Moue OINpeaessioTcsl MPOaYKThI
nerpamaiiyv pHOpMHA; aHTUKOATYJITHTHAS M (PHMOpHMHOIUTIYEC-
Kasi aKTUBHOCTh KPOBM KOMIICHCATOPHO YBEJIWYNBAIOTCS.

B ¢dasy rumokoaryngumm, KoTopast OOBIMHO HaOmomaeTcs B
TePMMHAJIbHBII TIeproz 3a00JIeBaHusI, BCJSICTBUE MOTPEOICHUS
(hakTOpOB CBepThIBAHUSI OTMEUAIOTCS YIUIMHEHWE BPEMEHM CBEp-
THIBAaHUSI, BPEMEHM PeKabLIM(PUKALIMU, YMEHBIIIEHUE CTETICHU
TpoMOOTecTa, CHIKeHUE (PaKTOPOB, MPUHMMAIOIIUX yJacTUE B
00pa30BaHUM AKTHBHOTO KPOBSIHOTO TPOMOOILIACTMHA, (haKTo-
POB TIPOTPOMOMHOBOTO KOMIUIEKCA W YPOBHSI (pMOPUHOTEHA.
OOBIYHO 3TU U3MEHEHHUSI COMPOBOKIAIOTCS OOIIMPHBIMU KPOBO-
U3IMSTHUSIMA Ha MECTe MHBEKIIUU U TSOKEIBIMU KPOBOTECYECHMSI -
MU U3 PECITMPATOPHOTO WU XKETyAOYHO-KUIIEUHOTO TPaKTa.

B aHanu3e MouM BBISIBJISIIOT TIPOTEUHYPUIO, MAKPO- MJIN MUK-
poremarypuio. [Ipy reMoIMTUYECKOI aHeMUU Moda MpruodpeTa-
€T 1[BeT TEMHOTO MKBA 3a cueT reMontoonHa. OueHb XxapakTep-
BeIM i1 T'YC gBngercss oOHapykeHHe B Mode (MOPMHOBBIX
KOMKOB. PBIXJIBII CIM3UCTBIN KOMOK BEIMIMHOM OT KyKYPY3HO-
TO 3epHa JI0 JIECHOTO opexa 0eJIoro WIX clierka po30BOro liBeTa,
IJIABAMOIIMI B MOYe, MMeeT OOJIbIIoe TMAarHOCTUUECKOE 3Haue-
HMe, TTOCKOJIBKY YKa3bIBaeT Ha MPOLIECC BHYTPUCOCYIUCTOTO CBEP-
THIBAHUS C OTJIOKEHUEM (hMOpPUHA Ha SHIOTEINM KaNJUISIPHBIX
MeTesib KIIyOOUKOB.

IMaromoroaHaroMU4ecKrie UCCAeA0BAHUS OOJIBHBIX, TOTUOIIINX
oT I'YC, BBISBISIOT Pa3IMUHYIO CTENICHb MOPAXKEHUS MOYEK OT
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KapTUHBI OCTPOTO MUKPOTPOMOOTUUYECKOTO TIIOMepyJIoHedpuTa
JI0 IBYCTOPOHHETO HEeKpo3a Kophl Noyek. Hapsimy ¢ usmeHeHMsI-
MU B ITOYKaX BBIABIIACTCA KapTHa THCCEMHWHHWPOBAHHOI'O TPOM-
003a cocynoB (B OCHOBHOM MEJIKOTO KajauOpa) MHOTHUX BHYT-
PEHHUX OPraHOB, COIPOBOXKIAIOIIETOCS TeMOPPArMIECKUMU JIUOO
WIIEMUYECKUMU WH(apKTaMU. TSKECTb TMOPaXEHUS OJHUX U
TeX XK€ OPraHOB BapbUPYET y Pa3HbIX OOJBHBIX MPU WACHTUY-
HOCTU KJIMHUYECKOM KapTUHBI.

Jleyenue

Tepanusa T'YC 3aBucuT OT Tieproaa 3a00jieBaHUS M TSKECTU
TOpaXXeHUsT TOoYeK.

I. JleueHue B mepuod aHYpUMM BKJIIOYAET METOABI BHEMOYEU-
HOW J€TOKCUKALIMU, 3aMECTUTETbHYIO (AHTUAHEMUYECKYIO) U CUM-
TITOMaTUYECKYIO Teparuio.

IIpu I'YC HeoOxomuMo BO3MOXHO paHHee NpHUMEHEHUE Te-
MOJAMaIN3a HE3aBUCHUMO OT CTENEeHU YpeMUYEeCKONW MHTOKCUKA-
uuu. I'emomuanus ¢ oOIIel remapuHU3alyeil U MeperuBaHuEM
CBEXerenapMHU3MpPOBAaHHON KPOBM TO3BOJISIET MpepBaTh IMC-
CEMUHUPOBAHHOE BHYTPUCOCYAMCTOE CBEPThIBAHWE U T'€MOJIU3,
OJIHOBPEMEHHO HOPMAaJIU3Ysl BOAHO-3JIEKTPOJUTHBIA OOMEH.
B aTux ciyyasix mokasaH €XeIHEBHBI reMonuanvi3 Ha MpoTsi-
>KEHWU BCETO Teprona oJiuroaHypuu. I1py HEBO3MOXHOCTH TIPO-
BECTU TeMOIUAIU3 PEKOMEHIYIOT 3aMEHHbIE TepeMBaHus KPOBH,
MHOTOKpaTHbIC MPOMBIBAHUS XeJylKa W KUIIeYHUKa. 3aMeH-
HOe TepeiMBaHue KPOBM HEOOXOAWMO TPOBOIUTH MaKCUMaslb-
HO paHo. ITockoabky KpoBb neteit ¢ I'YC comepXuT n3MeHeH-
Hble DPUTPOLMTHI, KOTOPbIE MOIYT AarrJIOTUHUPOBATHCS
aHTUTEJIaMU, COAEpPXalllMMUCSI B MEepPEIUBAEMOI T1a3Me, liee-
€c000pa3HO HAauMHATh 3aMEHHbIE MepeuBaHUsI KPOBU C BBejie-
HUSI OTMBITBIX 3PUTPOLIMTOB, pa30aBJICHHBIX B CBOOOJHOM OT
aHTUTENT pacTBOpe ajbOyMUHA, U JIMIIb 3aT€M MEePEeXOAUTh Ha
BBElICHME 1IEJbHONM KPOBU. IIpU OTCYTCTBMU OTMBITBIX 3PUTPO-
LIMTOB 3aMEHHBbIC MepeIrBaHUsI KPOBU MOXHO MPOBOIUTH, MUC-
TOJIb3Ysl CBEXerenapuHU3UPOBAaHHYIO 1I€JbHYI0 KpoBb. Bo Bpe-
MsI TIPOAOJIKAIOIIETOCS TeMOJin3a MPU CHUKEHUU COIEPXKAHUS
Hb Hmxe 65-70 r/n1 nokasaHa TpaHCGhY3MOHHAs Teparus CBe-
>KerenapyHU3UPOBAaHHOK KPOBbIO (3-5 MJI/KT), HE3aBUCUMO OT
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TpaHcdysuil. CieayeT yuuThIBaTh, YTO B KPOBM, XpaHSIIEUCS
cBoilie 7-10 mHeil, uaeT HaKOIUIEHWE 3HAUMTEIBHOIO KOJIMYe-
CTBa Kajusl U3 3PUTPOLIUTOB. [Ipy HU3KOM ypOBHE aHTUTPEM-
ounHa II1, naxe Ha (hoHEe HOPMAIBHOTO UJIM YBEJTMYEHHOTO CO-
Jiep>KaHusi CBOOOMHOTO TernapuHa, MEPBOCTENIEHHOE 3HAYEeHUE
MMEET 3aMeCTUTEeJIbHAsI Teparnusi KOMIIOHEHTaMU KPOBU, CONIEp-
xamumu antutpomobun I11. HaubGosbiliee konmMyecTBo coxpa-
HSIETCSI B CBEXKE3aMOPOXKEHHOM, MEHbIlIee B HATUBHOM (KOHCEp-
BUpOBaHHOI) Ta3me. Jlo3a mpemapara 5-8 wMJ/Kr (Ha
nH(}Y3110).

ITpu HopManbHOM ypoBHe aHTUTpoMOUHA II1 unu mocne ero
KOPPEKIIUU HAYMHAIOT TeMapuHOTEPaNuio, HeOOXOIMMO MOoAAep-
>KMBaTh MOCTOSIHHBIA YPOBEHb TelMapUHU3ALMU HETPEePbIBHON
nHby3ueit remapuHa 15 EJI /(Xr x 9). DddeKT aHTUKOary/IsiHT-
HOU Tepamnuu OLIEHWBAIOT MO BPEMEHU CBEPTHIBAHUSI KPOBU 10
JIu —Vaiity kaxnpie 6 4. Eciu Bpemsi cBepThIBAHUS H« YIUTU-
HSIETCSI, TO O3y renapuHa ciaeayeT yBeauduTb qo 30-40 EJ1/
(krxu). Ecmu e BpeMsi CBepTBIBAHUSI YJIMHSIETCS CBBIIIE
20 MMH, TO IO3y renapuHa ymeHblaior g0 5-10 EJ1/(kxr xu4).
TMocne monmbopa MHAUBUAYAIBHOM 1036l TEMapyuHa renapuHoTe-
parnuio TpoIoIKaloT B 3TOM Xe pexume. [lo mepe yiydiieHust
COCTOSIHUSI OOJIBHOTO TOJIEPAHTHOCTh K TelapuHy MOXET Me-
HSITBCST , TIOATOMY HEOOXOIMMO MPOAOJIKATh €XEIHEBHBINA pery-
JISIpHBIA KOHTpOJib. OTMEHa remapuHa TMPOBOAUTCS C TIOCTe-
TIEHHbIM YMEHbIIIEHUEM JO3bl B TeUeHUEe 1—2 CyT BO M30exaHue
Pa3BUTUS TUTIEPKOATYJISILIUA U «PUKOIIETHOTO 3hdeKTar.

B nocniegHue roapl, Hapsimy ¢ aHTUKOATYJISTHTHOW Teparnuei,
TIPUMEHSIIOT aHTUArpPeraHThl — alETUICATULIUIOBYIO KUCTIOTY,
qunupuaamMol (KypaHtui). OObIMHO WX Ha3HAYalOT OJHOBpE-
MEHHO B CBSI3U C UX PA3JIUYHBIM MEXaHU3MOM JEUCTBUSI.

KoptukoctepounHasi Tepanusi O0JbIIMHCTBOM aBTOPOB OT-
Bepraercsl, Tak Kak YCWJIMBAET TMIIEPKOATYJISIINIO U OJIOKUPYET
«OUYUCTUTENIbHYI0»  (DYHKIUMIO PETUKYJIO3HIOTEIUATBLHON CHUC-
TEMBbI TTOI0OHO TIEPBOI MHBEKIIMU IHAOTOKCHHA B (heHoMeHe Ca-
Hapesut — [IBaprimaHHa.

ITpu T'YC Ha ¢doHe nHpEeKIIMOHHOro 3a00JeBaHUsIM 0O0JIb-
HBIM Ha3HaYyaloT aHTMOMOTUKU, He objamamlirie Hedporemnaro-
TOKCMYECKUMU CBoicTBaMU JIydille UCTIONb30BaTh Mpernaparsl Te-
HULIWJUIMHOBOTO psizia.
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I1. JleueHune B monmypuyeckyo dasy.

HeobxoaumMo KoppurupoBaTh MOTepyd BOAbI M 3JEKTPOJIM-
TOB, B TMEPBYIO o4Yepe]b, MOHOB Kajaus W HaTpusl, Ha3HAYEHUE
KOTOPBIX JOJKHO MPUMEPHO B 2 pas3a MpeBbIlIaTh UX IKCKpe-
LIMIO.

IMokazaHa aHTMOKCUIAHTHAs Teparnusi BuTaMuHoM E.

IIpornos

[Ipy IIUTENHLHOCTU OJIMTOAHYPHUECKOTo mepuoaa 6ojee 4 Hex
MPOTHO3 IJ1SI BBI3AOPOBICHUSI COMHUTENIEH. [IporHocTnuecku
HEOIATONPUATHBIMYA KIMHUYECKUMU U JTaOOPATOPHBIMU TIPU-
3HAKaMU IBIIIOTCSI CTOMKAsT HEBPOJOTHUYECKAs CHUMIITOMATHU-
Ka M OTCYTCTBME IOJIOKUTEJIbLHOM peaklUu Ha MepBbie 2-3
ceaHca reMoauaiusa. B ImpexHue rogbl IMOYTU BCe AETU paH-
Hero Bo3dpacta ¢ I'YC mormbanu, omgHaKoO ¢ TMpUMEHEHUEM
reMoauainsa JIETAIbHOCTh cHu3mwiach 10 20 %.

Hmmynonamoanoeunecxkue 3aboaeséanus u I'YC y
demeil cmapwezo e6o3pacma

OCTpaﬂ nmoye4yHasa HEA0CTATOYHOCTH
nmpu reMOJMTHKO-YPEMHMYECCKOM COCTOAHHUMU
nmpu HUMMYHONATOJJOTHMYCCKHUX 3200JIeBaHUAX

B psine Hadmonenuii I'YC onmcaH y meTeil Kak ¢ BpOXIEHHBI-
MM MMMYHOIEMOULUMTHBIMUA COCTOSIHUSIMU (araMMarioOyaInHe-
mus, cuHapoM Buckorra —Oumpuda), Tak M IIpU BTOPUIHBIX
MMMYHOJIOTUYECKMX HApYIICHUSIX (CUCTEMHEIE 3a00JIeBaHMS CO-
eIVMHUTEIBHOM TKaHM, OCTPBI 1 TIOOOCTPhINA IJIOMepyIoHepu-
TBIUP.)

Bce 3Benbs marorene3a I'YC npy MMMYHOKOMILUIEKCHBIX 3a-
00JIeBaHMSIX TaKKeE XKe, KaK IIpy MHQPEKIIMOHHOM TIpoliecce, pa3-
petaronmM (hakToOpoM SIBIISIETCS peaKidsl aHTUTeH-aHTUTEINO,
o0pa3oBaHUE B €€ XOI¢ MMMYHHBIX KOMIUIEKCOB, MEIMAaTOPOB
BOCITaJICHUSI, TTOBPEXXIAIOIINX MPEXIE BCETO SHAOTEINM 1 TPOM-
OOILINTHI.

Ha ¢one mupkynupyiolmmnx MMMYHHBIX KOMILIEKCOB IIpe-
MMYIIECTBEHHOE 3HAYEHME B Pa3BUTUM IIATOJOTHMYECKOTO IIPO-
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1iecca MpUoOpeTaeT BHYTPUCOCYIUCTAsl aKTUBAIIUSI TPOMOOILIU-
TtoB U OK. BHyTrpucocyaucras akTuBalusi TPOMOOILIMTOB
SIBJISIETCS CJIEICTBMEM HEIOCTaTOUHOM mpoayKuuu B DK mpo-
crauukiauHa (PGI2), omHoro u3 Hauboiee MOIIHBIX MHTUOU-
TOPOB TPOMOOLIMTApPHOI arperaliMu W Bazonwiatatopa. CHu-
JKEHME YPOBHS MPOCTALIMKINHA, B CBOIO O4Yepeb, MPUBOIUT K
HapyLICHUIO CYIIECTBYIOLIEro B HopMme OaynaHca Mmexay PGI2
n TpoMOoKkcaHOM-A2 (TxA2) W yCUJIEHMIO POJU TIOCJEIHETO
KaK arperupymomiero U coCyIoCyXMBAIOIIEro areHTa.

Kpome Toro, nMmeroTcst cBeJicHUsI O MOSIBJICHUU MPU CUCTEM-
HBIX BacKyJIUTaX aHOMAaJbHOTO BBICOKOMOJIEKYJISIDHOTO (hak-
Topa Bumneopanga (¢pB), cmocodbHOro momaep:KuBaTh IOBBI-
IIEHHYIO arperauuio TpombouuToB. Clrenyioliee 3a 3TUM
HapyllIeHUe MUKPOLIMPKYJISILIMU CITIOCOOCTBYET €llie OOJIbILICH aK-
TUBAIIMM KPOBSHBIX IJIACTUHOK U BOBJICYCHUIO B MATOJOTUYEC-
KW TIpollecC KOaryysillMOHHOTO 3BeHa TeMocrasa. [Iporecc
MOCTOSIHHO MOAJEPKUBAeTCsl ayTOMMMYHHOIT arpeccueil. Oco-
OEHHOCTBIO TAaHHOU (POPMBI SIBJISIETCSI BOBJICUEHNE B MTATOJIOTU-
YeCKHUIA TIPOoIeCC HE TOJbKO KalWLUISIPDOB, HO U apTepuo U ap-
TepUi, 4YTO TPOSIBIISETCH BBIPAXKEHHOU 3J10KAYECTBEHHOM
runepreHsueit. Ilporpeccupyloiliee MopaxeHUe pPa3TUUYHbBIX
OpraHoB OOYCJIOBJIMBAeT KpaliHe HeOJarompUsITHBIA MPOTHO3
IJIs1 9Tol (hopMBI 3a00IeBaHUS.

B nuarHoctuke nanHoro BapuaHTta OITH Gosbiiioe 3HaueHUe
MMEIOT cOOp aHaMHe3a U OCMOTp pebeHKa, KOTOPhI€ BBISIBIISIOT
MUKPOCUMITTOMATUKY, TTO3BOJISTIOLIYIO 3aTI0I03PUTh MPUYMHY Ta-
TOJIOTMYECKOTO TpOLIecca.

IMpemectsytome OITH Gonu B XXKUBOTE, IIUTETbHBIN CYO-
¢GedpunuTeT, U3MEHEHHUS B aHAJIM3aX MOYU, OCOOEHHO B BUJIE
MUKPOIPOTEUHYPUM, MUKPOTeMaTypuu, BbISIBIEHHAsl TeMoppa-
ruyeckasi Chillb Ha KOXe€ MpY MaHU(ECTHO HapacTalollieil ru-
MEepPTEH3UU, OTEYHOM CHUHIPOME MO3BOJISIIOT MPEAIOI0XUTh CU-
CTEMHOE TOpaXXeHWE C BOBJIEUEHUWEM B TIPOLECC IMOYEUHOM
TKaHu. M3 mabopaTopHbIX JaHHBIX OTMEYAIOTCS CTaOWIbHAs
aHeMu3alus, TPOMOOILIMTOIEHNUSI, BbIpAaXKeHHbI HEUTPOGDUITh-
HBII cIBUT Ha (oHe JeliKoneHuu, Boicokass COD. buoxumu-
YeCcKue JaHHbIE CBUIETEIbCTBYIOT O TUMO- W JUCTIPOTEUHE-
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muu. ['munepxonecTepuHeMus BBISIBISIETCSI HE 00513aT€JIbHO, HO
OIPENEIISIIOTCSI BBICOKME TTOKA3aTeu COAEPKAHUSI CUATOBBIX
KHUCJIOT U OETaTUUOINPOTEUIOB.

XapakTepHbl UBMEHEHUSI HA TJIa3HOM JHE — OYaru KpoBO-
WU3JIMSTHUI, CIIa3Mbl apTEPUOJI, aHTUONATHSI ceTyaTKu. B HeKoTo-
PBIX CiIyyasiX UMEIOTCS U3MEHEeHHUsI U 0OJIe3BHEHHOCTh B o0Jiac-
M cyctaBoB, Ha OKI — sBIeHUS KapauTa, Meperpy3kKu JIEBbIX
otnenos cepaua. Ha QoHe akTMBHOW Tepanuu AUYypEeTMKaMu
BO3MOXHO TMOSIBJICHUE NUYype3a U Jaxe BBIXOJ Ha MOJUYPUIO
NpyU CTAOWIM3alMM YPEMHUUYECKUX TMOKa3aTeseil, 4To TaK XKe
SIBJISIETCSl TIOATBEPXICHMEM CUCTEMHOCTU MOPAXEHUST CO-
eAUHUTENIbHON TKaHU. [IporHo3, Kak mpaBuiIo, HEOIArONMpUsIT-
HBI, W TO3TOMY paHHEe BKJIOYEHUE B KOMILIEKC JICUCHUS
azmadepesa, IMMYyHOCOPOIMU (BO3MOXKHO, Taxe Ha (oHe re-
MOJMan3a) MO3BOJSIET BOCMOJb30BAThCSI METOAAMM MeEIUKa-
MEHTO3HOW WMMYHOCYIIPECCUM W BbIBECTU peOEHKa B pPEeMMC-
culo.

I'YC, cBasanHblii cO Streptococcus pneumoniae

Ota dpopma I'YC onucaHa y geTeil cTapliiero Bo3pacta Ha ¢oHe
CTPENTOKOKKOBOW MHEBMOHUM, CeIlcuca W aHa’pOOHOW WH-
dexuuu. Y OOJBbHBIX OTMEUAIOT BHIPAXKEHHYIO MHTOKCHUKALIMIO,
TEeMOJIUTUYECKYIO aHEMUIO 0e3 peakiluu PEeTUKYJOLUTOB, MOJIO-
XuTeNbHbIN TecT KymOca, HepeaKo BOZHUKAIOIIUE CIIOXHOCTU
npu onpeneneHun rpynmnsl Kposu ABO. Tlospexaenue DK Bbi-
3bIBAa€TCS HEUpaMUHUAA30i — TUIPOJIUTUYECKUM (DEPMEHTOM
Str. pneumoniae, KoTopasi OTIICIUISIET CUAJIOBYIO KUCJIOTY C
TMOBEPXHOCTH IJIa3MAaTUYECKON MeMOpaHbl SPUTPOLIUTOB, TPOM-
oomToB U DK. Ilpu 3ToM 3KcmpeccupyeTcs CKpbIThlii T-Kpunt
antureH (T-Al), ¢ KoTtopsIM cBsI3bIBatOTCS T-aHTUTENA Kjlac-
ca ummyHornobynHoB M (T-AT), mpucyTcTByrollve B TLIa3-
Me KPOBHU 3IOPOBBIX JIeTeil crapiie 6 Mec W B3pOCHbIX. Peak-
uuss T-AI-T-AT Ha MOBEpXHOCTH KJIETOK OOYCJIOBIMBAET
MOJTUATTIIOTUHAOETEHOCTh SPUTPOLIUTOB U BBIPAXKEHHbBIN TeMo-
JIN3, BHYTPUCOCYIUCTYIO aKTMBAlLUIO TPOMOOLIMTOB C IMOCIIEMy-
ollIeld arperalueil 1 TpPOMOOILIMTONIEHUEH, a TakXKe MOopaxXeHue
OK kanumisipoB KIIyOOUYKOB MOYEK C HAPYIIEHUEM WX (PUITb-
TpallMOHHOM criocodHocTr U pasputue OITH.
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ITporuo3 npu stoit popme I'YC HeGnaronpuaTHeIiA. Y Tonb-
KO TOYHAsI TMAarHOCTHKA MOXET 00ecIeunTh 3(MHEKTUBHOCTh
Tepanmuu, TTOCKOJLKY O0mbHBIM [YC, BBI3BaHHBIM Str.
Pneumoniae, ormacHO mepeanBaTh KPOBb U CBEXKE3aMOPOKECH-
HyIO IUTa3My, TaK KaK B HUX comuepXarcs antuTena K T-Al,
KOTOpEIE MOTYT YCWJIMTH TTOBPEXKACHNE KJICTOK 3a CUeT obpa-
30BaHUSI HOBBIX MMMYHHBIX KOMIUICKCOB. [Ipu nedeHmMu oc-
HOBHOTO 3a00JIeBaHU, CBsI3aHHOTO ¢ Str. Pneumoniae, Hau-
6omee 3((GEKTUBHBIM CPEACTBOM CUMTACTCS NECHUIIWJIINH.
Teparmugs OITH He oTnnyaeTrcs OT TaKOBOM TNMPU TUITMYHOM
ryc.

Cewmeiinbie ¢popmbr I'YC

OnucaHbl B CeMbsIX Cpa3y Y HECKOJIBKHMX IeTeil, a TakKKe B
Pa3HBIX MOKOJICHUSIX OTHOM CeMbH Yy OCTEeil WM B3POCHEIX.
B ocHOBHOM TIpOCJIeXXMBAaeTCSI ayTOCOMHO-PEIeCCUBHBIN
OyTh HacjJeHoBaHUS (dallle IIpW POIACTBEHHBIX Opakax, pe-
XKe - ayTOCOMHO-IOMHWHAHTHEIN). BO3MOXHO pelmmmBHpPYIO-
1ee TedeHUe.

B HacTosiiee BpeMsT yCTaHOBJICHBI IBE IIPUYMHEI, IIpeapac-
noJaralonye K pa3BuTuio cemeiinoi ¢opmel I'YC.

OnHa 13 HUX cBA3aHa ¢ aHoMaimed cuare3a PGI12 sumore-
JMaAbHBIMM KJIETKAMM JIMOO M3-3a HeJOCTaTKa ITJIa3MEHHOTO
dakTopa, KOTOPHIN CTUMYJIMPYET €T0 MPOMYKIINIO, JTMOO BCIICI-
CTBUEe MHTMOUIINM camoro Tiporecca cuHTe3a PGI2. EcrecTBeH-
HO, 49TO JJIST JIOAeil ¢ HEeZOCTATOYHOCTBHIO MPOCTAIMKINHA U
npeoblamaoM BausTHIEM TXA2 CBOMCTBEHHA CKIIOHHOCTH
K CHa3MHPOBAaHUIO COCYIOB M arperanuy TpoMOomuToB. Ha
aToM (poHE 000 M3 (HaKTOpPOB, IIPOBOLMPYIOMINX AKTHBA-
VIO CHCTEMBI TeMOCTa3a, MOXET CTaTh MYCKOBHIM B Pa3BUTUU
BHYTPUCOCYIUCTOM arperainy TPOMOOIIMTOB, 00pa30BaHUM
TPOMOOLIMTAPHEIX TPOMOOB. CKIIOHHOCTh K CITa3My COCYIOB
yeyryonsier Teauenne OITH y Takmx OOJIBHBIX 3a CUET CHILKE-
st CK®-u co3maeT yciaoBUs I pa3BUTHs TUIICPTCH3UM.
DddexTnBHOCTD NeueHnd JaHHoi ¢opMbl ['YC moBhIIIacTcd
pU TIepeTUBaHUU OOJBHBIM CBEXKE3aMOPOXKEHHOM TJTa3MbI C
LeJTbI0 KOPPEeKIIUM CUHTE3a MPOCTAIIMKIIHA.
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Omucana cemeitHast ¢dopma I'YC u B CBSI3M ¢ HaCJeICTBEH-
HOI aHOMaJMel B cUCTeMe KOMIUIEMEHTa, B YacTHOCTH C, KOM-
noHeHTa. [lonarator, yrto cHmkeHne C, KOMIIOHEHTa KOMILIE-
MEHTAa COITPOBOKIAETCS TTOBBIIIEHHON TTPOAYKIIMET MOHOLIMTAMU
WNJI-1, KoTophsIil aKTUBAPYET MPOKOATYISTHTHRIE cBolicTBa DK 1
Co3MaeT YCJIOBUS JUIS BHYTPUCOCYIMCTON aKTUBALIMM CBEPThIBA-
gy, kpoBu. I[lpn neyennu ['YC, passuBierocst Ha (poHe nedex-
Ta B CHCTeMEe KOMIUIEMEHTa, KaK M B IIPEObIOyIIeM CiIydae, ITo-
JIE3HO TIepe/IMBaHME CBEXKE3aMOPOXKEHHOM TIIa3Mbl KaK MCTOUHMKA
e(UIIMTHOTO KOMIIOHEHTA.

CrenyeT OTMETUTD, YTO KIMHUYECKHUE U MOPGOIOTUYECKHIE
npospiaeHus I'YC, 1 ocoOeHHO ero aTMIMYHBIX POpM, UMEIOT
0OJIBIIIOE CXOJACTBO C TPOMOOTMYECKONW TPOMOOIIMTONEHNYEC-
koit myprypoit (TTII, 6one3np MoikoBuiia), nuddepeHIIn-
ajibHasl TMarHOCTUKA KOTOPHIX IO HACTOSIIEro BPEMEHM OCTa-
ercsa cnopHoii. Kak 1 mpu I'YC, 0CHOBHBIM ITaTOr€HETUYECKIM
MmexaHnusMom pa3Butus TTII saBisieTcss TpoMOUpOBaHUE COCY-
IIOB MUKPOLUPKYIsIuny. Ho mpy 3ToM 3HAYMTEIbHYIO POJb B
TpoM0OooOpazoBaHuu wurpaer ¢dakrtop Buianebpanma (hB),
Kotopbiii 'y 6oabHBIX TTII oTianMyaeTrcss HEOOBIYHO OOJBILIMM
pa3MeEpPOM U, COOTBETCTBEHHO, BBICOKMM CPOICTBOM K TPOMOO-
nutapHoil MeMOpane. [TprmunHoit anomammu ¢B ipm TTIIT aB-
JISIIOTCS AePUILIMT AeTIoIMMepasbl, IpeBpalaloii MaKpoMoJle-
Kyabel (B B MoOJIeKyabl HOpMajJbHOrO pa3Mepa, a TakKxke
CHIDXEHHUE YPOBHS MMMYHOIJIOOYJIMHOB, MHTMOMPYIOIIMX arr-
JIIOTUHAIIAIO TPOMOOIIUTOB, MHAYLMpoBaHHYIO (¢ B. Bricokuit
ypoBeHb aHoManbHOTO (B B Kposu 60abpHBIX TTII B pemuc-
cuio, paBHO Kak ¥ cHmxeHne PGI2 u C, KoMmoHeHTa KoM~
JIEMEHTa TIpU CEMEMHBIX aTMIMYHBIX opmax ['YC, gBusercs
HebaaronpuaTHeIM (pakTopoM. IlpucoennHeHne pa3IMIHBIX
MMaTOJIOTMYECKUX BO3AeCTBUI (MH(EKIINM, OCIO0XKHEHHOE Te-
yeHne OepeMEeHHOCTH U POJOB, IPUEM TOPMOHAIbHBIX KOH-
TpalleITUBOB, HEKPO3 TKAHM) MOXET IPOBOIIMPOBATH BHYT-
PUCOCYAUCTYIO AarrJlOTUHALIMIO TPOMOOILIMTOB IIOCPEICTBOM
¢B, ypoBeHb KOTOPOTO IIpM 3TOM pe3KO cHuxXKaeTcsa. U3 Je-
YeOHBIX MEPOTNIPUITHNA, KaK M Ipu ceMelHbIX popmax [YC,
Haubosiee 3(pheKTUBHBI IIa3Madepe3 U mnepeimBaHue CBe-
>K€3aMOPOKEHHOM I1JIa3MBl.
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Femonutnyeckne aHemum,
Bbl3BaHHble MHPEKLUUNAMMN

[MoBpexaeHre SpUTPOLUTAPHON MEMOpPAaHBI U TEMOJIU3 MOTYT
OBITb OOYCJIOBIIEHBI BO3ICHCTBUEM TOKCUHOB U JIPYrMX 0aK-
TepHATbHBIX POAYKTOB. ['eM0n3, CBSI3aHHBIN ¢ WHOEKIU-
eif, HabIIomaeTCcsl TIPU KIIOCTPUIUAIBHOM CETICHUCE, CTPENTOKOK-
KOBOM, CcTa(hUJIOKOKKOBOM, SHTEPOKOKKOBOM CeTicuce U/Uiaun
SHIOKapanTe. MansspuiiHbIi T1asMoanii, 6abe3us, 0apToHeNI-
JIa BBI3BIBAIOT TPSMOE TOPaXEHUE SPUTPOLIUTOB C Pa3BUTHU-
€M BHYTPMCOCYIMCTOTO reMonm3a. /{uarHo3 OCHOBBIBAeTCS Ha
00HApYXEHUU Tapa3uTOB B SPUTPOLIMTAX MPU HCCICTOBAHUU
nepudepnueckoil KpoBU. BHyTpuapuTpoLMTapHbIe BKIIOYE-
HUS TIpU Masipumn’, HaOII0AlOTCS paHHME KOJbLEBUIHbBIC
(GopMBI, CMHEBATOTO IIBETA, MOTYT UMETh Ha KOHLIAX KPacHYIO
Touky (Toukm). Plasmodium falciparum pacmo3HaloTcsl 10
XapakTepHOil KOH(UTYpallMd B BHIE HAYUIHMKOB U OaHAHO-
obpasHoMy Makporamerouurty. Ilpm mHBazmm P. vivax m
P. ovale mabmomatorcs rpanynbl Ilioddrepa. Ilpm mnaBa-
3un Babesia microti mapa3WThl MOXOXW Ha MaSIpUHBINA
IUIa3MOJWI, MOXHO HaOMoJaTh (GUTypy B BUIEC «MaJbTHIi-
CKOTO KpecTa».

AnarHoctuka reMmosiMTU4eCKuX aHemMuvm

Ilnan oOcnenoBaHuss GOJILHOTO MpH moao3peHnd Ha T'A

1. AHaym3pl, ToATBepXKIaonme Hammare [A:
1) o6t aHAIM3 KPOBU C OTpele/eHUEM YKC/ia PETUKY-
JIOIIUTOB ¥ MOP(OJIOTMIECKOI XapaKTepUCTUKOM 3PUTPO-
LINTOB,
2) OMOXMMUYECKUI aHAIU3 KPOBU — <«TeMOJTUTHYECCKUIA
KOMITJIEKC», BKITIOUAOLIMIA onpeaeieHre OMMpyorHA 1 €ro
dpaxiuii, ranTormoonHa, CBOOOIHOTO TeMONIOOMHA T1J1a3-
MBI.

2. AHaM3BI, YTOYHSTIOMME (POPMY TeMOJIMTUYECKON aHEeMUM:

1) ocMoTUUEeCKasT pe3UCTEHTHOCTh SPUTPOLIUTOB,;
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2) SpUTPOLUTOMETPUS M TocTpoeHue Kpusoii Ilpaiic-
JIxoHca;

3) ompeneneHre HepMEHTOB SPUTPOIIMTOB;
4) ompeneneHUe TUTIA TEMOIJIOOMHOB;

5) ompeneneHue aHTUTEN K 3puTpolMTaM — Ipobda Kym-
0ca, NMMYHO(EPMEHTHBII METOH, PaTuOMMMYHOJIOTHYeC-
KW METOMI.

3. TmaTtenpHBI aHAMHE3 XKM3HU peOeHKa, a TaKKe ceMeli-
HBIA aHAMHE3: HaJIMYUE aHEMMU, <«KEJITyX», XEITYHOKA-
MEHHOI 00JIE3HU Y POJICTBEHHUKOB.

4. OOILIEKITMHNYECKUE 00CIeIOBaHNS: aHAIU3bl MOYU, KaJa,
roceBbl, DKI', 0CMOTpBI CITELIMAIMCTOB, OIpeneacHNe Cy-
TOYHOIO JUype3a Npu HAIMYUY TeMOIJIOOMHYPUM, a TaK-
XKe O6CHe£[OBaHI/IH 10 MHOWBUAYAJIBbHBIM ITOKa3aHUWAM.

5. Tlpu momo3peHMu Ha HaC/IEACTBEHHYIO TeéMOJIUTUYECKYIO
aHEeMUIO TPU HAJIMYMKM COOTBETCTBEHHOIO aHaMHe3a — 00-
CJICIOBAHUE POIUTEIIEH.

6. Ilpy remMomIOOMHONATUSAX BO3MOXKHA IpeHaTaJbHAsT Ju-
arHOCTHKAa CEepPITOBUIHO-KIETOUHOM aHEMUM, OOJIBIION Ta-
JIaCCEMUU.

JI1s1 IMarHOCTUKM TMPOBOAST MPSIMYIO aclUpaluio KpoBU
M3 BeH IUTAlleHTBl B Xole (heTOCKONUu B cpoku 16-20 Hen
6epemeHHOCTH. TToNMy4eHHYI0 KpoBb MHKYOUpYIoT ¢ “C-Jneii-
LIMHOM, TIOCJIE Yero MPOBOISIT OLEHKY CUHTE3a IOJMIEIITUI-
HBIX lieTell peTuKyjaouuTamu. B ciydae, ecim 1iom odbpedyeH
Ha pa3BUTHE CEPIOBUIHO-KJIETOYHOU aHEMMHU BO BHEYTPOO-
HOM TIEPUOJIE XXU3HU, CUHTE3UPYIOTCS TOJbKO a, y U P-S-monu-
INENTUOHBIC LICITNU. YV roMO3UTrOTHBIX IO p-TajlaCCEMUU TIJIOOOB
OTMe4YaeTcsl BhIpaXKeHHOe CHIDKEHUE CUHTe3a p-LieTei.

CyllecTBYIOT TeHHOMHKEHEPHBIE CTIIOCOOBI TMAarHOCTUKU Cep-
TTOBUIHO-KJICTOYHOI aHEeMUU M p-TajiacceMuu in utero. HeGob-
1IMe HYKJICOTHUIHBIE TEPECTPOMKU MOIYT OBITb OOHApPYKEHBI
depMeHTaMKN  pecTpUKIMU. Takke BBISIBICHUE ITOPaKeHHBIX
IJIOJ0B MOXKHO OCYHICCTBJIATH IIPU HMCIIOJb30BAaHUN PECTPUK-
TazHykJjeasbl 1 aHanuza JIHK ¢ubdbpobracToB u3 aMHMOTH-
YECKOM XUIKOCTH.
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JleyeHNe 0oONbHbLIX
reMoiMTU4eCKMMM aHeMUsiMu

JleueHne B nepmnoge reMosiMTUYECKOro Kpusa

JleyeHne peGeHKa B MepHoOIe TeMOJUTUYECKOrO KpHM3a BCerma
MPOBOAUTCSI B CTAllMOHApe M HAIpaBJIEHO IMpeXAe BCEro Ha
KYIIMpOBaHUE aHEMHYECKOTO CHMHIPOMA, CHHIpOMa OMINPYOH-
HOBOW MHTOKCHKAIIMKM W TTPO(PUIAKTUKY OCIOXHEHUIA.

Pexnm

Crporuii 1ocTeNbHbI Ha BECh OCTPHIA MEPUO.

Jnera

Huera — crton Ne 5 (meyeHouHblit) mo [leB3Hepy.

O0s13aTeIbHO BKIIIOYAIOT B PAllOH MPOAYKTHI, OONagaroIime
JIMTIOTPOITHBIM (TBOPOT, OTBApHOE HEXXMPHOE MsICO, phida, rpe-
Yya) U XOJEKWHETUYECKUM JIEUCTBUEM (PAaCTUTEIbHOE MAacyo,
siiua, Mex).

HazHavarot 06MIbHOE MUTHE, MOXHO WCIIOIb30BaTh 5 % IMo-
KO3y, MUHEpaJIbHYI0 Bomy (60op:koM, ecceHTYKH Ne 17, ecceHTyKu
Ne 4). DHTepajibHO B 3aBUCUMOCTH OT BO3pacTa 0OJIbHOTO BBO-
I9T 10 1,5 71 XXMIKOCTU B CYTKH.

ITo moka3zaHusIM BO3MOXEH TepeBof OOJBHOTO Ha TMapeHTe-
pajibHOE MUTaHUE.

3aMecTuTeNbHAS Tepamnus

IMokazaHueM K TPOBEJECHUIO 3aMECTUTEILHON Tepamuu SIBJISI-
eTcsl HaTmyue y OOJBHOIO TSIKEIOW reMOJNIUTUYECKOU aHeMUU,
MpY KOTOPO# YpOBEeHb reMorioouHa cHikeH no 80-70 r/in u
meHee. Jy1st reMoTpaHchy3umn KeaaTebHO UCIOIb30BaTh OT-
HOCUTEJIBHO CBEXYIO 3PUTPOLIMTHYIO Maccy (CpoK XpaHeHUs
MeHee onHoil Heaenu) wim DMOJIT (sputpouuTHas Macca,
obOenqHeHHasl JelkouuTamMd U TpoMOouMTaMM) B d03¢ 5-
10 mMa/kr Beca OosnbHoro. Ilocie remorpaHchy3un peOEHKY
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MPOBOIAT TepMoMeTpuio (uepe3 1, 2 u 3 4yaca mocje 3aBepiie-
HMST TpaHC(yY31M), BBIMOJHSIETCS aHAJIM3 MOYM. YPOBEHb Te-
MOITIOOMHA KOHTPOJUPYETCS N0 U Tocie TpaHchysuu. Ilpu
VIIYYIIEHUM COCTOSIHUSI OOJIbHOTO, TOBBILIEHUN YPOBHSI T€MO-
rmobuHa g0 90 r/n manbHelnass reMoTpaHchy3MOHHasl Tepa-
MUsl He TTPOBOIUTCS.

ITpu nepenuBaHUM IPUTPOLIMTHON MACChl OOJIBHBIM C ayTO-
MMMYHHBIMUA TE€MOJIMTUYECKMMU aHEMMSIMM HEOOXOIUMO IIpO-
SIBJIITH OCOOYI0O OCTOPOXHOCThb. B 3THX ciydasix onTuMasib-
HbM sBJIsIeTCs niepenuBaHre DMOJIT (OTMBITBIX 3pUTPOLIMTOB)
rocjie MHOMBUIYaJbHOTO TMoAbOopa MeXIy SPUTPOLIMTaAMU J0-
HOpa " CHIBOPOTKOM PELIMITMEHTA C TIOMOILBIO HETIPSIMOUN peak-
1 Kym0Oca v Iviib 1o XXM3HeHHBIM MoKa3aHusIM. ['eMoTpaHc-
¢Gy3un COMPOBOXIAIOTCS JUIIb TPAH3UTOPHBIM 3G (HEKTOM.
OOBIUHO TIEPEIUBAIOT OTHOCUTEIBLHO HEOOJBIINE OOBEMEI
OMOIJIT no mepe HeOOXOOMMOCTM Ha (OHE BBHICOKOAO3HOM
KOpTUKOCTepouaHoi Tepanuu. [Ipu Xoa0moBoOi remarrioTh-
HMHOBOM 00JIE3HH, KaK IpaBwiIo, ypoBeHb Hb ocTaercs B mipene-
nax 70 r/n, GoabHBIE K yKa3aHHOM CTENEHM aHeMUU ananTh-
poOBaHbl M TreMOTpaHC(y3uil B MOMABISIONIEM OOJIBIIMHCTBE
cllydaeB He TpeOyeTcs.

'V GONIBHBIX CepIIOBUIHO-KJIETOUHONM aHeMMEN BBIIEISIOT Clie-
IYIOIIME TTOKa3aHUsSI K TeMOTpaHCPy3UsSIM:

1. HeoTnoxHble nepearBaHusl KPOBU
1) Tsakenast aHeMus
2) ceKkBeCTpallMOHHBIN KpU3
3) ariacTUYECKUid Kpu3
4) KpoBoroTepsi
2. ITocTostHHBIEC MIEepeTBaHUS KPOBU
1) uHCYNbT
2) TsKenblii 0oJIeBOi Kpu3
3) OepeMEeHHOCTh
4) TonroToBKa K IOJIOCTHOM OIepaluu
3. 3aMeHHoOe TepeMBaHue KpOBU

1) ocTpblii TOpakalbHbBIA CUMHIPOM TSIXKEJIOro Teye-
HUS
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2) WHCYJIBT

3) aprepuanbHasl TMITOKCEMMUSI

4) pedpakTepHBIN MpHUATTA3M

5) mepen opTaIbMOJIOTMIECKON oOrepalmeit

6) mepen 1epedpaibHOI aHrHMorpadueit

7) mepen MOJOCTHOM omepanueit

HeotnoxHoe nepeamBaHue KpoBU IMTOKa3aHO, KOIa HE0OX0-

JUMO YBEJIMYMTh TPAHCHOPTHYIO (DYHKIUIO KPOBM 0O€3 BbIpa-
>)KeHHOTro cHikeHust ypoBHs: HbS. TlocrosiHHbBIE TIepevBaHUSs
KpPOBU TIPOBOIAT sl cHUXeHus ypoBHsS HbS. OObuHO ero
MOIICPXXKUBAIOT Ha ypoBHe He Oosee 30 %; st aToro mocra-
TOYHO BBOIUTH IPUTPOLIMTHYIO Maccy B go3e 10-15 Mr/kr xax-
npie 3-4 Hen. 3aMeHHBIE TIepe/IMBaHUSI KPOBU OBICTPO HOpMa-
msyior Ht m ypoBenr HbS. Mx mpoBomsiT mo Xu3HEHHBIM
TTOKa3aHUsIM.

IMonmxenue ypoBHs1 HbS HeoOxommMo Tiepen omepaimei,
TaK Kak OoJibIlIMe oIepalydy M HapKo3 MOTYT CIIPOBOLIMPOBATh
OCJIOXKHEHUS, HAIMPUMEDP, OCTPBIM TOpPAKAJIbHBIA CHUHIPOM.
V neteit oopryHO 3amernarot 1o 1,5 OLIK tpemst uHby3usiMu ¢
6-8-yacoBeiMM HHTepBajiaMu. OOWIMI 00beM TpaHCHYy3UU
(ml) = 35 x m (kg). Ilocne TpaHchy3uu ypoBeHb IeMO-
ro0vHa moKeH paBHATbes 100 r/i, Mpu KOTOpOM PUCK OC-
JIOKHEHUI BO BpeMsl Olepaliii MUHMMaJICH.

IIpu cepnoBUAHO-KJIETOUHON aHEMUU YaCTO pa3BUBAETCsl CEH-
cuOMIM3alMsl K aHTUTeHaM 3PUTPOLIMTOB U TpaHC(Y3MOHHbIE
peakuuu — B 17,6 % ciydaeB. YTOOBI NIPenOTBPAaTUTh CEHCU-
OuM3anuio, ISl TepeIMBaHUiA 10 BO3MOXHOCTU HCHOJIb3YIOT
SPUTPOLIMTHI, COBMECTUMBIE IO MOIMOJHUTEIBHBIM aHTUTECHAM:
C, D, E, ¢, e, K. CeHcnOMmm3npoBaHHBIM OOJBHBIM IEPEIMBAIOT
TOJBKO COBMECTUMMBIE IO MOIOJTHUTEILHBIM aHTUTEHaM IIpera-
paThl KPOBU.

YV 0GoJbHBIX TajlacCEMUE TMPOBOAUTCS MPOrpaMMHAasl TeMo-
TpaHCcGhy3MOHHAsT Teparusi, MO3BOJISIONIAs TOJYIUTh PSi KIIU-
HUYECKUX TPEUMYIIECTB: TMOMIePKMUBATh HOPMAJbHBIM aKTHB-
HbIIA 0o0pa3 XM3HU OOJIbBHOTO, aieKBaTHOE pPa3BUTUE U POCT
pebeHKa; TOJHOCTBIO MOAABUTh IPUTPOITO33 U TeM CaMbIM HU3-
6exxaTh IIPOTrPECCUPYIOIIE TUIePIIa3ud KOCTHOTO MO3ra, MpH-
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BOASIIEH K BO3HWKHOBEHMIO BbIPaKEHHOH CIUICHOMETraud U
KOCMETUYECKUX Ae(EeKTOB, CBSI3aHHBIX C U3MEHEHUSIMU KOCTEl
JIMIIEBOTO Yepera; MUHMMU3MPOBATh TUaTalyio cepiiia u oc-
Teornopos. I'emoTpaHchy3umn MpoBOAATCS Kaxabie 4 Held, ypo-
BEHb TeMOIJIOOMHA [0 reMoTpaHchy3uu AOKEH COCTaBISTh
He meHee 100 r/n, mocne mepenmuBanuss — 140 r/a; B Mex-
TpaHC(hy3MOHHOM TE€pUOoJie ONTUMAJIbHBIM SIBJISIETCS YPOBEHb
remoryioonHa 120-130 r/n. Jlo3a 3puTpOLIMTHOM MacChl paBHa
12-15 Ma/kr (3 MJ/KI SpUTPOLIUTHOI MacChl YBEIMYMBAET
YpOBeHb TeMorioornHa Ha 10 r/11), ecinu OOJIBHOI He CIICHIK-
TOMHUPOBaH, PAacCUYUTaHHYIO H03y yBeamuuBaoT Ha 20-30 %.
Heobxonumast 1o3a 3pUTPOLUUTHONW Macchl BBOAUTCS OMHOMO-
MeHTHO. [lombGop JOHOPOB cieayeT OCYHIECTBIATh C OCOOOM
TIIATEbHOCTBIO TSI MAKCMMAILHOTO OTHAJIEHUS SIBJICHUI 130-
WMMYHU3ALUU U TSI IPEaYTIpeXIeHUsT TOCTTPaHC(Y3MOHHbIX
peakuui.

Z[C3I/IHTOKCI/IK3HI/IOHH3.H TCpaluda

1. Ua¢dy3noHHas Tepamnusi.

Hasnavaetcs BHyTpuBeHHOE KarmelbHOe BBeneHue 10 % pa-
cTBOpa ImoKo3bl (10 Mi/KT Beca) ¢ mHCyamHOM (1 em. mHCY-
ymHa Ha 50 it 10 % pacTBopa ITIOKO3bI), KOKapOOKCHIIa30i 1
aCKOPOMHOBOM KUCJIOTOM — OT OAHOKPATHOTO B TE€YEHHME CYTOK
IO KPYIJI0CYyTOYHON MH(GY3UU B 3aBUCUMOCTU OT CTENIEHU TsIKe-
CTH OOJIBHOTO.

JI71s1 HopMaIM3alK COCYIMCTOrO TOHyca M YJIydllleHusl peo-
JIOTUYECKUX CBOWCTB KPOBU BO3MOXKHO Ha3Hau€HUE PEOIOIu-
IJIIOKMHA B J03¢ 15 MJ/KT Beca OOJBHOTO.

Ha doHe uHpy3roHHoOIi Tepanuu 00s13aTeieH KOHTPOJIb AU~
ypesa.

2. Crla3MOJIUTHKY 1 KeTJeTOHHBIE CPENCTBA: HO-IIMA, aj-
Joxon, 25 % pacTBOp MarHus cyibaTa, Xojocac.

3. @eHobapbuTan — objamaeT OMIMPYOMHKOHBIOTUPYIO-
MM JIeCTBUEM, MHAYLIMPYS TIIOKYPOHUITpaHChepasHyto
cucteMy nedyeHn — 1o 10-15 mr/xr x 3 pa3a B AcHb,

Kypc JiedeHusI cocrtaBisier 7-10 mHeEid.
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AHTUOKCUIAHTHI

IIpenaparel ButamuHa E, apeBUT — 3(hGheKTUBHBI Y OOJIBHBIX C
nedpuunurom I'-6-D]I.

[TpenmapaThl, CIIOCOOCTBYIOIINE YBEIUYCHUIO
BOCCTAHOBJIEHHOI'O TJIyTaTMOHA B 3PUTPOIIMTAX

Kcenmur — mo 0,25-0,5 x 3 paza B JeHb B COYETAaHUU C PH-
6oc¢maBuHom 1o 0,02-0,05 x 3 pa3za B JcHB.

KOpTI/IKOCTepOI/II[HaH, ouTocTaTnyeckasd,
MMMYHOCYIIpECCUBHAaA TEpalinid

KoprukoctepounHas Tepanusi y OOJIbHBIX ayTOUMMYHHBIMU
TeMOJIMTUYECKUMU aHEMUSIMU SIBJISIETCSI OCHOBHBIM CPEICTBOM,
YCTpaHSIOIMM TeMoiu3. Bo3MoXHO Ha3zHaueHue MeTUIIpena
(30 Mr/kr/cyT BHYTPMBEHHO) WIMA TPEIHMU30JI0HA IHTEPasIb-
Ho. CraproBas 1o3a MpeaHU30J0Ha cOocTaBisieT 2-2,5 MT/Kr/
cyr win 40-50 Mr/M’ TOBEPXHOCTH Tesla B CyTKU. B HekoTo-
PBIX CIy4Yasix TSDKEJOro reMoJjin3a MOXET BO3HUKHYTh HE00XO-
JIMMOCTh YBEJIMUESHMSI J03bI TIPEMHU30JI0Ha 10 6-10 MT/Kr/CcyT
C LIEJbIO CACPXMBAaHUSI T€MOJUTHUYECKOro Tipoiiecca. JleueHue
MPOAOJIKAIOT M0 ToMydeHUs 3pdekra (CpeaHsist IIMTEIbHOCTD
JedyeHust 2-3 Mec) IO KOHTPOJIEM KOJMYECTBAa PETHUKYIOLM-
TOB KpPOBH, IIOCJIe Yero 103y IPEeAHN30JI0HA TMOCTETIEHHO CHU-
JKaloT 10 MUHUMAIBHOM TomepKuBarolieii. JUIMTeIbHOCTh TTON-
JNEPKUBAIOILECH Tepaluu ompeaenseTcss MHauBUayaiabHo. I[lpu
obocTpeHMM 3a00JIeBaHUSI HEOOXOAUMO BEPHYTHCSI K MCXOTHOM
TIOJTHOM J103€ KOPTUKOCTEPOUIHBIX mperaparoB. Ilocie moctu-
JKeHUST TIOJTHOM PEMUCCUU BO3MOXKEH OTKa3 OT JICUEHMSI TOPMO-
HaJIbHBIMU TIperapaTamu.

B pe3ucTeHTHBIX K TOpMOHAIBHOM Tepamuu CaydyasiX ¢ BbI-
COKOW aKTMBHOCTbIO MMMYHOIATOJOTMYECKOTO TMpolecca Of-
HOBPEMEHHO Ha3HayaloT LUTOCTAaTUKU: HUKIodochaH 4-
5 MT/Kr/cyT uiv azatmonpuH 2-4 mr/kr/cyt. Bo3amoxHO
Ha3HaYeHUEe UMMYHOCYIIPECCUBHOM Teparuu: [IUKIOCIIOPUH A
B 03¢ 5 MT/KT/CYT.
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B HeKOTOpBIX CiTydasiX TOJOKUTENBHBIN G (eKT oKa3bIBacT
HCITOJTb30BaHNE BHYTPUBEHHBIX MM IMyHOIIOOYTIMHOB G B BBICO-
KOl o3¢ 5 T/KT/CYT.

Ipyn X0IOMOBOI TeMaIrTTIOTHHIWHOBOW OOJIE3HN KOPTHKOCTE-
pouIHas Tepamusl B OONBIIMHCTBE cIydaeB HeaddekTuBHA. OT-
MedeH YaCTUYHBIN U JIWIIb KPaTKOBPEMEHHBIN 3P deKT Tepanuu
XJIOPOYTMHOM B COYETaHWM C InIa3Madepe3aMu B OTHOIIEHUN
CHIDKEHMSI TUTpa XOJIOMOBBIX aHTHUTEIN.

DKCTPaKOPIIOpaJIbHEE METOHNH JedYeHus

BputpormTadepes ¢ MOCISAYIONM BBEICHUEM OTMBITBIX 3PHT-
POLIMTOB TIOKa3aH OOJIbHBIM CEPITIOBUIHO-KJIETOYHON aHeMUel BO
BpeMsI OKKITIO3MOHHBIX KPH30B.

Y GOBHBIX ayTOMMMYHHBIMY TeMOJTMTUYECKUMU aHEMUSIMU,
PE3UCTEHTHBIX K KOPTUKOCTEPOMITHOM, MIMMYHOCYITPECCUBHOM Te-
pamnyy U CIUTEHOKTOMUH, BO3MOXHO M30JMPOBAaHHOE TTPHMEHE-
HYe TIa3Madepesa WM codeTaHne Tuta3Madepesa ¢ 3pUTPOLIN-
Tacepe3om.

[IpodpunakTuka u jJe4eHUE OCIOXHEHUM

I. IIpodumakTrKa OCTpOii IMOYSYHON HETOCTATOYHOCTH

1. KoHTpoJb cyToYHOTO AMype3a eXXeTHEeBHO, 10 IToKa3a-
HHMSIM — TI09acOBOM AUype3

2. 4 % pacTBOp HaTpHsA IMIpoKapOOHaTa B o3¢ 5 M/
KT/cyT (TIpemyrpexnaeT pa3BUTHE MeTabOIMIeCKOTO
almmo3a M JEWCTBYeT KaK CIIaOBIil TUYPETUK)

3. 24 % pactBOp 3ypmMHaA B mo3e 4-6 MT/KT/CYT
BHYTpUBEHHO KareibHo B 250-500 mit 0,9 % NaCl (ymya-
IIaeT OYeYHBI KPOBOTOK, 00JIamaeT me3arperaHTHBIM 1
CTabBIM THYPETUIECKUM IEHCTBUEM)

4. ®opcupoBaHHbI quypes: 10 % pacTBOp MaHHUTOJIA
B mo3e 0,5 r/Kr Maccel Tena OONBHOTO 2 pas3a B JEHb,
JIa3ukc B go3ze 1-2 mMr/xr 1-2 pasa B IcHb

5. TeMonmMamn3: TIpH OCTPOIA MIOYEIHON HEAOCTAaTOUHOCTH,
ITOKa3aHUSIMH SIBJISTIOTCSI HapacTaloIasi a30TeMHsI C IT0-
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BBIIIIEHWEM YPOBHS MOYEBMHBLI B KpOBM 0oJice 4eM Ha
25 MM/cyT u croiikaga rumnepkaiameMusi (0oJiee
7,5 MM /)

II. IMpodunakrtnka JBC-cunapoma
1. TemapuH B mo3e 25 eI /KT B yac ITyTeM HeIpepbIBHOI
NHOY3UN

2. Kypantun B no3e 4—6 MT/KT/cyT

3. Ilo noka3aHuUsIM TMPU CHWXXEHWU YPOBHSI aHTUTPOMOU-
Ha I1I: cBexxe3amopokeHHas 11a3Ma 10 Mu1/Kr Beca 00JTb-
HOTO

I11. Jleuenue apereHepaTOpHOTO Kpu3a

1. 3amecTUTeNIbHAS Tepanysi: SpUTPOLIMTHAS Macca BHYT-
puBeHHO B 03¢ 7-10 Mi/Kr, IIpu ypoBHE IreMOIJIOOMHA
menee 70 r/n

2. Ipemnmzonon 1-1,5 Mr/Kr/cyr

3. Buramun B, BHyTpumbiieyHo B 103¢ 100-200 Mkr 10
MOSIBIICHHST PETUKYJIOLUTO3a

4. ButamMuH B, BHyTpMMBIIIEYHO B BO3PACTHOM J1Ie4eOHOM
Jo3e

5. @onuesas kuciaora 0,001 3 pasa B neHb

[lo Mepe mosiBIEHMSI PETUKYIOLMTO3a NalbHEHIIEe CTUMY-
JIMPOBaHNEe KPOBETBOPEeHMs He mpoBoautcs. [lo3a mpeaHn3ono-
Ha MOCTENIEHHO CHIKAETCS JI0 MOJTHOM OTMeHBI. OTCyTCTBUE pe-
aKIMM Ha IMPOBEIEHMUE ITOMOOHONM CXEMBbI JICUCHMSI TIPUBOIUT K
HEOOXOIMMOCTU PEIIeHMSI BOIIpOCa O ITPOBEICHUM CILUIEHIKTO-
MMWH.

IV. Orex romoBHOro Mo3ra
ITpoBoauTcs nermmpaTalliOHHAsT TepaIIms

1. BBemeHre KOHLIEHTPUPOBAHHBIX PACTBOPOB TJTIOKO3HI:
20 % pacTBOp INIIOKO3bI 5 MJI/KT BMeECTe C WHCYJIMHOM
(1 en. Ha 25 M1 pacTBOpa)

2. OrpaHuyeHKe BOIHOI HArpys3ku 1o -/ , OT BO3pacT-
HBIX TOTpeGHOCTEM

3. Jlazukc 1-2 mu/Kxr 1-2 paza B CyTKM WJIM MaHHUTOII
(10 %-0,5 r/xT) Kaxknmpie 12 yacoB
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V. OcTpas cepmedyHO-COCYANCTas HEIOCTaTOYHOCTD
1. OkcureHoTepanus

2. Kapounorpoduueckas repanus: nmaHaHrud + 10 % pa-
ctBOp rmoko3bl (10 Mr/KT) ¢ mHCcymmHOM (1 em mHCyImM-
Ha Ha 50 MJ 3TOro pacTBopa) U KOKapOOKCHUIA30M

(20 Mr/kT)

3. YcrpaHeHne TUTIEPBOJIEMUN M OTEKOB. JIUypeTUKU: Ja-

3UKC 1-2 MT/KT, OrpaHUUYEHUE TTUThEBOTO PeXUMa

4. YnyuiieHne rieprudepuaeckKoro 1 KOpoHapHOTo KPOBO-
oOpallleHus: Je3arperaHthl (KypaHTWI 4-6 MT/KT/CyT),
cocymopacIMpsIIoLIre MpenapaTthl (HUKOIINAaH BHYTPUMbI-

IIIEYHO)
VI. ¥V GOJBHBIX CepITOBUIHO-KJIETOYHON aHeMUeH

1. KymmmpoBanme 6oeBoro Kpmsa

1) uHby3MOHHas Teparus Il KOPPeKIIMU Ieruapa-

TalMU U anuno3a (06beM xuakoct 2250 ma/m*/
cyTKHU ¢ gobasnenrieM 50 % compbl)

2) 06e300MBAaOLIAs Tepais — AHAIBIETUKU: TIPU Tsl-

JKeJIoM Kpu3e MopduH B pa3oBoii mo3e 0,15 mi/Kr
(MakcumaibHO 10 MT) IMOAKOXKXHO MM BHYTPUMBI-
LIEYHO Kaxable 3 yaca; Py YMEPEHHbBIX OOISIX —
MeTamoH B pa3oBoii mo3e 0,15 MI/KT SHTepallbHO
Kaxnple 4 yaca; TP JIETKUX OONSIX — KOIEUH B
pa3oBoil no3e 0,75 MI/KI BSHTepalbHO KaxKable
4 yaca wiM acrupuH 1,5 r/M’/cyT, pasnenus Ha
6 IpUEMOB.

3) anTMOaKTepHabHasl Teparus Mo MOKa3aHUSIM
4) remoTpaHc(y3MOHHAs TepaIus IO MOKa3aHUsIM
5) OKcuUTreHOTepamnus 1o MOKa3aHUsIM

2. KymupoBaHue OCTpOro TOpaKaJlbHOTO CHHAPOMA
1) obcnemoBaHye: KIMHWYECKUIA aHAIU3 KPOBU C pe-

TUKYJIOLMTAMU;, PEHTIEHOrpaMMa TPydHOM KIIETKU;
KOC; mmoceB kpoBu; moceB MOKpoTHI; DKI'; cepo-
norndeckoe obcnenosanue (Mycoplasma pneumo-
niae)

2) aHTHOAKTepUaNIbHasI TEPaIIMs:

* nedypoxkcum 100-500 MT/Kr/CyT BHYTPMBEHHO



* TpM BblIeaeHUM Mycoplasma — MakpoJubl
3) obMeHHOe MepeIrBaHKue Mo MOKA3aHUSIM:

* PaO, < 70 MM pT. CT.

* OCTpasl MPaBOXEIYIOUYKOBasi HEAOCTATOYHOCTD

* OBICTPOIIPOrpeCCUpPYIOLLasl THEBMOHUS

* TUCITHO3, TAXUITHO3

3. KynupoBaHne nHGEKIMOHHBIX OCIOXHEHUIA
1) obOcnemoBaHMe: KJIMHUYECKW aHAIM3 KPOBU C pe-

TUKYJIOLIUTAMU; PEHTTeHOrpaMMa TPYyIHOMN KIIETKU;

aHaJIM3 MOYM OOIIMIA; TIOCEB MOYM; ITIOCEB KaJa; ce-

poJiornyeckoe oocienoBaHue (B TOM YKCJIE TUTPHI

Mycoplasma pneumoniae); NCKIIIOYeHNE OCTEOMU-

enuTa; aoMOanbHasT MyHKIMs (y Bcex AeTeil o

1 roma; y Gojiee crapiimx — IIpM MUHMMAJIbEHOM

MOA03PEHNM Ha MEHUHTUT)

2) aHTHOAKTepUaIbHas Teparius.

* lledorakcum (knacopaH) WM APYroil aHTUOKMO-
THK, 3¢ GEeKTUBHBIN B OTHOIIEHNH Streptococcus
pneumoniae 1 Haemophilus influenzae B mo3se
100—150 Mr/Kr/cyT BHYTPMBEHHO; €CIM MpPH-
YHA JIMXOPaIKW HE YCTaHOBJICHA, aHTUOAKTe-
PUAJBHYIO Tepalldio IPOJOJIKAIOT OO MOJyde-
HUSI OTPULIATEIbHBIX PE3Y/IbTaTOB ITOCEBa KPOBU.

* Ecam armupexkcust fOCTUTHYTA B TedeHue 72 4, aH-
THOAKTepUAJIBHYIO TEParuio IIPOIOJIKAIOT 1IeK-
JIOPOM WJIM ayTMEHTUHOM HTEpPasIbHO.

VII. ¥ GosbHBIX TajlacceMuei

1. Ilpu HanmMYMM TIPU3HAKOB IIIOKA

1) obcnenoBanue: ypoeHb Hb, anexrpomuros, Ca, mmo-
KO3bI; aHAJI3 MOYM OOIINIA; ITOCEB KPOBU; TSI T~
¢epeHIIMaNbHON TMarHOCTUKM MEXIy KapauOIreH-
HBIM U centidecknM 1mokomM — BDKI, B/, Y3
cepiia

2) TIpu KapAMOTeHHOM IIIOKe
* IUypEeTUKU
* CepaeyHble TJIMKO3UIbI
* TwIaTeabHOe MoHUTOpupoBaHue LIBJI u cepaeu-

HOro BbIOpoca
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* nechepan 15 MT/KI/49 BHYTPUBEHHO
3) TIpU CeNTUYECKOM IIIOKE
* TIOCEB KPOBM U3 ABYX MepudepruecKnx BeH
* QHTMOMOTUKM IIMPOKOTO CTIEKTpa ACUCTBUST BHYT-
puBeHHO (uedanocnopunsl 111 moxkoneHus u
AMUHOTJIMKO3UIHI )
* uHdy3noHHas tepanus (10 miu/kr)
* TOMaMUH — IIO MOKa3aHUSIM
* Koaryyiorpamma st uckmodenus JIBC-cunapo-
Ma
* MoHutopuHr LIB/I
* Tas3bl apTepUAIIbHON KPOBU
* PEeHTreHorpaMma IpyIHON KIETKU
4) npu nUabeTHUYecoM KeToaluao3e
* MaccuBHasi MHMY3MOHHAS Teparusi
* CEepAEYHbII1 MOHUTOPUHT

CnneHakToMus

Iupoko ucronbzyercss s JiedeHUs OOJbHBIX Pa3TUYHBIMU
dopMamMu reMoIUTUYEeCKMX aHeMuil. CIIJICHIKTOMMIO JIy4lle
TPOBOIUTH B TJIAHOBOM MOPSIAKE B MEpHOJE KOMIIEHCALIMU Te-
MOJIM3a; ONTUMAIbHBIM BO3PAaCTOM CUMTAETCsl 4—S-JeTHUM, Of-
HaKO 70 TOKa3aHUSIM TIPU TSOKEJIOM TeMOJUTUYECKOM MpOolec-
Ce CIUIEHIKTOMUSI MOXKET BBIMTOJHATHCS JaXe Yy AeTell paHHEero
BO3pacTa.

B pesynbraTte ymaneHusi ceie3eHKW YCTPAHSIETCS HE TOJIBKO
MECTO pa3pyllIeH!s] SpUTPOLIMTOB M 00pa3oBaHUsI aHTUTEN (IIPU
ayTOMMMYHHBIX TE€MOJIMTMYECKNX aHEMMUSIX), HO M CKOIUICHUS
9PUTPOLIMTOB, YCTPAHSIETCS MPUYMHA TEMOIWIIOLIMY, YMEHbIIIA-
€TCsl KPOBSIHOE PYCJIO, TO €CTh MPOCTPAHCTBO JJISI pacripeaese-
HMSI 3PUTPOLIMTOB, BCIECACTBUE YETO IPUTPOIIOA3, a TAKXKE TeMO-
TpaHCcY3UM CTaHOBSATCS Oojiee 3(pdexTuBHBIMU. Hepenko y
OOJIBHBIX OOHApYXKMBAIOTCS A00ABOUYHBIC CEIe3¢HKU. PeBu3us
OpIOIIIHON TIOJIOCTU Ha MpPeAMET Haaudus T00aBOYHBIX Cese3e-
HOK J0JDKHA MPOBOAMTHCS 00s13aTEIbHO, TaK KaK He3aMeueHHbIE
1 OCTaBJIEHHbIE JOOABOYHBIE CEJIE36HKU MOTYT CTaTh IMPUYMHON
peLuanBa.
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ITocne cruleHSKTOMUU CYIIECTBYET MOBBIIIEHHAS! CKIIOHHOCTD
K MH(EKIIMOHHBIM 3a00JIeBaHUSIM, OCOOCHHO B TEUEHUE TIEPBOTO
roga Tocie omnepanuu. HanOosblnyio omacHOCTh MPenCcTaBIsieT
ITHEBMOKOKKOBBII CETICHC, B CBSI3U C 3TUM B psiic CTpaH Mepen
CIUICHIKTOMUEN TTPOBOISAT UMMYHM3AIUIO TTOJIMBAJIEHTHOM TTHEB-
MOKOKKOBOW BAaKIIMHOM, a IOCJIE OIEepalii B TEYEHUE TIEPBOrO
rona 0OJLHBIM Ha3HAYaeTCs HEHMUIWUITMHOTepanus (OMUIMIIINH-5
exxeMmecsiuHo). Cercrc He 4acTO OCJIOXHSIET CIUICHIKTOMMIO Y
JIETel cTaplleil BO3PACTHOU TPYIINbI, OIHAKO JIMXOPALALIMIA pe-
OEHOK OJKEH HAXOMUTHCS TOJ TIIATEIbHBIM HaOMOAEHUEM; €T0
HEO0OXOIMMO JIEYUTh C YYETOM BO3MOXKHOCTU Pa3BUTUS Yyrpoxka-
IOLLIeH XKN3HU MH(PEKITNH.

AOCOTIOTHBIM TTOKa3aHUEM K CITICHIKTOMMM SIBJISIETCSI HACTIEe I~
CTBEHHbBI MUKPOCHEPOIIHTO3, OCOOEHHO Y OOJIbHBIX C YaCThIMU
TeMOJIMTUYECKUMU KPpU3aMU, MIepEHECEHHBIM apereHepaToOpHbIM
KPU30M 1 Pa3BUTHEM KeJTYHOKaMeHHOI 0ojie3Hu. Ilomoxurensb-
HbIIA 3(p(PEeKT CIIEHIKTOMUN OTMEYaeTCsl B MepBble NHU TIOCIE
orepalMy — 3HAYMTEIbHO YIy4IIaeTcsl CaMOYyBCTBUE NETEH,
MCYe3aeT XKEATYIIHOCTb U OJIEAHOCTh KOXHBIX TTOKPOBOB. Iloc-
Jie oriepalvu y OOJIbIIMHCTBA OOJBHBIX TEMOJIUTUYECKIE KPU3BI
npekpaiiatorcs. ConepxkaHue reMorioOMHa U YpOBeHb 9pUTPO-
LINTOB 3HAYMTEJIBHO ITOBBIIIAIOTCS YK€ B MEpBbIE Yachl IOCIE
onepauny. Yuciao peTUKYJIOLMTOB HOpMaau3yeTcss Ha 7-10-i
JeHb 1ociie onepaunu. Ha 7-12-i neHb BO3HUKAET mocieornepa-
LIMOHHBIN TPOMOOLIMTO3, KOPPEKIIMHU Y AeTell He TpeOyeT.

IIpu pepmeHTOMATHSIX, MPOTEKAIOIIUX C BHYTPUCOCYIUCTHIM
reMOJIM30M, CIUIeHIKTOMUsT HeaddekTrBHaA. [Ipu cMelaHHOM
JIOKaJIM3aly TeMOJIU3a WIKM MPEUMYIIIECTBEHHO BHYTPUKIIETOY-
HOM TeMOJii3e MOKa3aHMUSIMU K CIJICHOKTOMMU SIBJISIIOTCSI Yac-
ThIE U TSDKEJIble TeMOJIUTUIECKME KPU3bl, pa3BUTHE TMIIEPCIUIe-
HM3Ma.

'V 00BHBIX TEMOTJTIOOMHOITATUSIMU TTOKA3aHUSIMU K CITJICHIK-
TOMUU SIBJISTIOTCSI:

1. TTpu cepnoBUIHO-KIETOYHON aHEMUN — ITOBTOPHBIE CEK-
BECTPALIMOHHBIE KPU3bI WY TUIIEPCILICHU3M.

2. Ilpu TamacceMun — MpOTrpeccUpyIollee YBEINICHUE pa3-
MepoB ceyie3eHKH (8 cM 1 0oJiee u3-TIol peOepHOI IyTH) ¢ pas-
BUTHEM TUIIEPCIICHU3Ma. AOCOMIOTHOE MTOKa3aHUe — YBEJIUYM-
BaloILAsICsI MOTPEOHOCTh B reMoTpaHcdy3usx 6osee yeM Ha 50 %
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OT MEepPBOHAYAIBHOTO YPOBHSI B TeueHue 6 Mec. IToTpeGHOCTE B
MepeIMBaHUK 3PUTPOLIMTHOM MacChl B 00beMe Oosiee 250 M1 /KT
B T€YCHUE Tofla MOXET CBUICTEILCTBOBATh O TUIIEPCIUICHU3ME 1
OBITb AQPIYMEHTOM B IOJIb3Y CIUICHIKTOMUM. Y HEKOTOPHBIX 0OJIb-
HBIX, TIEPEHECIINX CITICHAKTOMMIIO, MOXET Pa3BUThCS TeHEpasI-
30BaHHBII CETICHC, TIO3TOMY OITEPaLIMIO CJISAYET IIPOBOAMTD TOJIEKO
IIpU .CTPOTHX TTOKA3aHUSIX M KaK MOXHO B 0oJjiee TTO3MHEM IIepH-
oJie KU3HU.

Y GOJBHBIX ayTOMMMYHHBIMU T€MOJUTUYECKMMU aHEMMSIMU
CIUICHAKTOMMIO BBHIIIOJHSIIOT B ClIydae OTCYTCTBHS 3 ¢eKTa OT
IIUTENbHON (6-12 Mec) KopTHUKOCTepouaHol Tepanuu. Ha Go-
JIlee PaHHMX CPOKaX CIUIEHIKTOMHUIO MOXKHO MPOU3BOAUTH B MO-
MEHT TSDKEJIOTO TeMOJMTUYECKOTO KpH3a, KOIJa CBEPXBBICOKME
IT03bI IIPETHU30JIOHA HE YCTPAHSIOT HAapacTaloIIero reMojm3a 1
6osbHOMY yrposkaeT Tuoenb. Ilpu jgederum XomomoBBIX (opM
ayTOMMMYHHOI TeMOJUTHYECKOW aHEMUM CILICHIKTOMUS Heddh-
(eKTHBHA, TaK KaK 3pUTPOIUTHI SMTMMUHHUPYIOTCS B OCHOBHOM B
MeYeH!, a HE B CEJIC3eHKE.

XenartopHas Tepanus

JleueHue xenaTopaMu SIBIsSIeTCS] OOsI3aTeJIbHBIM KOMITOHEHTOM
Tepanuu y OONbHBIX TallacCeMUel, TaK KakK B pe3yJibTaTe IJIv-
TeJIBHOW TpaHC(Y3MOHHOI Tepany pa3BUBAETCS TeMOCHUIEPO3
(YycTaHOBIIEHO, YTO B CpelIHEM TaKue OOJIbHbIE MOJydaoT 165
(140) Mr 3pUTpOLIUTHONM MAcChl /KT B TOH, YTO COOTBETCTBYET
180 (160) mr Fe/kr B tom wm 0,49 (0,44) mr Fe/xr B
CYTKM; B CKOOKaxX IMpUBEICHBbI 3HAYCHMS [JIsI CILUIEHIKTOMUPO-
BaHHBIX OONbHBIX). ST BbIBedEeHUSI M30BITKOB XeJie3a W3
opraHm3ma HazHayvaloT gecdepan (aedepokcaMuH) wim aede-
PUIIPOH, KOTOPbIe YMEHBIIAIOT OTJIOXEHUE Xejle3a B TapeH-
XMMATO3HBIX OpraHax (IeYeHu, cepile, 3HAOKPUHHBIX XeJe-
3aX) U CHIKAIOT YPOBeHb (peppUTUHA CHIBOPOTKU. [IpemapaThbl
CBSI3BIBAIOT HE TOJBKO CBOOOTHOE CHIBOPOTOYHOE KEIEe30, HO
M W3BIIEKAIOT XeJle30 U3 KOMIUIEKCOB ¢ TpaHC(HEpPpPUHOM WU
(heppUTHHOM, a TaKKe BHYTPUKIIETOYHOE 3KEJIe30, B OCHOBHOM
M3 TEIaTOLUTOB, U BBIBOAST €0 B BUIE BOAOPACTBOPUMBIX KOM-
IJICKCOB uepe3 MOYKU, OKpallluBasi MOdy B KpacHbIi 1BeT. [1o-
Ka3aHMsI K Ha3HAYEHUIO XeJlaTOpOB: YpOBEeHb (eppHTUHA
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> 1000 Hr/MJ ¥ TOJOXUTEIbHBIE Pe3yIbTaThl AechepanoBoit
MpoObI (CYyTOUHAsT SKCKpeLus XKeje3a ¢ Modoii > 50 % ot exen-
HEBHOI TEeperpy3Ku KeJIe30M; €XeTHEBHO MallMeHT ITOJIyJaeT
1 Mr xenme3sa B 1 M DMOJIT). Bo Bpemsa Kaxmoil remo-
TpaHcdy3um BomnuTcd 500 Mr mudepana BHYTPUMBEHHO Kalleiahb-
HO C OTMBITBIMU 3PUTPOLIMTAMHU, KPOME TOTO, OOJbHBIE MOJIY-
yaloT naecdepan exemaHeBHO B mo3e 25-50 Mr/kr/cyr
BHYTPUMBIIIEYHO B 2 MHBbeKIIMU. boiee 3(h(eKTUBHBIM SIBJISI-
€TCsl TIOIKOXHOE BBeIeHUE Hecdepana B BEPXHIO TPETh ILieya
WY TI0J, KOXy XuBoTa B mo3de 40-60 Mr/Kr/cyT B TeueHUe
8-10 4 Bo BpeMsI HOYHOTO CHA C TIOMOIIbIO ITOPTaTUBHOIO IIEp-
¢y3opa (5 nHeir B Henmeno). dedepunpoH Ha3HAYAOT B 03¢
75—100 MT/Kr/CcyT 3HTEpajbHO, pa3meluB Ha 2-4 mpueMma.
Y GonbplIMHCTBA OOJBHBIX TaKMM CIIOCOOOM yHaeTcs Momaep-
XKUBaTh <«OTPULIATENBHBIN» OamaHc Xeje3a. DhGEKTUBHOCTD
XEJIaTOPOB IIOBBIIIAETCS MPH OZHOBPEMEHHOM Ha3HAYCHUM C
HUMU aCKOpPOMHOBOM KHUCJIOTHI — JETSM A0 3 JIeT B /03¢
50 mr/cyt, crapme 3 ger — 200 mr/cyr. Kypc ackopouHo-
BOI KMCJIOTHI Ha3HAYalOT He paHee, YeM 4depe3 Mecsdll OT Hayda-
Jna pecdepanoTepaliiu.

OcroxHeHus AectheparoTepani: MECTHbIE peaklnK (OTeK,
TUIEepeMUsT B MeCTe BBeAeHUS ), aHa(UIaKTUIECKIEe, TOKCHYEC-
Kue 3 heKThl (pa3BUBAIOTCS TIPU AJIUTEIBHOM Tepariy WU WC-
MOJIb30BaHUH TIPEIapaToB B BHICOKMX g03ax — 100 mr/KT/CyT
WM TIPY JIYeHUU OOJIbHBIX, He UMEIOIIMX TeMOCHUIEP03a): MUO-
s, KaTapaKTa, HOYHAs CJIETOTa, CHIDKEHHUE CIyXa, JUCTLIa3us
MeTar30B.

Y 6onpHBIXx CKA XeaTopbl Ha3HAYaAIOT MPU YPOBHE (heppr-
trHa Bbie 2500-3000 Hr/Mi.

IMpyu BeIpaXeHHBIX TMeperpy3kax xeiae3oMm (YpoBeHb dep-
puTHHA CHIBOPOTKM Oonee 5 000 HIr/MJ) Tepamuio HayWlHa-
10T gecdepalioM B J03¢ 6-8 T B CYyTKM BHYTPMBEHHO Kareilb-
HO paBHOMEPHO B TedyeHMe 24 4 M depe3 2-3 Hel MepexonsT
Ha MoHoTepanuio aedepuripoHom (50—75 Mr/Kr/cyrt) wim
necepanom (40-50 Mr/KT/CyT IOOKOXHO B TeyeHHE 8-
10 4 ¢ MOMOIIIBIO MOPTATUBHOTO Tepdy3aTopa 5 THEH B Hele-
mo). Bo3amoxkHa KOMOMHMPOBAaHHAS TepaIusl XeJaTopaMu: Je-
depurpon 50-75 MT/Kr/CcyT eXeTHEBHO B COYETAaHUU C JEC-
depanmom 40-50 mr/xr/cyt 2-3 pasa B Hememio wim 50-
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75 MT/KTr/CyT BHYTPUBEHHO IapajjieIbHO TeMOTpaHChy3Un
1 pa3 B Mecsill. YCTaHOBJIEHO, YTO KOMOMHUPOBAaHHAs Tepa-
MHST TIO3BOJISIET TIPM OTCYTCTBUU PHUCKA Pa3BUTUSI TOKCUYEC-
KUX TIPOSIBJICHUIN MOOUTBHCSI 3HAUYMTENIBHOTO YCUJICHUST XeU-

pymorero addexra.

TpaHcnnaHTayyss KOCTHOroO Mo3ra

MoxeT ObITh BBINIOJTHEHA Y OOJbHBIX TaJacCeMMEN, 10 JaHHBIM
JmTeparypbl, 3heKTUBHOCTh autoreHHoin TKM y Takmx 60ib-
HbIX gocturaetr 90 %.

TKM mpu Tamaccemun 6ojiee 3(@PeKTHBHA Yy OOJBHBIX IO
3 JeT, He MOJTyYaBIIMX MAaCCUBHYIO TpaHC(Y3MOHHYIO TEpaIliio 1
HE MMEIOIIVX BBIPAXKEHHBIX OCJIOXKHEHUM 3a00IeBaHMS.

[Tpu cepnoBUIHO-KIETOYHOI aHEMWU TPAHCIUIAHTAIIMSI TEMO-
MO3TUYECKMX CTBOJIOBBIX KJIETOK KOCTHOTO MO3Ta WJIM ITyTIOBUH-
Hoit KpoBu oT HLA-coBMecTMOro cbIMHra MOXET TIPUBECTU K
crabunmzanuu coctosiHusl 6oabHOro. Ilokazanus xk TKM mipu
CKA:

1) Bo3pacT OOJbHBIX MOJOXe 16 jer

2) Haymune HILA-coBmecTMMoro moHopa cuOjmHra
3) MHCYJIbT

4) peMaMBUPYIOLINI OCTPBI TOpaKaJdbHBI CUHIPOM
5) OommarepanbHast TIpoiaudepaTUBHAS PETHHOIIATHS
6) OCTECOHEKPO3 HECKOJbKUX CYCTaBOB

7) XpOHWYECKHNI TIpUAI3M

8) IMOTpeOHOCTh B TOCTOSIHHBIX TeMOTpPaHCPY3MIX
IIpotuBomnokazanus K TKM mpu CKA:

1) umppo3 reyeHn

2) mopaxkeHue Iouek (KiyOoukoBas (huabTpalMsi MeHee

60 M1 B MUHYTY)

3) mopaxenue 1HTHC

4) Takenple 3a00JIeBaHUS JICTKUX

5) CIIUJ

Hammane HLA-coBMecTMMOro moHopa CHOJIMHTA MMEETCS Y
14 % 6onpHBIXx CKA. TKM MOXeT ObITh TTpOBeAeHa OT HEPOI-
CTBEHHOTO JOHOpA IpY TPAaHCIIAHTAlIMM CTBOJIOBBIX KIIETOK
MYNOBUHHOI KPOBHU.
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dapmakonornyeckoe yCcuaeHme CUHTe3a
deTanbHOro remorsnobmHay 60MbHbIX
remMornobmnHonaTnaMm

Bricoxuii ypoBeHb HDF y OGOJIBHBIX TeMOTJIOOMHONATUSIMA
3HAYUTEJIBbHO CMSTJYaeT KIMHUYECKHE IPOsIBIeHUsT 3a00jeBa-
Huii. Tak, y 6oabHbix CKA ypoBenr HbF > 10 % obGecrieun-
BaeT 3aluTy OT MHCyabToB, HbF > 20 % npengarcrByeT pas-
BUTUIO OOJIEBBIX KPM30B M OCJIOXKHEHUM CO CTOPOHBI JIETKUX.
Y OGompHBIX TaltacceMmeil BBICOKMIT ypoBeHb HDOF ymyumraer
TeMOTJIOOMHM3AIINIO IPUTPOILIMTOB 3a cueT obpasoBaHusa (X,”-
TeTpaMepoB, He MOIABEPTraloIIMXCs MOJIMMEPU3AlU U HE BbI-
3BIBAIOIINX 00pa30BaHME MUIIECHEBUIHBIX KJIETOK W YMEHBIIIE-
HUs HaKOIUICHMS a-Ieleil, BBhI3BIBAIOIINX Hed(h(heKTUBHbBII
SPUTPOIIO33.

s moBeieHns yposHsT Hb F u cHnkeHmst Konmmdaectsa n
TsDKeCTH 00JIeBbIX Kpr30B y 0oibHbIX CKA B HacTosiee BpemMs
Hau0oJee IIMPOKO MCIIOIb3yeTCs TMIpoKcuMouyeBUHaA. Ilpema-
paT meiicTByeT B S-(a3y KIETOYHOro LMKja, MHIMOMPYET BhIpa-
00TKy pubOoHyKIIeo3uahochoHaTpeAyKTa3bl, YTO CHIKAET CIIO-
COOHOCTP KJIETOK K AEJICHUIO. YCTaHOBJICHO, 4TO ¥ 00MBHBIX CKA
eXeTHEeBHOe Ha3HAYeHNE TMAPOKCMMOUYEBMHBI YMEHBIIIAeT He00-
XOIUMOCTb B TeMoTpaHchy3usx Ha 50 %.

I'mopoxcumoueBrHA Ha3HAYaeTCs B CTApTOBOM mo3e 15 mr/
Kr/cyT sHTepaibHO. Kaxable 6-8 Hen mo3a TOBBIIIACTCS Ha
5 MTI/KT/CyT OO0 AOCTIKeHUsS 35 MTI/KT/CYyT MaKCHUMalbHO
00 10 YCTAHOBJICHUSI MaKCUMAaIbHO 3((PEKTUBHOM 1151 00Ib-
HOT'O 103bl, 0O 10 T03bl, Ha KOTOPOIl MOSBIISIOTCS MTPU3HAKKI
TOKCUYHOCTH:

* a0COJIIOTHOE KOJIMYECTBO HEUTPO(DUIOB
< 20 x 10°/n
+ KomuecTBo TpombouutoB <80 x 10°/n
* abCOMIOTHOE KOMMUeCTBO peTrKynomToB 80 000/ MM

Knununueckast addektuBHocTh npemnapata: Hb F > 20 %,
noBbllIeEHNE ypoBHs obiiero Hb na 1020 %

O0s13aTeIeH MOHUTOPUHT TepaIiu:

1) KIMHUYECKW aHaIM3 KpoBU 1 pa3 B 2 Hemenmm
2) anexkTpocdope3 Hb 2 paza B Mecsix

)
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3) mpy yCTaHOBJIEHWH CTAaOMIILHOU M Hamoosee 3 dex-
TUBHOM M03bI — 00CiIienoBaHus 1 pa3 B Mecsil
INokazaHus K Ha3HAYEHWIO TMIPOKCUMOYEBMHBI ¥ OOJIbHBIX
CKA:
1) 6omee 3 OONEBBIX KPU30B B TOII
2) mopaXxeHHe COCYIOB TOJIOBHOTO MO3ra C aUIOMM-
MYHU3ALUEN
3) pelMaMBUPYIOLINI OCTPBI TOpAaKaJbHBIM CUHIPOM
4) XxpoHWYeCcKMe TpopuuecKune SI3BbI
5) TIOBTOpHBIE SIMM30AbI ITPUAIT3MAa
6) abCoIOTHOE KOJNMYECTBO PETUKYJOLUTOB Ooee
150 000/mMm’.
[TporrBomOKa3aHMsI: OCTphIe 3a001eBaHNS TICUEHM;, TIOBBIIIIE-
HHME YPOBHS KpeaTHHUHA.
[ToGouHbIe 3(h(HEKThI: MUETOCYIIPECCHS, AJTOIIEIIS, TTMTMEH-
Tarus Koxu, nopaxenne XKKT, moBbeiieHrne aMuHoTpaHche-
pa3, TOBBIIIIEHNE KpeaTUHMHA, TepaTOreHHBIN 2P DEKT.

OcobeHHOCTBEAEeHUSA00JIbHbIX
B Nnepuoge KOMNeHcauuv reMosim3a

1. ucrnancepHoe HaOMoOneHWe MPOBOANTCS TIOCTOSTHHO TIPU
HAaCJIeACTBEHHBIX (hOpMax TEMOJIUTUYECKUX aHEMU, B
TedyeHWe 2-3 JIeT Toclie HOpMalTM3alMK BCeX IToKas3are-
JIelt KPOBM TPU TTPHOOPETEHHBIX hopMax, a TakKKe TIPH
HACJIENICTBEHHOM MHMKPOCGhEPOIMTO3E TTOC/IE TTPOBEACHHOMN
CIUTEHAKTOMUH.

2. lmera, HarpaBiieHHas Ha TPOMWIAKTUKY AVCKUHE3WH
SKeTIEBBIBOMSIINX MyTeid — cTom Ne 5.

3. Kypcel kemderoHHON Tepamny (110 WHIMBUIYaTLHOMY
IUIaHY).

4. MenmoTBom OT TPWUBMBOK M BBENCHUS Y-TJIOOYIMHA TTO-
CTOSTHHO TIPM ayTOMMMYHHBIX ['A, TIpM HacIenCTBEHHBIX
I'A IpUBUBKY pa3pelieHbl B Teprone KOMIICHCAIIUH Te-
MoJym3a (He paHee yeM depe3 3 Mec TOCIie TeMOJIMTHYEC-
KOTO Kpu3a), PUBUBKN HE COBMEINAIOT, TIepel] TIPOBeIe-
HMEM TIpUBMBKM W dYepe3 3 HHS TIOCHe TPUBUBKU
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00s13aTesieH KOHTPOJIb KIMHUYECKOIO aHaliM3a KpOBU C
OoIpeneIeHNeEM 4YMCIia PETUKYJIOLUTOB.

5. MepnotBoz oT 3aHATHI (UKYIBTYPOU IO OOMIEH IIpo-
rpamMme; paspemiaiorcd 3aHatus B rpynne JPK wim mo
o0JieryeHHOI TIporpamme (0e3 yJacTusi B COpEBHOBaHM-
SIX M CIa4Yd HOPMAaTUBOB).

6. He pekoMeHOyroTCsl pe3Kue TepeMeHbl KJIMMaTa, MHCO-
JISMs, (pU3NOIPOLIEAYPHIL.

7. Ipu nepuunre akruBHocTU [-6-DJI UCKITIOUUTH NpUEM
CIEMYIOIINX JIEKAPCTBEHHBIX BEILECTB. CyJb(haHWIaMuU-
JIOB, JICBOMUIIETHHA, allCTWICAIALIIIOBOM KUCIOTHI, aCKOp-
OMHOBOIT KMC/IOTHI, BUuTamMrHa K, HUTpodypaHOB, MeTuHIIe-
HOBOTO CHHEro. MCcKIIounTh yIoTpeOJieHne KOHCKUX
0000B, TrOJTlyOMKU, YEPHUKU.

8. KoHTpoJib KIMHUYECKOTO aHaim3a KPOBU C OIpenese-
HMEM KOJIMYECTBAa PeTUKyJouToB 1 pa3 B 1-3 Mec u mpu
JIIOOOM MHTEPKYPPEHTHOM 3a00JIeBaHUM.

9. Ocmotp JIOP-Bpaua, ctomatosnora 1 pa3 B 6 mec. Ca-
Halys BCeX o4aroB MH(EKIIMM — KaK KOHCepBaTHBHas,
TaK ¥ omepatuBHas. OnepaTwBHAs caHAIlWAS ITPOBOIMT-
¢ He paHee, 4eM depe3 1,5-2 Mec mocCje reMOJIUTHYEC-
KOTo Kpwu3a.

10. Y3 opraHoB OpromHoit mmojiocty 1 pa3 B TOI; OCMOTp
TacTPO3HTEPOJIOra IO MOKa3aHUSIM.

11. Kypcsl ommeBoii krucaoTel, BUTaMuHOB (Tpymiisl B, C,
A, E) no 2-4 Hex kaxzble 6 Mec.

12. CruteH3KTOMHUPOBAHHBIM OOJIBHBIM HEOOXOOMMO HaOJIIo-
JIeHNE yJaCTKOBOTO IeAuaTpa M Ha3HaueHUe aHTHOaKTe-
pUATbHOM TepalMu C TEePBOro IHSI MHTEPKYPPEHTHOIO
3a00JIeBaHMS; T10 TOKA3aHMSIM — TOCIUTAIM3aUs ISt
YTOUHEHMS JIOKAIM3aMy oyara MH(MEKIINY U TIPOBEACHMS
afeKBaTHOI aHTHOAKTepUaJbHOW Teparuu.

13. Tlpu cepITOBUIHO-KIIETOYHON aHEMWU:

1) MCKITIOUMTB TIOJIETHI HA caMoJIeTax, ITOABOMIHOE IlIa-
BaHUE

2) dpommenas kuciaora 0,001 — 1 pa3 B aeHb Kypcamu
no 14 mHeli exxeMecsIHO

3) nst poMIaKTUKY MHMEKIIMOHHBIX OCIOXKHEHUI
IIeTSIM B BO3pacTe OT 3 MecC IO 5 JieT BO3MOXHO
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Ha3HaueHue (PeHOKCHMETWINeHUIUUTMHA 1o 125—
250 Mr BHYTpb eXenHeBHO. B Bospacte 2 jeT Bak-
LIMHAIIMS IOMBAJIEHTHOM MMTHEBMOKOKKOBOM BaKII-
Hoil. B Bo3pacte 2-6 Mec BaKIMHAIIAS TPOTUB
Haemophilius influenzae. ExxerogHo BaKIMHAaLus
MPOTUB TpUIITIa

4) ocMoTp okyimmucTa 1 pa3 B romg

5) mpenapaThl IMHKA IS yIydleHus1 GU3n4eckoro u
MOJIOBOTO Pa3BUTUS

14. Tlpu TanacceMmmu:

1) ocmotp JIOP-Bpaua ¢ mpoBeneHreM ayouoOMeTPU
1 pa3 B ron

2) ocMOTp OKyaucTa 1 pa3 B rof

3) OKI, ¥3MU cepnua 1 pas B ron

4) peHTreHorpamma TpyaHoW KjeTku 1 pa3 B rof

5) dopma 50, ceponornyeckue MapKephl rematura B u
C 1 paz3 BrOq

6) OMOXMMUYECKIE aHATM3bI KPOBH: TIEYeHOYHBIE hep-
MEHTbI, MOYeBasi KUCJIOTa, caxap — 1 pa3 B Mecsll;
«KeJIe30-KOMITIEKC» KpoBH — 1 pa3 B 6 MecsIieB

7) mocne 10 ner mpoba Ha TOJEPAHTHOCTh K IJIIOKO-
3¢ — 1 pa3 B 2 roga; ypoBeHb TOHaIOTPOITHBIX
ropMoHOB — 1 pa3 B ron

8) Kypchl (hoMMeBoi KUCIIOTHI, BUTAMUHOB (Ipyniibl B,
C, E) — 00bHBIM, He TOTYJaloIIUM TpaHChy3Un

9) Y3U opraHoB OpromiHoi nojgoctd 1 pa3 B rog u
Mpy OOJISIX B XKUBOTE.

10) BakmmHaIus MPOTUB TemaTuTa B

11) Bec u poct 1 pa3 B 3 Mecsiia, OlLigHKA MOJIOBOTO
pasButus 1 pa3 B ron

12) mogpocTKaM: €XeromHO KYPCHl 3CTpOTreHa,/IIpo-
recTepoHa WIM TeCTOCTEpPOHA [JIsl TpemoTBpallle-
HUSI SHIOKPUHHBIX HapyILIEHUN; WISl mpoduiak-
THKHW OCTEOTNOpPO3a: MMAaKaIbIMH 1 TOJTYOK B CYTKU
MHTpaHa3anbHO + KapboHat Ca 1500 Mr/cyT 2H-
tepanpHo + ButamuH D 400 ME B cyTtku sHTe-
pajbHO.



MABA 13

AHeMunu HeaQOHOLUEHHbIX

STNONOrNg U naToreHes

BrImeneHyie 3Toil TPYMITBI aHEMUIA OOBSICHSIETCS HEOTHOPOIHO-
CTBIO 3THOIATOTEHETUYECKINX MEXaHU3MOB, MPUBOMSINNX K pa3-
BUTHIO aHEMHWYeCKOro cHapoMa. OCHOBHBIMM (haKTOpaMM, CIIO-
COOCTBYIOIIMMH BO3HUKHOBEHHIO aHEMUW Ha IIEPBOM TOLY
SKU3HU Y HETOHOIIEHHBIX WM Y IeTel, POIUBIINXCS C Maloi
Maccoii Tejla, ABJIAIOTCS TPeKpalleHre dPUTPOIT033a, Ae(hULINT
xenesa, aeuuuT ¢GoaatoB U nedunMt ButamMuHa E (Tadu. 43).

Pa3BuTHe paHHel aHeMUW HEIOHOIIEHHBIX OOYCIIOBJIEHO,
TIpeXIe BCETO, YTHETCHNEM 3PUTPOII033a. YCTaHOBJIEHO, UTO C
HaYaJoM CaMOCTOSITEJTbHOTO IBIXaHWs HaCHIIIEHWEe apTeprab-
HOIl KPOBM KUCJIOPOIOM yBeamumBaercs ¢ 45 mo 95 %, Bcnen-
CTBUE YETO PEe3KO TOPMO3UTCS 3pUTPOI033. OTHOBPEMEHHO yPO-
BEHb JPHUTPOIO3TUHA (BBICOKWI y IUIOHA) CHUXaeTcs D0
HeOoIpeAesieMOro. YKOpoUeHHast MPOIO/DKUTEIBHOCTD JKU3HI
SPUTPOLIMTOB IIJIOAA TAKKe CITOCOOCTBYET aHEMUH. 3HAYUTEITb-
HOE yBeJIMUeHUE OOIIeT0 00heMa KPOBH, COIIPOBOXIAOIIEE ObI-
CTpoOe YBEJIMUeHNE MAcCHI Tella B TIepBBIe 3 MecsIla KU3HH, CO-
3MaeT CUTYallio, KOTOPYIO 00pa3HO Ha3BaJIM «KPOBOTEYECHUEM
B CHCTeMy KpoBooOpallieHusT». Bo BpeMs 3Toii paHHe aHeMUH
HEIOHOIICHHBIX B KOCTHOM MO3Te M PETUKYJIOIHIOTEINATEHON
CUCTEME CONEPKUTCS TOCTATOYHOE KOJNMYECTBO 3Keje3a M pe-
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3€PBBl €r0 JaXe YBEIUYUBAIOTCS, TTOCKOJBKY YMEHBIIAETCS
00BbeM LIMPKYJIUPYIOLINX 3pUTPOLIMTOB. OJHAKO Y HEAOHOIIIEeH-
HBIX JIETEl MEPBBIX MECSIIEB XU3HU CHIDKEHA CIOCOOHOCTh K
PeyTWIN3AIMNA SHIOTEHHOTO Xeme3a, O6amaHc Xele3a y HUX OT-
puMuUAaTeNbHbIA (9KCKpelrsl Kejde3a C KajloM YyBejJuuyeHa).
K Bo3pacty 3-6 Hen caMblif HU3KWI YpOBEHb TeMOIJTIOOMHA CO-
cra.Bisger 70—90 r/n, a y geTeil ¢ oueHb HU3KOM Maccoil Tena
OH ellle HUXE.

Tabauua 43

AHeMyH HeIOHOIIEHHBIX | Yriuioyon M., 1981]

BpeMsi makcu-

Tun Mexanuzm MAaJIbHOTO BBISIB-
aHeMHuM JIEHUs1, HeL
Pannsist 3agepXKa 3pUTPOIOd3a + yBeJIMYMBAIO- 4-8
muiicst oobeM (Macca) KpoBU
ITpomexy- DpUTPOMNO33 HUXE HEOOXOAUMOro sk 8-16
TOYHAast YBEJIMUMBAIOIIErocsi oobeMa KpoBU
TToznHsist WcromeHue 3amaca xejge3a, HeOOXOmu- 16 u 6osee

MOTO [IJisd HAaCbIIICHUA yBCJlI/I‘il/IBa]OLlICflcﬂ
MaccChbl S5pUTPOLUTOB

Merano- Hedunur ¢onata B CBA3U C €ro HEYCTOM- 6-8
OsacTHast YKMBBIM OajlaHCOM + MHGbEKIUS

I'emonutu- Heduuur BuramuHa E Bo Bpemsi ocoboit 6-10
yeckast YYBCTBUTEJIBHOCTU IPUTPOLIUTOB K OKUC-

JIEHUIO

Panusas ¢asa 3akaHYMBaeTCs, KOTIa BOCCTaHABIMBACTCS
SPUTPOITO33 BCIEICTBHE CEKPEIIMU SPUTPOITOITHHA, CTUMYIIH-
pyeMoii pa3BuBIIelicsa aHeMueil. O6 3TOM CBUIETEIBCTBYET ITO-
SIBJICHVE PETUKYJIOLIUTOB B IeprepHIeCcKON KPOBH, B KOTOPOU
paHpIle WX He ObLTO. DTa (ha3a Ha3BaHa IMTPOMEKYTOYHOIM.
CHUXeHre YpOBHS TeMOINIOOMHA B OCHOBHOM IIPEKpalacTCs
Oyaromapsi BOCCTaHOBJICHUIO 3pUTPOIT033a (B Bo3pacTe 3 Mec
reMorJI00MH, Kak mpaBuio, cocrasisteT 100-110 r/m), HO remo-
JIN3 ¥ yBeJINMYeHe o0beMa KPOBH ITPOIOIKAIOTCS, UYTO MOXKET
3a/iepXaTh MOBBILIEHNE KOHILIEHTpallMu reMorioouHa. OnHako
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Terepb pPe3epBbl Xejle3a YXKe YHOTPeOJsIoTCS W OHU OyayT
HeU30eXHO MEHBIIIe, YeM B HOpMe, TI0 OTHOILIEHUIO K Macce Tejia
npu poxneHun. K 16—20-if Hemesle pe3epBbl XKejle3a MCTOLIA-
JOTCSI, Y TOTJA BIIEPBbIEC BBISIBJISTIOTCS] TUTTOXPOMHEBIE SPUTPOLIM-
THI, YKa3bIBAIOILME HA XeIe301e(UIUTHYI0O aHEMUIO, UTO BeleT
K JaJbHENIIEMY CHUKEHUIO YPOBHSI TeMOIJIOOMHA — TIO3THSIST
aHeMHUs HEJOHOIIIEHHBIX, €CJIM He OyleT HaJyaTa Teparus Kejie-
30M. M3 3TOr0 OmMcaHus MaToreHeTU4eCKMX MEXaHU3MOB SICHO,
YTO BBEICHUE Kejle3a MOXET YCTPAaHWTh WIM TPeayNpeIuTh
TOJIbKO TIO3IHIOK aHEMUIO.

Y IOHOIIIEHHBIX JETeil B TeueHre nepBhiX 8-10 Hemeab Ku3-
HU YPOBEHb TeMOITIOOMHA TaKKe MaJaeT. DTo SIBIEHUE Ha3bIBa-
eTcd (PU3HOIOrMYECKOM aHeMUe HOBOPOXKIEHHBIX. OHA BbI3bI-
BaeTCsd TaKMMM XK€ MeEXaHU3MaMU, KaK W paHHSS aHeMUS
HEJIOHOIIEHHBIX, HO Y JOHOILICHHBIX AeTeil MPOIOJIKUTEIbHOCTD
KU3HU SPUTPOLIUTOB MEHee YKOopoueHa U 00beM KPOBU YBEIU-
YUBaeTCs He TaK ObICTPO, ClIeIOBATeIbHO, aHEMUST MeHee TTy0o-
Kasg. Y HeIOHOIIEHHBIX JeTell ¢ MaJoii Maccoil Tejla YpOBEHb
reMornoorHa MoxeT mocturath 80 T/J yXe B Bo3pacTe 5 He,
TOrga KakK y JOHOIIEHHBIX JIeTell TeMOIJIOOMH PEAKO CHUKAETCSI
Hke 100 /1 1 MMHMMANBHBIN €T0 YPOBEHDb BBIABIISIETCS Ha 8-
10-i1 Hegene XU3HMU.

[MpuurHOIT pa3BUTUS PaHHEH aHEMUW HEJOHOIICHHBIX Y He-
KOTOPBIX JeTell MOXET OBITh HETOCTATOUHOCTh (POJIMEBOI KUC-
JIOTHI, 3amachl KOTOPOW Y HETOHOLIEHHOIO HOBOPOXIECHHOTO
odeHb Majibl. [ToTpeGHOCTh Xe B (hOJMEeBOIM KUCIOTE y ObICT-
PO pacTyllero HeJOHOIIEHHOro pebeHKa Beauka. Jerno donu-
€BOI KUCJIOTBI pPacXomyeTcs OOBbIYHO B TeueHUe 2-4 Hem, 4To
BeZeT K HEJOCTATOYHOCTU 3TOTO BUTAMMHA, YCYTYOJsIonIeiics
Ha3HAYeHHEM aHTUOMOTUKOB (TTOIABJISIONINX MUKPODIOPY KK-
IIEeYHUKA U, CJIeJ0BaTeIbHO, CUHTE3 (POIMEBOM KUCIOTHI), U
MPUCOEANHEHUEM KHUIIeUHOU MHpeKuuu. OcobeHHO OBICTPO
pa3BUBAETCSI HEJOCTATOUHOCTDb (hOTMEBOM KUCIOTHI Y HEIOHO-
IIEHHOTO pebeHKa Mpu ero AeUIUTe Yy Matepu BO BpeMs Oe-
PEMEHHOCTU U B mepuoi Jaktauuu. [1pu HemocTatke domue-
BOI KUCJIOTHI KPOBETBOPEHUE U3 HOPMOOIACTHUECKOTO MOXET
MepeiTH B MeranobiacTudeckoe ¢ Hed((GHEKTUBHBIM 3PUTPO-
IM0330M: Merajo0J1acTo3 B KOCTHOM MO3Te, MOBBIIIEHHOE BHYT-
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PUKOCTHOMO3TOBOE pa3pylleHWe 3PUTPOLUTOB, MaKpPOLMTO3
SPUTPOLIUTOB B KPOBM.

YV HEeIOHOIIEHHBIX JIeTell BAXXHYIO POJIb B MOIAEPXKaHUMN CTa-
OMJIBHOCTH 3PUTPOLIMTOB UTPacT BUTAMUH E, 3almuiaronivii MmeM-
OpaHbI OT OKUCJICHUSI U YYaCTBYIOIIMIA B cCUHTe3e TeMa. [1puun-
HY TIOBBIIIEHHOTO TE€MOJIM3a BPUTPOLIUTOB OOBSICHSIOT
neduurrom BuTamMuHa E. 3amacel ero y HEJOHOLIEHHOTO pe-
OeHKa mpu poxaeHUM HU3KM: 3 mr mipu Macce 1000 r (y moHo-
mreHHoro 20 Mr mipu Macce 3500 1), a ero BcachblBaHUE B KUIIIEU-
HMKEe HemocTaTouyHo. TakuMm oOpa3oM, cama HeIOHOIIEHHOCTb
MOXeT OBbITh IPUUYMHONM TunoBuTamMuHo3a E. Ha ycBoeHue Bu-
tamyuHa E HeGaaronpusaTHO BIMSIOT ac(UKCHSI, poIoBas TpaB-
ma HHC, nadexknnm, 9acTo BCTpeyaronimecs y HeAOHOIIICHHBIX
nmeteit. McKkyccTBeHHOE BCKapMJIMBaHWE KOPOBBUM MOJIOKOM
MOBHIIIaeT OTPeOHOCTh B BUTaMuHe E, a HasHaueHue mpena-
paToB keJjie3a pe3KO YBEeJIWYMBAaeT ero pacxomoBaHue. Bce 310
BelleT K HEeJOCTaTOYHOCTH BUTaMUHAa E B opraHm3Me HemoHO-
LIEHHOro pebeHKa MepPBbIX MECSLEB XU3HU, CIECACTBUEM YEro
SIBJISIETCS TIOBBILICHHBINA TeMOJIU3 SPUTPOLIUTOB.

HenocratouHOCTh MUKPO3JIEMEHTOB, OCOOEHHO MEIU, Mar-
HUsI, CelieHa MOXET yCYTyOUTh paHHIOK aHEMUIO HETOHOIICH-
HBIX.

KnunHuyeckasa kapTtuHa
n nabopaTopHbie AaHHble

KinHuka paHHell aHEeMMM HETOHOIIEHHBIX XapaKTepU3YeTCsI
HEKOTOPOI OJIETHOCTHIO KOXHBIX TTOKPOBOB M CIIM3UCTBHIX 000-
JIOYEK; TIPU CHIDKEHWM reMorsioomHa Huke 90 r/in GaemHOCTh
HapacTaeT, HECKOJbKO CHIMKACTCS JIBHMTaTeIbHasl aKTUBHOCTh
U aKTMBHOCTh TNPU COCAHWU, BO3MOXHO ITOSIBICHHUE CHCTOJIU-
YEeCKOro IllyMa Ha BEepXyllUKe cepiaua. TeuyeHue paHHEld aHe-
MUU y OOJIBIIMHCTBA IETeil OJarompusITHOE.

IMo3nHsa aHeMUsI HEIOHOLIEHHBIX, 00YCIOBJICHHAST BBICOKOM
MMOTPeOHOCTHIO B XKeJie3e B CBI3U ¢ 6ojice MHTEHCUBHBIMM, YeM
Y IOHOLIEHHBIX, TEMIIAMM PAa3BUTHS, KIIMHUUECKU TTPOSIBIISIETCS
IMOCTOSTHHO HapacTalolleil 6JIeTHOCTbIO KOXU W CIIM3UCTBIX 000-
JIOYEK, BSUIOCTBIO, CIA0OCTBIO, CHIDKEHUEM armeTuTa. BhIsBisi-
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XapaKTepI/ICTI/IKa npernaparoB XKeE€Ja€3a A 3HTCPAJbHOIoO IPUMEHCHUA, BBLIITYCKA€MbIX B XKUIKOMN

Tabauua 44

dopme
Ipenapatbi @dopma BbITyCKA KosmuecTBO JIonoJTHUTEIbHbIE CBEIEHUS
xKejesa 3JIEMEHTAPHOTO JKeJje3a
Axtudepput, | ®makoHsl 10 30 M B 1 M1 —98 mrFe*” 1 M mpenapaTa COOTBETCTBYET
Karm 18 xarutsm
Temodep, D1aKkoHBI ¢ IUITETKOM 110 10 Mt B 1 xamre — 2,2 mr Fe’” 1 M mpemnapara COOTBETCTBYET
1
Karm 20 xarsm
MansTodep, ®rnakoust 110 30 Mt B 1 mi— 50 Mr xene3a B BUAE 1 MJI Tperapara COOTBETCTBYET
MOJIMMAJIbTO3HOTO KOMILIeKca
Karu Tt 20 karuisimM
ruppokcuna Fe
Torema Awmmynel o 10 Mot 50 Mr B 1 ammyie Conepxut 1,33 Mr ajeMeHTapHOTO

Mapratiua u 0,7 Mr aleMeHTapHO Meau B

1 ammyne




0T TIPUTJIYIIEHNUE CePACYHBIX TOHOB, CUCTOJIMYECKUN IIIyM, Ta-
XuKapanio. B KIMHUYecKOM aHaau3e KpOBM — TMIIOXpPOMHAs
aHeMUsl, IO TSDKECTH KOpPEeIUpPYIolasi CO CTeNeHbIO HEIOHO-
IIeHHOCTH (Jierkas — remomtoouH 83-110 r/m, cpemHeit Ts-
KECTU — TeMOIIOOMH 66-82 T/ M TsKenass — TeMOIJIOOMH
MeHee 66 /1 — aHeMus). B Ma3ke KpoBu omnpenensieTcs MUK-
pPOLIMTO3, aHU301IMTO3, noJuxpomasdHs. CoaepxaHue CbIBOPO-
TOYHOTO XeJjie3a YMEHBIIIEHO, KOA(MOUIIMEHT HACBIILIEHWS TPaHC-
deppuHa Xene30M CHUXEH.

Mpodunaktnka aHeMmMmn HeaOHOLUEHHbIX

[MpodunakTryeckue MepONpUsTASI BKIIOYAIOT CBOEBPEMEHHYIO
CaHalMI0 0YaroB MHMEKIUM U JIeYeHHe TOKCUKO30B OepeMeH-
HBIX, COOTIOIEHNE PEeXMMa U MPAaBWJIBHOCTU TUTAaHUS OepeMeH-
HO¥.

BaxHbI ecTecTBeHHOE BCKapMJIMBaHWE U MPO(UIaKTUKA CH-
neporeHnr y Matepu (IIpd CUACPOINEHUU y MaTepu €€ MOJIO-
KO COIEPXXMT Kejne3a B 3 pasa MEHbIIE HOPMbI, MEmd — B 2
pa3a, CHUXEHbl WIM OTCYTCTBYIOT W JPYIi€ MUKPODJIEMEHTHI),
ONTMMAJIbHBIC YCJIOBUSI BBIXaXXKMBAHMST HETOHOIIIEHHOTO PeOeH-
Ka W mOpeaynpexaeHue y Hero 3abosieBaHuii. C LEJIbIO MPO-
¢GMIaKTUKU TUMOBUTAMMHO3a E peKoMeHIyIoT BceM HETSIM C
maccoit tesa meHee 2000 T B mepBhIe 3 Mecslia XW3HU JaBaTh
BHYTpb BuTamMuH E B mose 5-10 mr/cyrt. ns mpoduiakTu-
K1 nepunnTa ¢GosaToB B MOCIEIHEM TPUMECTpPE OepeMEeHHOC-
T ¥ HEAOHOIICHHBIM NIETSIM PEKOMEHAYIOT Ha3HauyaTh (hoJIu-
eByIO KHCJIOTY B 103¢ | Mr B CYTKM KypcaMm TI0 14 mHeit.
IMpodunakTuky aeduinra xene3a HEAOHOIICHHBIM AETSIM IIPO-
BOJISIT, HAYMHAS C 2-MECSYHOIO BO3pacTa B T€YEHME BCETO Iep-
Boro romga xwu3Hu. IlpemapaThl keje3a Ha3HAayalOT BHYTPh M3
pacyera 2-3 MTI 2JIeMEHTAapHOIO kejie3a Ha | Kr Macchl Teja
B CYTKW.

JleueHue

HOCKOJIBKy paHHAA aHEMUA OTHOCUTCA K COCTOAHUAM, OTpa-
2KaroliyM IMpoLEeCC pasBUTHA, JICUCHUA TIPHU Hell OOBIYHO He Tpe-
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OyeTcsl, 3a UCKJIIOUEHEM OOECIICUCHUST TIOJTHOILICHHOTO TUTAHUS
IIJIST HOPMAJIbHOTO TeMOII033a, OCOOCHHO ITOCTYIICHUS (posTHE-
BOI KMCJIOTHI M BUTamMuHa E, ButammHOB rpymmsl B, ackopou-
HOBOW KMCJIOTBHI.

I'eMoTpaHchy3nm 00BIMHO HE ITPOBOASITCSI, OMHAKO IIPU YPOB-
He remormoonHa Hike 70 r/1 u remarokpura MeHee 0,3 n/n
WM COMYTCTBYIOIINX 3a00J€BaHMUSIX MOXKET IOTPeOOBATHCS IIe-
penrBaHue HEOOJBIINX 00BEMOB IPUTPOIIMTHOM MacChl (00beM
reMoTpaHC(hy31UM ITODKEH 00ECIeYMTh MOIbEM TeMOIJIOOMHA 10
90 r/n). bonee maccuBHBIE TeMOTpPaHC(hY3HU MOIYT 3aTSIHYTh
MPOLIECC CITOHTAHHOTO BBI3MOPOBIICHUS 3a CYET YTHETCHUST SPUT-
pomoa3a.

JIist medeHnsT To3aHEN aHEMUM HEJOHOIIIEHHBIX BaxkHa ITpa-
BUJIbHAS OpraHM3alivsl BBIXaXKMBAHMSI — pallMOHAJIBHOE ITH-
TaHWe, MPOTYJIKM M COH Ha CBEXEeM BO3IyXe, Maccax, TMMHAc-
THKa, MpoduIakTUKa MHTEPKYPPEHTHBIX 3a00JIeBaHUM M TakK
najnee.

Tepanusa npenapaTamMu kejie3a BHyTpb Ha3Ha4YaeTcsl M3 pac-
yeTta 4-6 MI 3JIeMEHTapHOTO Xejie3a Ha 1 KI Macchl B CYTKH.
Y HeIOHOIIIEHHBIX IeTell ONTUMAJIbLHBIM SIBJISIETCSI Ha3HAUYCHUE
KMIKMX (pOpM TIperapaToB Keje3a, XapaKTepUCTUKa KOTOPBIX
npencTaBlicHa B Tabi. 44.

[TpomomkuTeTbHOCTD JIeYeHUS TIperiapaTaMu Kejie3a 3aBU-
CUT OT CTETIeHU TSLKECT aHeMUM. B cpemHeM BOCCTaHOBIEHUE
MoKa3aTeJiell KpacHOM KpOBM HACTyIaeT yepe3 6-8 Hel, omHaKO
JIeYEHME TIperapaTaMM Xejie3a y HETOHOIIEHHBIX IeTeil HeoO-
XOAMMO MPOAOJIKATh B TeueHUe 6-8 Hel M0 BOCCTAHOBJICHUS
3aI1acoB XeJjie3a B Aemno. Tepanus MoaIepXKUBalomuMy 103aMy
npenapaToB keje3a (2-3 Mr/Kr/cyT) IOJKHA IPOAOIKATh-
cs ¢ IpodUIaKTUIECKOM LebIo 1O KOHIIA MepBOro rofa >Ku3-
HU.

OnHOBpEMEHHO C IIpernapaTaMM Xejie3a IIeJecoo0pa3Ho
Ha3Ha4yaTh aCKOPOMHOBYIO KMCIOTY, BuTamuHbl B, u B,. Ilpu
YIIOPHOI HEIMEepEeHOCHMMOCTH IIperapaToB XeJjie3a, Ha3Hadae-
MBIX BHYTPb, TIPU TSDKEION CTENEHU XKene30AePUIIMTHOMN aHe-
MWHM TTI0KAa3aHO BHYTPUMBIIIEUHOE Ha3HAYEHUE IIPerapaToB XKe-
ne3a (heppym-Jex).
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OvcnaHcepHoe HabnopeHune

HenoHomeHHble OeTM C aHeMHUEil B TMEepUOJ BbIPAKEHHOCTU
KJIMHUKO-TEMATOJIOTMYECKUX M3MEHEHUI JOJIKHBI HaOJIOaTh-
cs BpauoM He pexe 1 pasza B HeHeslo ¢ KOHTPOJieM KIIWHU-
YeCcKOro aHaiam3a KpoBM Kaxknabie 10-14 maeit Ha ¢oHe Jieue-
HMS TIperapaTamu xene3a. [Ipn HeapdeKTUBHOCTH Teparuu
U B CIydasiX TSDKEJIOM aHeMMM TTOKa3aHa TOCIIUTAIU3alus s
BBISICHEHMSI pedpaKTepHOCTU K TIperapaTaM Kejie3a W Jieue-
HUSL.



rNABA14

CvmMmnToMaTudyeckue aHemMmmm

Pa3BuTre aHeMUM BO3MOXHO IPM PSIIE MATOJOTMYECKUX CO-
CTOSTHUI, Ka3aJ0Ch Obl, HE CBSI3aHHBIX C KPOBETBOPHOI CUCTe-
Moii. JInarHOCTUYECKMX TPYAHOCTEH, KaK MpaBWIO, HE BO3HU-
KaeT, ecii OCHOBHOE 3a0oJieBaHME M3BECTHO M aHEMMYECKMi
CUHJIPOM HE TpEeBaIUPYyeT B KIMHUYECKON KapThHe. 3HaYeHUE
CHMIITOMAaTUYECKNX (BTOPUYHBIX) aHEMMiII OOBSICHSIETCS MX OT-
HOCUTEJbHOM YacTOTON B IEAMATPUU M BO3MOXHOM PE3UCTEH-
THOCTBIO K Tepanuu. Haumbosee 4acto cuMnToMaTniecKue aHe-
MWK HAOJTIOMAIOTCS TIPY XPOHUYECKUX MHMEKIIMSIX, CUCTEMHBIX
3a00JIEBaHUSIX COSMMHUTEIHLHON TKAaHU, OOJIE3HSIX MEYEHM, DH-
JOKPUHHOM MaTOJIOTUM, XPOHUIECKOI MOYEYHOI HEeAOCTaTOYHO-
CTH, OTTyXOJISIX.

AHeMIM IIPM XPOHMYECKUX BOCIANMTENBbHEX
mporeccax, MHOeKIuIax

Haunbosnee yacTto BCTpedaloTCs MPY THOWHO-BOCITAIUTEIBHBIX
mpolieccax, MpoTo3oiHbIX nHbekusax, BUY-undexkunm. Ycra-
HOBJIEHO, YTO TIPH JIIO00I XpPOHWYIECKON MHMEKIINM, TTPOIOIIKA-
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forreiicst 6onee 1 Mec, HabmOmAeTCs CHIDKEHME TeMOTTIO0NHA IO
110-90 r/x.

B niporicxoxXmeHNM aHeMIH MMEIOT 3HaYeHNe HeCKOIBKO (hak-
TOPOB:

1. bnokana nepexoaa XKejae€3da M3 PETUKYIOIHIOTEIN-
aJIbHBIX KJICTOK B 3pI/ITpO6J'IaCTbI KOCTHOT'O MO3ra,

2. VBemuueHHMe pacxomOB Kejie3a Ha CHHTE3 KeJle30-
copepxammnx (epMEHTOB U, COOTBETCTBEHHO, YMEHBIIIC-
HHUE KOJIMYeCcTBa Xejie3a, MAYIIEro Ha CMHTE3 TeMOIJIO-
OuHa;

3. yKOpO‘IeHI/IC IPOOOJIKUTCIIBHOCTH XKNU3HU 3PUTPOLIN -
TOB, OGYCJ'IOBJ'[CHHOC YCUICHUEM aKTUBHOCTU KJIETOK PC-
TPIKy.]'[OC-)HZ[OTCJ'[PIaI[LHOfI CUCTCMBI,

4. HapylieHre BbIOEIEHHMSI SPUTPOIIOSTUHA B OTBET Ha
aHEMUIO TIPY XPOHUYECKOM BOCIIAJIEHUU M, KaK CIeACTBUE
3TOT0, CHIDKEHUE 3PUTPOIIO33a;

5. CHmXeHMe BcachIBaHUS XeJie3a IIpru JINXOpaJIKe.

B 3aBHCMMOCTH OT IIUTETBHOCTH XPOHMYECKOIO BOCHAase-
HUsI, OOHAPYKUBAIOT HOPMOXPOMHYIO HOPMOIIMTAPHYIO aHEMMUIO,
pexe TUIOXPOMHYI0 HOPMOIIMTApHYIO aHEMHUIO W TIPU OYeHb
OOJIBIIION MaBHOCTU 3a00JIeBaHUS — TUITIOXPOMHYIO MUKPOIIY-
TapHyl0 aHeMuio. Mopdoaornyeckue NMpu3HakKu aHeMUU He-
cnermduaHbl. B Mazke KpoBM 00HApYKMBAIOT aHU30LIUTO3. bro-
XMMMYECKM BBISIBIISIOT CHWXKEHHME CBIBOPOTOYHOIO Keje3a M
JKeJIE30CBS3BIBAIOIIE CIIOCOOHOCTY CHIBOPOTKM TP HOPMaJlb-
HOM WJIA TIOBBIIIEHHOM COIEpXaHWU Xejie3a B KOCTHOM MO3Te
W PETUKYJIOOHAOTEIUAIBHON crucTeMe. B nuddepeHuanbHoi
IMArHOCTUKE OT WCTUHHBIX XeIe30Ae(PUIMTHBIX aHeMUi
IIOMOraeT ypoBeHb (PeppUTUHA: MNPH BTOPUYHBIX THIIOXPOM-
HBIX aHEMMSIX YPOBEHb (heppUTHHA HOPMAJbHBIA WJIM TIO-
BBIIIEHHBIN (peppuTrH — GeOK OCTpoii (ha3bl BOCITAJICHUS),
MpY UCTUHHOM NeUIuTe Xejle3a YpOBeHb (heppUTMHA HU3-
KUK,

JleyeHne HampaBJeHO Ha KyIMpOBaHME OCHOBHOIO 3a0oJie-
BaHus. [Ipemaparsl xxene3a Ha3HAYAOT OOJIBHBIM C HU3KVM YPOB-
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HEM CBIBOPOTOYHOTO Xejie3a. JlJist JedeHus UCITONb3yIOT BUTA-
MuHBI (0cobeHHo rpynIibl B). ¥V 6onpabix CITM oM, nMeronmx
LIM3KUI1 YPOBEHDb SPUTPOITO3THHA, €ro BBeJICHUE B OOMIBIINX 10~
3aX MOXET KOPPHUTMPOBATh aHEMMIO.

Octphle MHPEKIINU, 0COOEHHO BUPYCHBIE, MOI'YT BBI3bIBATh
CEJIEKTUBHYIO TPAH3UTOPHYIO 3PUTPOOJIACTONIEHHIO VIJIM TpaH-
3UTOPHYIO aIlla3uio KocTHoro mo3sra. IlapBoBupyc B19 saBis-
eTCsl IPUUMHOM apereHepaTOPHBIX KPU30B Y OOJIBHBIX TeMOJT-
TUYECKUMU aHEMUSIMU.

AHeMuns Npu cucTeMHbIX 3aboneBaHUaX
coeaAVNHUTEeNbHOW TKaHU

Ilo nuTepaTypHBIM HaHHBIM, aHEMHUS HaOJIOmAeTCI MPUMEP-
HO y 40 % GONBHBIX CHUCTEMHOI KpacHOI BOJNMMAHKON M peB-
MaTOUIHBIM apTpuToM. OCHOBHOI NPUYMHONM pa3BUTHS aHe-
MMM CUMTAETCS HEOOCTaTOYHAas KOMIIEHCATOpHas peaklus
KOCTHOTO MO3ra, OOYyCJOBJI€HHas HapylIeHHOW CEeKpeuuen
SPUTPONOITUHA. [LOMONMHUTENLHBIMU (haKTOpaMy aHEeMM3alnun
SIBIISIIOTCSI pa3BUTHUE Oe(UIIMTA Xele3a, BhI3BAHHOE ITOCTOSH-
HBIMUA CKPBITBIMM KPOBOTEUCHUSIMU UYepe3 KMIIIEUYHUK Ha (poHe
npreMa HECTEPOMAHBIX MPOTHUBOBOCHAIUTEIBHBIX IpenapaToB
M HUCTOIEHNE pe3epBOB (oJIaTOB (MOTPeOHOCTh B (poIMeBOi
KHCJIOTE ITIOBBIIIEHA B CBS3M C Hpojudepanmeil KIeToK).
Y GOJIBHBIX CUCTEMHOI KpacHOW BOJIYaHKOM, KpOME TOrO, MO-
KET OBbITh ayTOMMMYHHAsI T€MOJIUTUYECKAsT aHEMUS U aHEMMS
BCJIEACTBUE ITOYEYHOU HEIOCTAaTOYHOCTH.

AHeMmud Jalle BCero HOpMOXPOMHAasi HOPMOLIMTapHasi, MHOT-
JIa TUIIOXpOMHasi MUKpoLuTapHas. MiMeeTcst Koppeiasiiust MexX-
Iy KoHHeHTpanunei remorimoonHa 1 COD — yewm Boeire COD,
TeM HWXE YpOBeHb IeMOITIOOMHA. YpOBEHb XeJjie3a B CHIBO-
POTKe HU3KHI, XKeJIe30CBI3bIBAIOIIAS CITOCOOHOCTh TAKXKE HHU3-
Kas.

Tepamnust TiperapaTaMy Kejie3a B aKTUBHYIO a3y MOXET
ObITh 3(p(heKTUBHA Yy JeTell B BO3pacTe 10 3 JIeT, TaK KaK Y HUX
4acTo MMEETCS paHee BOHUKINUI AeUIINT Kele3a, a TaKKe Y
OOJILHBIX ¢ KpalilHe HU3KUM YPOBHEM CBIBOPOTOUHOIO Xejle3a
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M HU3KUM KO3(POUILIMEHTOM HACBIIIEHUS TpaHchepprHa XKelle-
30M. CHUXEHHME aKTUBHOCTU OOJIE3HU IO BIUSIHUEM IaTore-
HETUYECKOI Teparnuy MPUBOIUT K OBICTPOMY IOBBIIIEHUIO CO-
IepKaHUsI Xejle3a B CHIBOPOTKE M YBEJIWYEHUIO TpaHCIIOpTa
Xejie3a B KOCTHBIM MO3T. BoJbHBIM MOXET ObITh Ha3HadyeHa
Teparus SpUTPOITOITUHOM, OJHAKO MallMeHTaM TPeOYIOTCs 00JTb-
I1e J03bI SPUTPOITO3TUHA U TaxKe Ha BbICOKME J03bI OTMEYACT-
Csl pa3juyHas CTeleHb OTBETa. YCTAaHOBJIEHO, YTO YeM BEHIIIIE
YPOBEHb 6a3aJIbHOTO 3PUTPOITOITHHA, LIUPKYJIUPYIOLIETO B TIIa3-
Me TalueHTa, TeM MeHblle 3(GEeKTUBHOCTb Teparvu 3pUTPO-
TTO3THHOM.

BropuuHast ayToMMMyHHasl TeMOJIUTUYECKAsT aHEMHUS Y GOJTb-
HBIX CUCTEMHBIMM 3a00JIEBAHUSIMU COCTMHUTEIBHOM TKAHU He-
peIKO KyIUpyeTcsl Ipy JIeYeHNU OCHOBHOTO 3aboneBaHus. [ep-
BBIM 3TAIlOM JICUCHMS SIBJISIETCS TepaIusi KOPTUKOCTEPOUAaMU
U TIpYU HEOOXOAUMOCTY MPOBeIeHHUE CIUIeHIKTOMMUU. [1pu pesu-
CTEHTHOCTU TeMoJii3a K YKa3aHHBIM METOJaM Teparuu I100aB-
JISIIOT LHTOCTAaTUKU (LmKJIodocdaH, a3aTUONPHH ), IIUKIOCITO-
pUH A, GONbIIKME 1036l UMMYHOITIOOYJIMHA IJ1 BHYTPUBEHHOTO
BBemeHus. st OBICTPOrO CHWKEHUSI TUTpPA AHTUTEN MOXKHO
HUCTIOJIb30BaTh T1a3Madepes.

AHeMIM IIpY 3a60JIeBaHMAX [IeUEHN

[Ipn tuppo3e meyeHU y OONBHBIX C CHMHAPOMOM IOPTaIbHOM
TUMNEPTEH3UNU Pa3BUTHE aHEMHUU OOYCJOBJICHO Ie(MUIIMTOM
JKeJie3a BCIISICTBUE MEPHOANIECKUX KPOBOIOTEPh M3 BapUKO3-
HO pacIIMpeHHBIX BEH MNUIIEBOMAA W XeJIyaKa U TUIepPCILICHU3-
MoM. lIMppo3 MOXeT COIPOBOXAATHCS «IIIMOPOKIETOYHOI
aHemueli» ¢ ¢parMeHTalMeil 3pUTPOLUTOB. [ HUITOIMpoTenHe-
MUSI YCyTyOJisieT aHeMUIO BCJICICTBHUE YBEIMYEHUSI OoO0beMa
TLTa3MBl.

I1pu 6one3nu BunbcoHa — KoHoBasioBa BoO3MOXKHa XpOHUYEC-
Kas TeMOJIMTUYECKasl aHeMMsI BCIICACTBHE CKOIUICHMSI Memy B
SPUTPOIIUTAX.

[Ipn BUpyCHOM TremaTuTe MOXKET Pa3BUTHCS aruracTHMYecKast
aHEeMMSL.
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Y yacti GOJIBHBIX BO3MOXKEH Ae(ULIUT (POTMEBOM KUCITOTHI.
YpoBeHb BUTaMMHa B, mpu TsOKenbIX 3a00/1€BaHMAX TEYEHU
MaTOJIOTMYECKU ITOBBIIIEH, TaK KAK BUTAMUH <«BBIXOIUT» W3 Te-

IIaTOLIMTOB.
JledyeHre aHeMU CHUMIITOMaTUYECKOe U 3aBUCUT OT OCHOB-
HOro MeE€xaHusmMa €€ pa3BUTHUA — BOCIIOJIHCHUE ,I[e(i)I/ILII/ITa

2K€EJIC3a, (DOJ'[aTOB N T. O.; OIIEPAaTUBHOC JICYCHUEC IIPU CUHIPO-
ME HOpTaJ'IbHOfI TUIICPTCH3UMU.

AHeMuum npun
3HOO0KPUHHOM NAaTONIOrNNn

AHeMHs1 4acTo AMATHOCTUPYETCS TMpU TUIIOTHpeo3e (BPOXKIEH-
HOM H NPUOOPETEeHHOM), OOYCJIOBJICHA CHIKEHHWEM BBIPA0OT-
KU 3pUTpornosThHa. Yaine aHeMHUsT HOPMOXPOMHAsT HOPMOIIU-
TapHasi, MOXeT ObITb IMIIOXPOMHON H3-3a neduuuTa Xenesa,
00YCJIOBJIEHHOTO HapyllIeHWeM ero BcachlBaHWs MPU TUIOTH-
peo3e, WIM TUIIEPXPOMHOM MaKpOLMTApHOW M3-3a AehuluTa
BATaMMHa B,,, pasBuBarolerocss BCIEACTBUE MOBPEXIAI0-
1Iero AeWCTBUS aHTUTEN, HaIpaBJeHHbIX MPOTUB KJIETOK
HE TOJIbKO IIMTOBUIHOM >Xejie3bl, HO W TMapueTabHBbIX Kie-
TOK XeJydKa, 4To BefeT K aeduumrty BuTamuHa B ,. 3ame-
CTUTEIbHAsI Tepamnus TUPOKCMHOM TMPUBOOUT K YIy4lIEHUIO
U TIOCTENeHHOM HOpMaJlU3alliy TeMaToJIOTMYeCKUX ToKasare-
Jieil, Mo TOoKa3aHUsSM Ha3HayaloT Mpernaparhbl Xejie3a W BUTa-
MuH B,

PazBuTue aHeMuu BO3MOXHO ITPU TUPEOTOKCUKO3€E, XPOHU-
YeCKON HEeMOCTaTOYHOCTU KOPbl HAAMOUYEYHUKOB, TUIIOMUTYHU-
TapusMe.

AHeMuMs Npn XPOHNYECKOoM
noYye4yHo Hepao0CTaTO4YHOCTH

XpoHunyeckas IoyeyHas HemoctaTodHocTh (XITH) — cuHa-
POM, OOYCJIOBJIEHHBI HeoOpaTuMoi TubeNblo HepOHOB BCead-
CTBME TIEPBUYHOTO WM BTOPUYHOIO 3a00jieBaHUS MOYEK.

355



C notepeit Macchl QYHKLIIMOHUPYIOIINX HE(GPOHOB IMPOUC-
XOAMUT MPOrpeccUpylolliasi yrpara MouyevyHblx QYHKIM, B TOM
YHCJie CHUXXAETCSI TPOAYKIIMSI SPUTPONO3THHA. Pa3BuTtue aHe-
mun 'y 6onbHBIX XITH mpeuMyliiiecTBEHHO OOYCJIOBIEHO CHU-
KEHUEM CUHTE3a 3PUTPOINOITUHA. YCTAaHOBJIEHO, YTO CHUXE-
HMeE CITIOCOOHOCTH TMOYEK K BbIpaOOTKE SPUTPOIIOITUHA COBIMAIaET,
Kak MpaBuUJIO, C MOSBJICHUEM a30TE€MUM: aHEMUSI PAa3BUBAETCS
npu ypoBHe KpeaTuHuHa 0,18—0,45 MMoOJb/1 M ee TIXKeCTb
KOppeIUpyeT C BbIpaXeHHOCTbIO azoTemuu. C mporpeccupo-
BaHWEM MOYEYHOU HETOCTATOYHOCTU MPUCOECTUHSIOTCS OCIIOX-
HEeHUsI ypeMUU U MPOrpaMMHOIO reMoauanun3a (KpoBOIOTeEpH,
TeMOoJIu3, HapyllleHre banaHca xenes3a, Kaabius, docdopa, BIu-
SIHME YPeMUYeCKHX TOKCMHOB U TP.), YTO YCJIOXHSET U UHAU-
BuAyanusupyeT naroreHe3 anemuu npu XITH u ycyrybmsier ee
TSIKECTb.

AHemusi OOBIYHO HOPMOXPOMHAsI HOPMOILIUMTapHas; ypo-
BEHb reMOrIoOMHa MOXeT ObITb cHuxkeH no 50-80 r/n; npu
TOSIBJICHUU Je(pUIUTA Xeae3a — TUIMIOXPOMHAsi MHKPOIIUTAp-
Hasl.

JleueHre TPOBOASIT PEKOMOMHAHTHBIM YEJIOBEUYECKUM DPUT-
POIO3THHOM (3MOKPUH, PEKOPMOH ), KOTOPBI Ha3HAYAIOT MPU
HaJIMYMU aHEMUM KaK OOJIbHBIM, €Ille He HYXIAIIIUMCS B Te-
MOJMaNN3e, TaK U Ha MO3MHUX CTAAUSIX XPOHUYECKON Mouyed-
Hol HejpocTaTouyHOCTU. [Ipu HEOOXOAUMOCTM Ha3HAYaloT Ipe-
mapatsl Xeje3a, (poireByo KUCIOTY, aCKOPOUHOBYIO KUCIIOTY,
ButamuHbl rpynnsl B (B,, By, B),), anabonmnyeckue crepounbl.
T'emotpaHcdy3uu TpoBOAST, TJIaBHBIM 00pa3oM, TSI 9KCTPEH-
HOM KOPPEKUUU IIPOrPECCUPYIOLIEN TAXKEION aHEMUU
(cHuxenwue ypoBHst Hb Huxe 60 r/n), HanmpuMep, Ipu Mac-
CUBHBIX KPOBOTEUECHUSIX. D(PGHEKT OT reMOoTpaHCPY3UU JUIIb
BPEMEHHBI, B NaJIbHEIIIEM HEOOXOAMMa KOHCEPBAaTUBHAS Te-
panusi.

AHeMumM npu HOBOOOGpPa30BaHUAX

Beiensttor criemyroiiyie TPpUYWHBI Pa3BUTHSI aHEMUU TIPU 3J10-
Ka4yeCcTBeHHbIX 3a0oneBaHusx [Ywumioyou M. JI., 1981]:
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1. T'eMopparuyeckuii ctaTyc
2. JlebuLIMTHBIE COCTOSTHUS
3. JIn33pUTpOIIO3TUYECKIE aHEMUI

1) aHeMmsl MomoOHAas HAOMIOMAIOIIMMCSI IIPY XPOHU-
YeCKOM BOCITAJICHUN;

2) cumepoObiacTHasl aHeMUS
3) spuTporaHas TUIOILIA3US
4. TeMOIHTIOLUSA
5. T'emomm3

6. JleitkospuTpobracTHas aHeMHS M MHMITBTPALIHS KOC-
THOTO MO3Tra

7. JledeHne 1MTOCTAaTUKAMMU.

Y 6osbHBIX TUMOOMON WK TUM@OrpaHyJIeMaTo30M OITU-
caHa pedpakTepHasi TUIIOXpPOMHAs aHEMUs, XapaKTepu3ylo-
masicsi OMOXUMUIYECKMMU U MOP(OJOTMYEeCKUMY MPU3HAKaMU
neduimTa Xejae3a, Ho He TIoaolascs JeUeHUIo TpernapaTa-
MM XeJie3a. YCTaHOBJIEHO, YTO U3 PETUKYJIO0IHIOTEIUATbHOMN
CHUCTEMBbI, BOBJIEYEHHOI B MAaTOJOTUYECKUI TMPOIECC, KeIe30
He TIEPEHOCUTCS B ILIa3My.

MetacTazupoBaHMe OIyXOJieii B KOCTHbI MO3r — yaliie
BCEro B KOCTHBII MO3T MeTacTa3upyeT HelipobiacToma, pexe
peTHMHOOMacTOMa M pabmoMmocapkoMa, tuMdocapkoma. Y 5 %
OOJIbHBIX JTUM(OTpaHyJIeMaTO30M BbISIBJSIIOT MH(MUIBTPALIMIO
B KOCTHBII Mo3r [Yumnoyou M. JI., 1981]. UadpunsTpanuio
KOCTHOTO MO3Ta MOXHO Mpearnojarath Npu JIeHKo3puTpoobia-
CTHON aHeMMM, IJIsi KOTOPO XapaKTepHO NMPUCYTCTBUE MMUeE-
JIOUMTOBU SAPOCONEPKAIINX SPUTPOUTHBIX KIETOK, PETUKY-
JIOIMTO3a, U B TO3IHEW CTaAuM — TPOMOOILIUTONEHUU U
HEUTpOIIeHUH, TO eCTh MaHUUTOIeHus . JIelikoapuTpobdaacTHas
KapTMHa KPOBU OOBICHSIETCS TeM, YTO NMpU WHOUIbTpALUU
KOCTHOTO MO3Ta MPOMCXOAUT IKCTPaMenyJISIPHbIN 3PUTPOII033,
B pe3yJibTaTe 4ero B nepudepruyeckylo KpoBb BbIOpAChIBAIOT-
csl paHHME MMEJIOUIHbIE U 3PUTPOUAHbIE KieTKu. HecMoTps
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Ha TO, YTO aHEMMsI OOBIYHO MMEETCS, OHAa MOXET OTCYTCTBO-
BaThb B paHHEW CTaIuu.

JleyeHre aHeMUU, MIOMIUMO BpeMEHHOTo 3¢ ¢eKTa OT TpaHC-
(y3uu, Majo yCrenrHo, ecliv He yaaeTcst KyIIMpoBaTh OCHOBHOM
rporecc. Bo3aMOXHO NMpUMEHEHHE SPUTPOITOITHHA.



rNNMABA15

AundPepeHumnanbHana
AUarHoCTuKa aHemMmum

AHeMMH — 3TO camasl paclpOCTpaHEHHass W pa3sHOOOpa3Has
10 STHOIATOreHe3y Ipyrmna 3abojieBaHU KpoBH y aeTeil. Yaiie
BCETO y JeTeil OTMeYaloTCsl Je(ULINTHBIE aHEMUH, TIPEXIIE BCEro,
xeje3oneduuutHbie. Hepeako B mpakTuyeckoil pabore Iemu-
aTpa BO3HUKAET HEOOXOAMMOCTh IMATHOCTUKU, AuddepeHin-
aJIbHOTO JMArHo3a U JIeYeHUsI OONIbHBIX T€MOJIUTUYECKUMU aHe-
MUSIMU, UMEIOIIMMU 3HAYUTENBHBIN YIETbHBIA BEC B CTPYKTYpe
aHeMUIi IETCKOro BO3pacTa. AIUIACTUYECKUE aHEeMUU BCTpeda-
JOTCS 3HAYUTENILHO PeEXe, HO SIBISIOTCS Haubojiee 3JI0Kade-
CTBEHHBIMM, TPEOYIOT OT Bpaya creluduyeckux 3Hanuii. He-
pEeNKO TMOCTENEHHOE HAyallo OOJIE3HM, IMOTUMOPGU3M XKajaob
MPUBOIAT K TOMY, UTO JETH C aHEMHUEH B TeUeHUE OMpeaesieH-
HOrO BpeMEeHM OO0pallaloTcsl K IMeauarpy. DTO, €CTECTBEHHO,
TpeOyeT XOpOollero 3HaHus AuddepeHInaIbHO-IUarHOCTUYEC-
KUX KPUTEPUEB DPa3IW4YHBIX BAPUAHTOB aHEMUIA.

OrnpeneieHHOe 3HaYeHUe B AUddepeHIIMaIbHON TUarHOCTH-
K€ aHEMMYECKMX COCTOSIHUIA MMEIOT aHAMHECTUUECKME TaHHbIE —
BO3pacT IIOSBJICHMUS U CKOPOCThb IIPOrPECCUPOBAHUS aHEMUM;
OCOOCHHOCTH T€YCHUSI OEPEMEHHOCTH M II€pHONa HOBOPOXICH-
Hoe™, HamMuue MpodBpeIHOCTEN Y ponuTeseil pebeHKa; Xxapak-
Tep AMETHI U XXWIMIIHO-OBITOBBIX YCJIOBUIA; HAJIMYUE COITYTCTBY-
oIMX 3a00JIeBaHUil, yKa3aHUsS Ha IIpUEM JIeKapCTBEHHBIX
IpenaparoB U Tak gajuee. BaxkHa nmHdopMalys o HacaeACTBEH-
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HOCTM — HaJlMuMe Yy poauTesieil U Ipyrux poJACTBEHHUKOB aHe-
MW, XENTyX, 310POBbE APYTUX NETEU B CEMbE, HAINYUE KPOB-
HOPOJCTBEHHBIX OpakoB. CyIlleCTBEHHbI Pe3YJbTaThl (DU3UKaAJIb-
HOTO 00CJIeIOBaHMsI, a UMEHHO, OOHapyeHue y pedeHKa, TTIOMUMO
00ILEaHEMUYECKHX TIPU3HAKOB, APYTUX KIMHUYECKUX IIPOSIBIIE-
HUIi 3a00JIeBaHUSI — OTKJIOHEHUI (PU3NIECKOTO U /MU TICUXO-
MOTOPHOTO Pa3BUTHSI, BPOXKIEHHBIX TTIOPOKOB Pa3BUTHUSI, TPODU-
Ye'CKMX UBMEHEHUI KOXU U ee AeprBaTOB, UKTEPUUYHOCTU KOXU
U CIIM3UCTBIX, TUM(bAICHONIATH, TeNaTOMETINN, CITICHOMETINN,
HEBPOJIOTMYECKOW CUMMTOMATUKU W TaK nanee. B psje ciydaes
MOJACKa3Kol B mucbdepeHIIMATbHON AUAaTHOCTUKE aHEMUIA SIBJISI-
€TCSl HAllMOHAJIbHOCTh PEeOEHKa.

CKpPVHWHTOBBIMU JTAOOPaTOpHBIMU AUDGhEPEHIIUATBHO-TAAT-
HOCTUYECKVMU KPUTEPUSIMU TIPU AHEMUSIX SIBJISIIOTCSI:

* 1IBETOBOI1 MoKa3arelb

* spurporumrtapHbie uHaekcsl (MCV, MCH, RDW)

* YPOBEHb PETUKYJOIUTOB

* Mopdosornyeckre 0COOeHHOCTU IPUTPOLIMTOB B Ma3-
Ke nepudepruyeckoil KpoBU.

Kak u3BecTHO, B 3aBUCHMOCTU OT BEJIMUMHBI LIBETOBOTO MOKa-
3aTesisl, BbIOCISIOT aHeMuu HopmoxpoMHbie (LIIT = 0,85-1,0),
rurnioxpomubie (LIIT < 0,85) u runepxpomusie (LIIT > 1,0).

HopMoxpoMHBIMU SIBIISIFOTCSI OCTpasi MocTreMopparnyeckas,
arylacCTUYeCcKue, HAC/IEACTBEHHbIE (MeMOpaHonaThuu, (hepMeHTO-
MaTvuu, CeprIOBUIHO-KIETOUHAsI aHEMUsI) U MIPUOOPETEHHbIE Te-
MOJIUTUYECKUE AHEMUW; TUIEPXPOMHBIMU — METaio0JacTHbIC
aHeMuM. ['MMoOXpomHasi aHeMUsl HaOJIOAAeTCs MPU CIEAYIOIIUX
3200J1€BaHUSIX U MATOJIOTMYECKUX COCTOSTHUSIX:

1. Jdeduuur xenesa

2. T'eMoryioOMHONATHU:
* TajacceMust
* remornioouH Koln
* remomnioouH Lepore
* remomioouH H
* remomioouH E

3. HapymeHI/Iﬂ CHUHTE3a reMa, BbI3BBAHHBLIC XMMMWYCCKUMU
COCAMHEHWAMU (CBI/IHCL[, I/ISOHI/IaSI/I,Z[)
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4. CugepoaxpecTUiecKue aHeMU

5. IMapokcu3mManbHas HOYHas TeMOIJIOOMHYpUS (00JIe3Hb
MapxuadaBsl— Mukeim)

6. XpoHm4yeckre WHMPEKIINA WIA BOCTAIATEILHBIE TTPO-
TIECCHI

7. JlerouyHblli TeMOCHAEPO3, BKIOUYasd cuHapoM Ilymmac-
yepa
8. I'uro- miu aTpaHcheppUHEMMUST
* BpOXJEHHas
* TIpMOOpETEHHAsT — 3a00J1eBaHMSI ITIEYEHH, OITyXOJIr, OesT-
KOBasl HEIOCTATOYHOCTb, HEPOTUUECKUIA CUHAPOM

9. BpoxmeHHBIH Te(UINT ITepeHOCYMKOB TpaHCcheppHHA

10. BpoxmeHHoe HapyllleHHWe MeTaboM3Ma C HaKOoILIe-
HUEM XKeJle3a B MapeHXuMe TeYeHU

11. Jdedumur menu

12. 3110Ka4eCTBEHHBIE OITYXOJIM.

JInarHocTHYecKoe 3HaUeHUe UMEET COTOCTaBJIEHUE 3PUTPO-
muTapHbIX nHIeKcoB - MCV, MCH, RDW. Konebanus spur-
POLMTApHBIX MHAEKCOB MPY aHEMUM TIpeCTaBleHbl B Ta0JI. 45.
HexoTopbie nmartoornueckrie COCTOSIHUS, pa3inyalolimrecs 3Ha-
yeHrueM MCV (BbicoKOe, HopMalibHOe ¥ Hu3Koe) 1 RDW (BbI-
COKOE — TeTeporeHHas MOMYJSLUS U HOpMaibHOE — TOMO-
TeHHasl TOMYJISIIINS) TIPUBEICHBI B Ta0II. 46.

Tabauuya 45
Konebanusi 3puTpolMTapHbIX HHAEKCOB NPH AHEMHH
Cocrosinust MCV MEH MEHC
Hopma 80-94 27-31 32-36
HopMmoriHTapHast aHemust 80-94 25-30 32-36
MaxporurtapHast aHeMUST 95-150  30-50 32-42
MuxkpouyrapHas aHeMUsI 50-78 12-25 25-33

LICHHLHVI JUAarHOCTUYCCKMM KPHUTEPUEM ABJIACTCA KOJINMYECTBO
PETUKYJIIOLIMTOB. B zaBucumocTtu ot CoacpXKaHuA pETUKYIOLM-
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TOB BBIIEJISIOT THUIIO-apereHepaTOpHble aHEMHMH, HOPMOpPETeHe-
paTopHbIe, TUIeppereHepaTopHble aHeMu. HeoOxXommmMo oMHUTD,
YTO IpM afeKBAaTHOW pereHepaliy SpUTPOUIHBIX KJIETOK B KOC-
THOM MO3T€ KOJIMIECTBO PETUKYJIOLIMTOB B IeprpeprIecKoil Kpo-
BM MIPSIMO KOPPEIMPYET CO CTETEHbIO aHEMM3allUY, YBEJININBAsICh
Ha 8—10 % Ha Kaxmylo cTerieHb aHeMun. K rpyrie rumo-apere-
HepaTOPHBIX aHEMMI1 OTHOCSITCS alIaCTUIECKIE U MEraao0/1acTy-
Yyec'’kKre aHeMUU; HOPMOPETEHEPATOPHBIMU SIBJISTIOTCS JKEIe30/e-
(GULIMTHBIE, CUAEPOAXPECTHISCKME M aHEMUH TIPU XPOHMIECKMX
3a00JIeBaHMSIX; TUIIepPereHepaTOpHble — HACJSACTBEHHBIEC U TIPU-
00peTeHHbIE TEMOJIUTUIECKE aHEMHH, OCTPBIE TIOCTTEMOpparuJec-
kue anemun. Mcnonb3oBanue MCV 1 KOIMUYECTBAa PETUKYIIOIM-
TOB B IWArHOCTHKE aHEMUIA IpEICTaBIeHO Ha cxeme 9.

OrnpeneneHHyo ITOMOIIb B T depeHINaTbHON TMarHOCTUKE
aHeMHUIi OKa3bIBaeT M3ydeHre MOP(OJOrMIeCKX OCOOEHHOCTEH
SPUTPOLIUTOB B MasKe mepudepruieckoil KpoBu. M3MeHeHUsT B
SPUTPOLIMTAX MPU aHEMUU KACarOTCsI BEJIMIMHBI, (DOPMBbI, OKPACKH
W paznmmyHbIX BKIIOUEHUI B HUX. TUIIMYHBIC IJISI Pa3IWYHBIX
BapyaHTOB aHeMUiA MOP(OJOrnIecKrieé 0OCOOEHHOCTU 3PUTPOIIM-
TOB IIpeACTaBIeHbl B pasneie «OO0Iue cBeeHus 00 aHEMUSIX».

s mubdepeHIanbHONM AMarHOCTUKYA aHEMUIA, TIOMMMO CKPH-
IIIITOBHIX JJA0OPaTOPHBIX TECTOB, MCIOJB3YIOT TAKXKe CIeIallb-
Hble OMOXMMWYECKUE, MUMMYHOJIOTUYECKIE, MOP(OIOrnIecKue
METObI MCCIIeIOBAHMSI.

CamMoif yacToif aHeMrel y IeTell SIBIIseTcs sKeJe301e(UIINT-
Has aHemus. KenezoneUUMTHYIO aHeMUIO TU(GEepeHIIUPYIOT
OT IPYIUX TUIOXPOMHO-MUKPOLIUTAPHBIX aHEMMI: CHIEPOaXpe-
CTUYECKO (HACJIeICTBEHHOM 1 TTPUOOPETEHHOM) 1 TaJlaCCEMMMU.
JnddepeHIMaTbHO-IMATHOCTUYECKIE KPUTEPUU TIPY TUITOXPOM-
HO-MUKPOLMTAPHBIX aHEMMSIX MPEACTaBICHBI B Ta0d. 47.

OcHOBHBIE JJAOOpaTOpHbBIE IMMPU3HAKM, XapaKTePU3YIOIINe Me-
rajo0IacTHbIE, alUIACTUYECKE Y TEMOJIMTIECKIE aHEMUM, TIPe/I-
cTaBJIeHBI B Ta0OJI. 48.

B xauecTBe mumocTpaiuy IIPUBOIUM T'eMOTPaMMBI OOIBHBIX,
CTpamamInX pa3InYHbBIMUA BapuaHTaMM aHeMmuii (Tadi. 49).

3HaHNe TUIMYHBIX OCOOCHHOCTEN pa3IMYHbIX BApDUAHTOB aHe-
MMIA TOJDKHO CITOCOOCTBOBATH O0Jiee paHHE! TMarHoCTUKE, U, CO-
OTBETCTBEHHO, HA3HAYEHUIO ONTUMAJIBHON Teparmu.
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Tabauua 46

Knaccundgukamms: anemuii no o00béMy KJI€TOK M cTenenn anu3omniitosa [ KysHenosa 0. B. m np., 1996]

MCV<80 MCV -N MCV>95
RDW<15 RDW>15 RDW<15 RDW>15 RDW<15 RDW>15
MUKpOLIUTBI MUKpOIUTHI HopmouuTtsr HopmouuTtsr Maxponursl Maxponurs
TOMOTEHHBIE | TeTepOreHHbIe TOMOTeHHbIE reTepOreHHbIe TOMOTCHHBIE reTepOreHHbIE
TeTepo3u- Hedwunur xene- | Hopma Pannstst ctagust ne- Arnnactryeckast Heduur pommeBoit
rOTHast 3a I'emornoGuHonaTUs (uruTa xenesa, aHeMUst KHUCJIOTBI, BUTAMMHA
TaJacCeMUst I'emormobmHO- 6e3 anemuu (AS, AC) | donueBoii KUCTIOTHI, | Muenonucriacti- B»
Xponuueckue | matvss H XpoHnyeckue 3abome- | purtamuHa Bu YECKUIA CUHAPOM HWmmyHHBIE
3aboseBanust | [IpomexyTou- BaHMs I'emorno6uHONaTHM TeMOJIUTUYECKUE
Hast TamacceMust | OcTpast KpOBOIOTePst (SS, SO) aHeMUU
DparmeHTaLys T'emomutrueckue ane- | CumepoOiIacTHEBIE XJIJT ¢ BbICOKUM
SPUTPOLIUTOB Muu (MeMOpaHora- aHeMUun JUMMOIIMTO30M
THH, SH3UMOIIATUI) Muenocpubpos
Jleiiko3bl TNominepumTHBIC
XuMuoTepanust aHeMHHU

00
0
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Tabauua 47

HuddepeH1nanbHO-IMarHOCTUYECKE KPUTEPUX TIPU TMIIOXPOMHO-MUKPOLIMTAPHBIX aHEMUSIX

Moxkasarenn Kenezonepuunran CuaepoaxpecTHieckas aHeMHS Boabiuas Tanaccemu
aHeMHA HACNEICTBCHHAS npuobpereHHan
Cpenuuii oGnem CHmkeH Cumxen Chnxen Crixen
IpUTpOLIHTA
lucrorpamma Pacmmpero Pacumpeno Pacmnpeno ocHoBanue Pacumpero ocHoBaHH
pacrpeencHus OCHOBaHHE OCHOBaHHE
3PHTPOLIHTOB 1O
obneMy
Konnwectso HopwmansHaoe Hopmansnoe Hopmansroe Pe3xo ysennueHo,
PETHKYNOUHTOB j HOPMOLHTHI B
nepudiepuaeckoit Kpoi
Mopdonorus AHH30UMTO3 AHH30UHTO3 Aun3ounTos Mukpouuros
IPHTPOLHTOB MojikuaounTos MNoiixunounros MukpouuTos MuuweHesnaHbIC
Muxpouuros Muxkpouuros MuuenepHaHBIE KNETKH | KNETKH
Anynouuros basodnnsHas sepuncTOCTH
' B 9PUTPOLTAX
CriBOpoTO4HOE CHHXEHO Yeenuueno CHikeHO WK Pe3ko yBenuucHoO
Keneso HOPMaNbHOE
OXCC YsenuueHa Crikena Yeenuuena unu N CHimkena
JEKCC VYeennuena CHikena Yeenuyena umu N ChumeHa
Okonuanue maba. 47
Toka3aTeqn KenezonedpuunTHan CuaepoaxpecTHUeCKan AHEMHA l?om:maa TajacceMu
aneMus HAC/Ie/ICTBEHHAS niprobpeTeHHas
KH tpanceppuna | CuikeH VBenuueH CHipken MIH N YBencH
JKENe30M
Yposers HbF HopmanbHbii Hopmanbiibiit HopMAtsl L =
Vposers npoTonop- | Yseauter Peaxo yBenuyeH Yeenniex Hopmamsrbii
(uprna 3p. it
Kocrasiit mosr 3p. | 1:1=1:2 1:1-1:2 1:1-1:2 1:1-1:5
JKeneo KocTHOro OtcyreryeT VYeenuueno CHinkeHo HIH N Ynnmea_m
i
KoJibleBiaHbIE Orcyretsyior Komuuectso pesko | Mmeiorea Huciores
CHaepoBnacTI YBEAHYEHO
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Tabauua 48
OCHOBHEBIE J'[a60paTOprIe JaHHBIC ITpU MeraJIO6JIaCTHBIX, AIJIACTUYECKUX U TEMOJIIUTUYECKUX
AHEMUAX
IToka3arenu Merano0iacTHbIe aHEMHU Annacrtuyeckue anemun | IeMoJauTHYECKHE aHEMHH
LI >1,0 0,85-1,0 0,85-1,0
CpenHuii 00beM SpUTPOIIUTA YBenueH YBennuen HopMmanbHblit
lucrorpamma pacnipeneneHus | [eTeporeHHbII ToMoreHHBIi FoMoreHHbBII ~ HOPMOLIUTAPHBIN
SPUTPOLIUTOB MO 00BEMY MaKpPOLMTAPHBINA THIT MaKpOLMTAPHBINA THUIT TUT
KonuyectBo perukynounutoB | CHUXEHO

CHUXEHO W1 OTCYTCTBYIOT

Pesko YBEINYCHO

Mopdonorusi 3puTpOLIUTOB

Makpo1uTOo3, METaIOLUTO3, 6a-
30(1IbHAS 36PHUCTOCTD IPUT-
POLIMTOB, Tesblia XKOMH, KOjb-
1a Ke6ota, mpummHky Beii-
JeHpeixa, THIepcerMeHTalus
s1Gb HEUTPODIIOB

AHM30LIUTO3 C TEHAEH-
LIMel K MaKpOLIMTO3Y
VYMepeHHbIIT TONKIIOLNTO3

[Mpu MeMOpaHOMATHSIX: AHU3OMKK-
pochepoLrTo3, AJTUMTOLUTO3, CTO-
MaTOLIMTO3, aKAHTOILIUTO3 U T. JI.
[Ipu pepMeHTOMATHSIX: OTCYTCTBYET.
[Mpu reMoOrIOOMHOMATHSIX: IPENATO-
LIMTO3, MUILIEHEBUIHBIE SPUTPOLIUTHI

KommyecTBo TpoMOOLIUTOB

CHIXEHO

HOpMaJIbHOC W CHUXEH-
HOE

HopmanbHoe

KonuyecTBo J1€HKOLUTOB

CHIXEHO

HopmanbHoe unvt cHIXeH-
HOE, HEUTPOTIEHUS

HopmasbHoe uin NefiKoLuTo3 co
cIBUroM (hopmyJibl BIEBO

KocTHblit MO3T

BbipaxeHHas rurepriasus apu-
TpounHoro poctka (Leu/Er 1:1-
1:2). Merano06aacTHbII THIT
KpoBeTBopeHus1. ['uranTckue
(hopMBbI TPaHYJIOLIMTOB, Meraka-

PHUOLIMTOB

Pe3koe cHrkeHMe KIeToy-
HOCTM KOCTHOTO MO3ra, TUII0-
IU1a3us1 BCEX POCTKOB KPO-
BETBOPEHUSI, yBEINUCHHE
yucna TMMQOUIHBIX

3JIEMCHTOB U1 KJIETOK CTPOMbI

Ha BbicoTe reMOMTHYECKOTO KpK3a
BbIpaKEHHAs TUTIEPILIA3UsT PUTPO-
unHoro poctka (Leu/Er 1:2-1:3)
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I'eMorpaMMBI TIpH pa3IUIHBIX BapHaHTaX aHEMMiA

FemMoaHTHYeCKHE AHEMHH
3 : E> &
da = E -
5 3 E i E E sg2%
. lte Pliz |5 | MEHIT
| g LR I H i
| =
: _ : k|2 IHEIRERE 28| 82883
Bonenoii | Pycnau K. | Bacu- Bukrop H. | Ann- | Bsue- Ene- | Typan L Ene- | MBanE.
i A peiiM. | cnasb. | Ha B. Ha T.
_?aﬁ 7 met 2 ropa 11 ner 7ner | 5mer 12 net | 4 rona 12 ner | 3 ropa
A 3,69 4,0 1,84 1,5 2,14 2,7 1,84 1,7 2,37
x10'%/n
Hb r/n 80 74 64 50 70 77 51 69 69
i 0,72 0,6 1,14 1,0 1,0 085 |07 091 |09
P, %o 10 6 2 1 _ 210 330 40 150 56
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I'emonHTHYMECKHE AHEMHH
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Heiitpodpunsi, %:
MeTamuenounTsl 1
TNanouxosaepusie 4 1 1 1 1 7 b ) 4 8
CermeHTOAAEPHBIE 54 .28 30 14 44 68 38 60 74
Dosunodunsl, % 4 1 18 2 2 1 2 3 1
Baszoduns, % 1 1 1 1 1 1 2
Jiumbonutsl, % 25 59 46 64 44 18 42 27 14
Monouutsl, % 12 10 4 18 9 5 10 5 3
IInasmaTuueckue
xknerku, % .
CO3, mm/uac 5 10 3 49 20 9 25 37 30
JK no Jlsioxy, MuH 3 2 4 7 2.5 3,5 2 3 >10
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06 aBTOpax

Amoepr Basrenosnu Ilanasmh,
3aBeAylolni Kadenpoil neauaTpuu
Ne 2 CII6I'TIMA ¢ kypcoMm Hedpo-
noruu DY B, mIaBHBIM AETCKUI He-
dponor Caunkr-IlerepOypra, Buile-
Mpe3uIeHT Accoluualuu JeTCKUX
Hedposoros Poccuu, 1okTop Meau-
LIMHCKUX HayK, Mpodeccop, akaaeMuK
PAEH, uneH-koppecnonaeHT Hpio-
HMopKcKoit akaneMun HayK, 3acyKeH-
HBIIA AesaTenb Hayku PO,

B 1966 r. A. B. TlanasH 3aimmti
KaHAUIATCKYIO AUCCEePTAlldI0 Ha TEMY
«M3yyeHue cBepThIBAIOLIEH U aHTUCBEPTHIBAIOIICH CUCTEMBI KPO-
BU Y 3[I0POBBIX JIETEN 1 MTPU HEKOTOPHIX 3a00JIEBAHUSIX CUCTEMBI
KpoBU», 3a kKotopyto npesunuym AMH CCCP npucyxnaer emy
npemuto umeHu akagemuka M. C. Macnosa. B 1974 r. — nok-
TOPCKYIO OUCCEPTALINIO Ha TeMy «BHYTpHCOCYaMCTOE CBEpThIBA-
HME KPOBHU B IaTOreHe3e 3a00JIeBaHUM TIOYEK Yy AeTeil» (Hayd-
HBIIA KOHCYJIbTaHT - akagmeMuk A. @. Typ). Csbuue 25 jer
IJTONOTBOPHOI paboTHl Kadeaphl, pyKOBOAUMOI MpodeccopoM
A. B. IlamasiHoM, CHUCKaJIu €ii aBTOPUTET OJHOW U3 BEAYLIUX
neauaTpuyeckux kadenp crpaHsl. Upe3BblUaiHO BaXKHOE Ha-
YYHO-TIpaKTUYeCcKoe 3HaueHue uMmeroT pabotel A. B. Tlamasina
M0 M3YYEHUIO aKTyaJIbHbIX MPOOJeM AeTCKoil Hedposioruu, re-
MaTOJIOTUH, MMYJIbMOHOJOTUM, UMMyHoJIoruu. A. B. IManasgsa —
aBTop okojio 300 meyatHsix pador, 10 MoHorpaduii.
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Kykosa Jlapuca IOpbeBHa,
aCCUCTEHT Kadeaphl JeTCKUX 00J1e3-
Heii Ne 2 CII6I'TIMA, kanauaat Me-
JUIIMHCKHUX HaYK.

B 1995 r. 3amuruna KaHguaaTc-
V' nucceprauuio no teme «Cocto-
STHUE COCYIHUCTO-TPOMOOLIMTAPHOTO
remMocrasa IIpU TeMOpparuyeckom
BacKyJIMTe Yy JeTell paHHEro BOo3pac-
Ta». C 1995 r. paGoraer Ha KJIMHU-
yeckoit 6a3ze Kadeapbl — OTHACICHUN
00I111Ie#1 TeMaTOJIOTMU IETCKOM ropoj-
cKoii 6obHMITEI N2 1, Tre ocylecTB-
JISIeT JIeueOHYI0, YUeOHYI0, HayYHO-MCCIIEIOBATEILCKYIO padoTy.
JI. JO. XKykoBa — aBTOp 25 meyaTHBIX pabOT, OIMyOJIMKOBaH-
HBIX B Poccun 1 3a pyoexkom.




