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3.3. DonuesogednLUTHAA aHEMMA. DTUONOMUA, NATOreHe3, KNMHNYECKasa KapTyHa... 129

Heob6xonumocTb B TpaHCY3UAX SPUTPOMACCHI MOKET OBITh TOJBKO
B TeueHMe NepBbIX 7 AHel jedeHusA. OrpaHUYeHUAMHU JiJIs1 TeMOTpPAHC-
y3uil ABIAIOTCSA ONACHOCTb 3apakeHUs ChbIBOPOTOYHBIM I'ellaTUTOM,
TPaHCMUCCUU IPYTUX UHQEKTOB, ajlepruieckue peaxiiy.

[Ipu pasBUTUM peLUVBa C Pa3BepHYTON reMaTOJIOTMYeCKON U KJIn-
HUYEeCKOM CMMITOMAaTHKOW KOHLIEHTPAlMsl BUTAMKUHA B, B CIBOPOTKe
KpoBU cHMXaetcs 10 70-150 ur/n. OgHUM U3 paHHUX KPUTEpPHUEB pe-
IU/IBa MOXeT OBITh MaKpPOLUTO3, OSBJIEHNE KOTOPOTO MpeZIecTByeT
Pa3BUTHIO aHEMUYECKOTO CUH/IPOMA.

YacToTa pa3BUTHUSA paKa kelylKa y 60ibHBIX B, -nedunurHoii ane-
Muel B 2—-5 pa3 Bblllle, 4YeM B 00Omiel momynsuuu. Kpome toro, y ma-
IUeHTOB ¢ B ,-mepuuuTHO! aHeMueil MOBLIEH PUCK Pa3BUTUA KO-
JIOPEeKTaJIbHOTO paka (0COGEHHO B TeYeHUe NEepPBBIX 5 JIeT ¢ MOMEHTa
AVMAaTHOCTUKY) U KapLUMHOMJHBIX OIyXOJield TOHKOW KuIIKU. CBA3b mep-
HUIMO3HON aHeMHHU C APYTMMH IeMaToJIOTHYeCKMMHU 3a00JIeBaHUAMU
He CTOJIb OYeBU/HA, OHAKO B JINTEPATYPe UMEIOTCS ONUCAHUA ClIydaeB
coderaHus B ,-neQuUUTHON aHEMUM C OCTPELIM JIEMKO30M, MCTUHHOM
MOJMIUTEMIEH, ayTOUMMYHHO!N TPOMOOLUTONIEHNEN, ayTOMMMYHHON
reMOJIUTUYeCKON aHeMUeN.

3.3. OO/IMEBOAEONLUTHAA AHEMUNA. STUONIOTUA, NATOTEHE3,
KNUHWYECKAA KAPTUHA, ANATHOCTUKA, NEYEHUE

3.3.1. 3Tnonorua ¢ponneBopePULMTHOIN aHEMMN.
Metabonusm ¢ponneBoii KNCNOTbI

3abosieBaHUe OTHOCUTCS K TPyIIIie Merajao01acTHeIX aHeMuil. Pa3Bu-
THe Merajnao6JIaCTHOTO TUIAa KPOBETBOPEHHs 00YCIOBJIEHO TeM, YTO MPH
nedunure GponueBoit KUCIOTH HapyIIaeTcs BIUAHUe BUTaMKUHA B, Ha
cunTe3 JTHK.

®onueBast KMCJIOTa — 3TO NPETOUIMOHOITyTAMUHOBAsA Kuciora. OHa
SIBJISIETCSI BOJIOPACTBOPHMBIM, TEPMOIAOUIBHBIM BUTAMUHOM. B muie-
BBIX TIPOJIYKTaxX U B KJIETKaX OpraHu3ma ¢osveBas KUCIOTA CONEPXKUT-
cs1 B Bujie GOJIMEBOKUCIIBIX COJIel — MouriyTamartoB (pomaros). Po-
JIaThl COZIEPXKAaTCS B Msice, [leUeHH, PaCTUTEIbHbIX MPOAYKTaX (IIMHHAT,
cmapka, canar, 6060Bble, OBOILIU, PPYKTHI, TPUOBI), APOXKIKAX, MOJIOKE.
B vactHOCTH, cozepxaHue GOaTOB B TOBSKbEHl MedYeHH COCTaBIIseT
10,7 mr/r, B KypuHO# nedeHu — 3,6 Mr/r, B cajgate — 2 Mr/T, B Cap-
xe — 1,1 Mr/r, B KOPOBbEM U JXKEHCKOM MOJIOKe — 50 HT/T, B KO3beM
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MoJIoKe — 6 Hr/T. IIpu Ky/IMHapHO#H 06paboTKe, JIUTebHOM BapKe 60-
nee 50% ¢onaToB pa3pylIaeTcs, MO3TOMY AJs obecredeHus: NOTpe6HO-
cTeil opraHu3Ma B $posiaTax He0OXOAMMO YHOTPeOIATh CBeXXUe OBOLIM
u GppykTel. DosmeBast KucaoTa c1abo CBSA3bIBAeTCS € OeJKaMu II1a3Mbl
KPOBH ¥ OBICTPO ycBamBaeTcsl KjieTkaMu. Ee ypoBeHb B CHIBOPOTKE 3a-
BUCHUT OT ZMEThI M COXPAaHHOCTHU 3HTepOrenaTuieckoi HupKysanuu. Ee
3alacoB XBaTaeT Ha 3—5 Mec, pe3koe IpekpaleHue nprema $osreBoi
KUCJIOTHI B Te4eHHe 3 HeJl IPUBOJUT K ee JieQUIUTY, TOITOMY IIPU CHU-
KeHUM MOCTYIUIEHHs ee C MUIIei WX HapyLIeHuH BCaCbIBaHUS OBICTPO
pa3BuBaetcsi GposreBoieUIUTHAS aHEMHUS.

@DoseBast KUCIOTA BCAChIBAETCS B MOJB3/IONIHOM KHUIIKE U MMPOKCH-
MaJIbHOM OT/ieJie TOIIeil KUINKY, T7ie TIPOMCXOUT ee MOTJIOeHre U Me-
THIpoBaHKe. BHavyasne ¢onarel mumy (MOJIUIyTaMaThl) MPeBpaniaoT-
Cs B KMIEYHUKe T0J] BIMsSHUEM (epMeHTa y-TIyTaMUIKapOonenTuaasbi
B MoHornyramat. @onueBas KUCJIOTa AKTUBHO TPOXOJUT Yepe3 dIuTe-
JIMY KUIIKY. 3aTeM [peBpaIaeTcs B 5-MeTUITeTparuapodonneByro Kuc-
noTy. ITocie TPOHUKHOBEHNS B KJIETKU K 5-MeTHUITeTparuapodonneBoit
KHCJIOTe MPUCOeJUHAETCA 6 UM 7 OCTaTKOB IJIyTaAMUHOBOM KUCJIOTBHIL.
DTa CBA3b CIIOCOOCTBYET COXPAHEHUIO (OTUEBON KUCJIOTHI B KJIETKaX.

®osineBast KUCJIOTA U ee MTPOM3BO/IHbIE HEOOXOMMbI B OpraHu3Me
77151 TIepeHoca OJHOYTJIepOAHBIX GpparMeHToB. OHA y4acTBYeT B CUHTe-
3e NMPUMUJMHOBBLIX OCHOBAHMH, BMecTe ¢ KoGepMeHTOM BUTaMMHa B,
MeTHJIKOOaJaMUHOM — B CHHTe3e TUMUIMHMOHOpoOcPaTa U3 ypuauH-
MoHodocdara. B xoze 3Toi peakuuu 06pasyercss METUOHHUH U3 TOMOIIU-
creuna. @osrieBasi KUCIOTa y4acTByeT B CHHTe3e MypuHOB. Heobxomuma
donueBas KucioTa [y 0Opa30BaHUSA IIyTAMUHOBOW KHUCJIOTHI U3 TH-
CTUZAVHA, IPOMEXYTOYHBIM IIPOIYKTOM 3TOH peakuuu sABiseTcss GopMu-
MUHIJyTaMUHOBAs KUCJIOTA.

Hedunut $ponmeBoid KUCIOTHI MOXKET ObITh CBSI3aH C HEZIOCTATOYHBIM
ynotpebJieHreM B nUIy (OJIMEBOM KUCIOTHI, C KUIIEYHbIM HapyIIeHreM
ee BCaChbIBaHMs, C MOBBIIIEHHBIMU OTPEOHOCTSIMU B HOJIMEBO KUCIIOTE.
Hedunuty GposneBoit KUCIOTHI CIOCOOCTBYIOT:

¢ BCKapMJIMBaHHe HOBOPOXZEHHBIX KO3bUM MOJIOKOM;

e OrpaHuYeHUe MOCTYIUIEHUS C MUIIeH TPOAYKTOB, coiepxamux ¢o-

JIMeBYIO0 KUCJIOTY (HapyLleHre MUTaHUA y aJKOTOJUKOB, HAPKOMa-
HOB, IOXXUJIbIX);
e HapyIleHue BCACHIBAHUSA B TOHKOM KUIIIEYHUKE:
— pe3eKIys TOHKOTI'O KUIIeYHHKa;
— Oosne3nb KpoHa;
— TsKeJIO TPOTeKalollyie SHTePUTbI;
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— CHHJIPOM Masibabcopouuy;

— 37I0ymoTpebieHre aKoroJeMm;

— TJIIOTEHOBAst SHTEPOMATHS;

— crpy;

aMIJION/I03;

preM HeKOTOPBIX JIEKAPCTBEHHBIX CPEeZICTB:

— aQHTaroHUCTOB (OJIMEBOY KUCIOTHI (METOTPEKCAT);

— AQHAJIOTOB MypUHA U NUPUMUNHA;

— TMPOTHUBOCYIOPOXHBIX TpernapaToB [perutons (JudeHuH*),
3MaHyTUHY, JUIAHTUHY)|; peHoOapbuTana [(Penobapburan
(Tiomunan*®)|, penobapburon®, 6apburan [Bapburan (Bepo-
Hanm*®)[;

e TOBBIIEHNE NOTPEeOGHOCTH (IPH OBICTPOM OOGHOBJIEHUH KIIETOK):

— XPOHHMYECKHii reMOJIU3 IPUTPOLIUTOB TIPU TaJTaCCeMHUH, CepPIIo-
BU/IHOKJIETOYHOW aHeMHH U OCTPbIil TeMOJIn3;

— MuenonposrdepaTUBHbe CHHAPOMBI;

— GepeMeHHOCTb;

— TepuoJi HOBOPOKIEHHOCTH;

— 9KC(HONMATUBHBIN IePMATHT;

— BBICTPO MPOTPeCCHPYIONIAsi 3I0KaYeCTBEHHAs OMyXO0JIb;

— y MalMeHTOB Ha XPOHUYECKOM reMO/IHaIIH3e;

— MUEJIOANCIUIA3US U SPUTPOJIENKO3.

VICKyCCTBEHHOE PEHUPOBAHIE JKeT9M MOXET BbI3bIBATh (YOJMEBBIit
neUIUT Yepe3 HeCKOIbKO 4acoB.

3.3.2. Knunuyeckue nposanenus ponueBoaePuULUTHON aHeMUM

BonbHble ¢ nedpunuToM GponueBoil KUCIOTHI XaNYIOTCA Ha OOLIYIO
c1aboCTh, TOJIOBOKPYKeHue. B oTinure oT 60NbHBIX ¢ AePUIUTOM BU-
TamMuHa B, ,, 6071b B A3bIKe Y HUX ObIBaeT peaiko. He GbiBaeT NpuU3HaKOB
GyHUKYIAPHOTO MUeno3a — IapecTe3uii, OMYIeHUs «BaTHBIX HOT».
Y feTell 1 MOJIOABIX KEHIIMH OOBIYHO He OTMeYaeTcs MOJHOTBI, OJyT-
JI0BaTOCTH JIMIIA, YTO XapaKTepHO AnA feduuura ButamuHa B ,. Ckie-
DBl I'1a3 Yalle MKTepUyHbl. B oTiu4ue oT BuTamuHa B, ), mpu nedunure
bonmeBoii KMCIIOTHI Yy OOJBHBIX PeIKO HAOJI0aeTcs TUCTaMUHOYTIOPHAS
axuians, aTpoduyeckuil raCTpUT, XOTS MOHMKeHHe XelyZA0YHON ceKpe-
IIUY BCTpeyaeTcsl 4acTo.

Vi3MeHeHUs B HEPBHOW crcTeMe TpH fepuiiute GonneBOil KUCIOTHI
OT/IMYAIOTCA OT MOpa)KeHHs HePBHO! CUCTeMbI IPU BUTaMUH-B  -nedu-
IIUTHOM aHeMuu. Y JIMII, CTPAJaIoIIUX dMUIeTcrel, nepunuT GpoirueBoi
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KHUCJIOTHI TPUBOJUT K 000CTPEHHUIO MU30ppeHnH, 6oJiee TSKeIbIM KITH-
HUYeCKUM IPOsBJIeHUAM U MeHbIel 3¢ PeKTUBHOCTH Tepanuu.

na nedunuta $ponueBoit KUCIOTHI, TaK Xe Kak A Aeduita BUTa-
MuHa B ,, XapakTepHO mosiBIeHNe B epudepuieckoil KpOBM MaKPOLY-
TO3a, OBAJIbHbIX 3PUTPOLUTOB. IIOBBIIEHBI CPeIHUIA 00beM IPUTPOLH-
toB (MCV), cpenHee cozepxxaHue remoriobusa B spurporure (MCH),
Y MMeeT MeCTO BBICOKHUII [IBETOBOY MOKa3aTesb. XapakTepHa 6a30(uib-
Has 3ePHUCTOCTb B 3PUTPOLIUTAX, OCTATKU Axpa (Tesnbua Koy, Kosnba
Ke6ora). CHIXeHbI KOJIMYeCTBO HEUTPODUIIOB, TPOMOOLUTOB, YPOBEHD
PETHUKYJIOLMTOB. B KOCTHOM Mo3re 0GHApYyXUBAIOTCS MeranobacThl, Ta-
KHe Xe, KaK npu feduuure BUTaMUHa B .

I[ToBbILIEHO cOZepXKaHMe OUIMPYOUHA 3a CUeT HeNmpsIMOro, a TaKxe
aKTUBHOCTb JIAKTAaT/eruporeHasbl CbIBOPOTKHU.

Herematosnoruyeckue nposiBieHus fepunuta GoaneBoil KUCIOThI
npu HeziocTaTKe (HOIMEBON KUCIOThI 00YCJIOBIIEHbI YBEIMYeHUEM YPOB-
HS TOMOLIMCTeNHA. DTO yBeJaudeHue sBuseTcss pakTOpoM pucKa AJs Be-
HO3HBIX TPOMO030B, BO3MOXXHO, 33 CUeT BIUSHUA U30BITOYHOTO FOMO-
LMCTerHa Ha 3HAOTeIUH cocyoB. IIpy reTrepo3uroTHOM HOCUTEbCTBE
MyTaLuK MeTHaTeTparuipodoIaTpesyKkrassl ¢ 3aMelieHneM 677-ro 1u-
Ta3VHA Ha TUMUJMH TaKXe BO3pacTaeT ypOBeHb TOMOLMCTENHA, HO PUCK
TPOMOO30B MEHbBIIIUH.

B 3KcrnepuMeHTe y JIUL, IPUHUMABIINX (OIMEBYIO KUCIOTY B 00JIb-
moi fo3e (400 Mr/cyT), pa3BUTHe paka TOJCTON KUIIKA OTMe4asaoch 3Ha-
YUTeNbHO peXxe, YeM B IPYIINE JIUII, He TOy4YaBIINX (ONHeBON KUCTOTL.

3.3.3. iuarHoctuka ¢ponnesoaePpuunTHO aHeMUu

O medunute GoIMeBOI KMCIOTH MOXHO yMaTh B Ciydae oOHapy-
’KeHUS MaKpOIMUTAPHON U TMIEPXPOMHON aHEMHHU y HOBODOK/I€HHBIX,
Y KOTOPBIX HeT MPU3HAKOB MOBBIIIEHHOTO reMOJI3a, 0OHAPYKUBAETCs
HU3KWI YPOBEHb PETHKYJIOUUTOB. JledUIUT GOIMeBOI KMCIOThHI MOKET
OBbIT y JIUII, JUIUTEILHO NPUHUMAIOIINX HPOTUBOCYZOPOKHbIE TIpera-
paThl, 37I0yNOTPeOIAIMIKX aJTKOTOJIbHBIMU HaNIUTKAMU, y OepeMeHHbIX
KeHII[MH, He yIOTPeOISIOUX B MUY ChIPble OBOMIU U GPYKTHI, a TaKXKe
y OOJIEIOIUX TeTepO3UroTHOM TaacceMUel W OfHOM 13 pOpM reMo-
JUTAYECKON aHEeMUHU.

Jnsg nuarHoCTUKU JAedunuta GpoiveBOW KUCIOTHI XKejaaTeJlbHO
OIpeieIUTh cofep)xkaHue (OJMeBOU KUCIOTHI B CHIBOPOTKE KPOBH.
PaHee 11 3TOH LjeJIU MOJIb30BAJUCh MUKPOOHONIOTMYECKUMU METO-
namu. B kayecTBe TecTMHKPOOOB Mcmonb30Banu Streptococcusfaecalis
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u Lactobacilluscasei. B HacTosimee BpeMsl MPUMEHSIOT PaJJIOMMMYHOJIO-
rUyecKoe omnpezesneHre GponrueBoil KUCIOTHL. B HopMe cozep:kanue ¢o-
JIMeBOU KUCJIOTHI B CBIBOPOTKE Y B3POCJIbIX JIIOZiel KoyebieTcsi oT 3 1o
9 ur/mi. IIpu nedunure B opranu3Me GoreBoil KUCIOTHI COZiepKaHe
ee B CBIBOPOTKe CHMKaeTcs. OJHAKO HeT IOJHOrO0 Iapajlenn3Ma Mex-
Iy YPOBHEM CbIBOPOTOYHOH (osreBoii KUCIOTHI U ee 3amacamu. Eciu 3a
MoC/ieZIHNe HeCKOJIbKO JIHel O0JbHO# He mosydan GonnueBoi KUCIOTHI,
ypoBeHb (OJI1eBOI KUCTIOTHI CBIBOPOTKH CHUXKAETCSI He3aBUCHUMO OT 3a-
MacoB BUTaMKHA. YroTpebieHre GOMeBON KUCIOThI MPUBOAUT K ObI-
CTPOMY IOBBILIEHUIO ee YPOBHA B CBIBOPOTKe. boiee TOYHBIN MHAMKATOD
3anacoB (oneBoi KUCIOTHI — ee Cofiep)KaHKe B 3pUTPOIHTax. B Hopme
cozepxaHue GpoyMeBoil KUCIOTHI B 3pUTpoLUTax Kojebiercs or 100 mo
425 ur/mi. Ilpu ee fedunure ypoBeHb (ONMEBON KUCIOTHI B 3PUTPO-
LUTAaX CHUXXKAeTCA. DTOT YPOBEHb He 3aBUCUT OT TOrO, KaKoe KoJude-
cTBO ($ONNEBOW KUCIOTHI MOJYy4YKs GOJBHON B AAaHHBIN JieHb. IeMoin-
3WPOBAHHbBIE SPUTPOLUTHI BbIEAIOT QOIHEBYIO KUCTIOTY B CBIBOPOTKY,
JIOXKHO IOBBIIIAAA CBIBOPOTOYHBIN YPOBEHb, JJaKe IIPA BHYTPUKJIETOYHOM
nepunure ponara. YpoBeHb 3puTporuTapHoro ¢osarta B 30 pa3 Bhime
CBIBOPOTOYHOTO U OOBIYHO KOPPEJIMPYET C TAKOBLIM B TKAHSX.

3.3.4. lndpepeHunanbHaa auarHocTuka ¢ponueso-
AepuUMTHON aHeMUM

MuddepenianpHas JUarHOCTUKA TPOBOAUTCS MPEX/e BCETO C fie-
unmToMm BuTaMKHa B ,, a Takxke 1eJI0i rpymnmoii 3abosesaHuii, npu Ko-
TOPBIX 0OHAPY)XUBAETCA MaKPOLUTO3 SPUTPOLIUTOB, MOBBILIEHNE CPeJ-
HEro co/iepKaHusi reMOrJI06MHa B SPUTPOLIUTAX.

MeranobiacTHble aHEMUY, He CBsI3aHHBIE C eUIUTOM BUTAMUHA
B,, u $ponmeBoii KUCIOTEI, Pa3BUBAIOTCA BC/IE/ICTBHUE FeHeTUYECKUX Ha-
pylieHui i Ha ¢poHe mpueMa MeJUKAaMEeHTOB UM TOKCHYEeCKUX Be-
11ecTB, 00yCJIOBIMBAONIMX HapymeHue cuHTte3a JHK (tabam. 15).

Ta6nuua 15. MpuunHbl MeranobnacTHbIX aHeMUiA, He CBA3aHHDbIX ¢ AedULMTOM BUTAMUHA B12
1 GONNeBOI KUCIOTbI

XapakTtep HapyweHuit Mpuynna

BpoxaeHHble HapyweHna cukte3a IHK | « TomouncTuHypua n meTunamanoHoBas aunaypua.
+ OpotoBas aunaypua.

+ Hapywenwe TpancnopTa Butamuna B,,.

+ Cuhgpom Jewwa—HuxaHa.

« BpoxaeHHaa ancaputponoaTiyeckas aHemusa.
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Okoryarue mabn. 15

XapakTtep HapyweHuii Npuuuna

MprobpeTeHHble HapyLweHunA « ThamuH3aBMCUMbIi feduumT.

nntesa HK « Ha ¢oHe ncnonb3oBaHuA aHTMHEONNACTUYECKIUX M NPOTUBOBUPYC-
HbIX NpenapaTos.

« BanecTBue ankoronbHoOi MHTOKCUKALMN

T'oMOLMCTUHYPUSA U METUJIMAJIOHOBAsA alluypUs 4acTo acCOLUUPO-
BaHBI C MerasobJacTHOM aHeMUeH, JIeHKoneHrel U TPOMOOLUTOeH -
eil. IIaToreHe3 MeTHJIMaJIOHOBOY allUyp1UX 00YCIOBJIEH BPOXX/IEHHBIM
nedeKTOM KIIF0YeBbIX (pEePMEHTOB, YYaCTBYIOIMX B MeTabomn3Me Koba-
JlaMHHA, U AeULIUTOM MeTUIMAJOHUIKOIH3UMa — A-MyTassl. [omo-
IUCTUHYPUA TaKXe 00ycioBieHa 1epUIUTOM HEKOTOPBIX GepMeHTOB
(uucTaTHOHMHA U TeTparuapodoIaTpenyKTassl).

3abosieBaHNs UMEIOT CXOXXHe KJIMHUYeCKHe MpOsBJIEeHUs, 33 UC-
KJII0UeHHeM CPOKOB MaHMdecTaluu — OT MepBBIX MecALeB XU3HU
10 10-40 net. Y TaKuX NalyeHTOB HapyLIEHO IJIOTaHUe, HabII0al0TCs
PBOTa, fieruzipaTanys, MeTaboIMYecKuii alu/i03, MbIIIeYHAs TUTIOTOHUS,
HHCTArM, LepeGpajbHas aTpodus. Pexe oTMeyarOTCs rermaToMeranus,
runeprivkemMus. Merano6iactHas aHeMus, Je€MKO- U TPOMOOLUTOIIe-
HMA pa3BUBAIOTCA NpUMepHO y 50% nanueHToB.

JlarHo3 ycTaHaBIUBaeTCs IPU OOHAPYXEeHUH B MOYe METUIIMAIOHO-
BOW MJIM TOMOLMCTMHOBOM KUCAOTHL. IIpy IOMUHUPOBAHUYU NPU3HAKOB
HapylIeHus1 MeTaboJIM3Ma MeTUIMAJIOHOBOI KUCJIOTHI JiedeHre 3aboe-
BaHUSA JOJDKHO OBITh HANPaBJIeHO HAa OTPaHUYeHHe MOTpebJIeHNs aMHu-
HOKMCJIOT, NpeJliecTBeHHUI] MeTUIMAaJIOHOBOM KUCIOThI (METUOHMHA,
TPeTHOHMHA, BajlHA U U30JjeirHa). Bo Bcex 0CTabHBIX Clydasx, 0Co-
GeHHO NpH BBIPAXKEHHOI HEBPOJIOTUYECKOW CUMIITOMATUKe, MOTYT OBITh
s¢dexTuBHBI GosbIIME 03Bl IMaHOKOOanaMuHa (ButamuHa B ,*) (ne
MmeHee 1000 MKr/cyT).

Hapymenue TpaHcopTa BUTaMuHa B, pasBuBaercs Ipy MOJTHOM
OTCYTCTBUU TpaHCKobGanamMuHa II unu ero KayeCTBEeHHBIX JedeKTax.
3aboseBaHue HAC/IEYeTCS 10 ayTOCOMHO-PELeCCUBHOMY NyTH, MPOSIB-
JisieTcsi B paHHEeM ZIeTCKOM Bo3pacTte (6—20 HeJl )KU3HKM) ¥ B OOJIBIIMH-
CTBe CJly4aeB MMeeT HeOJIaronpusATHbIA NporHo3. KinuHudeckue nposiB-
JIeHUSI BKJIIOYAIOT MBIIIEYHYIO CJ1ab0CTh, HapyLIeHue IJIOTaHus, Juapelo,
A3BeHHOE TIOpaKeHKe CIM3UCTBIX 000J04eK. B aHanu3e KpoBU, KpoMe
Merayo61acTHOM aHeMuH, 0OHAPY)KUBaeTCs AHIUTOeHUs1, XapaKTepHa
TaK)Xe TUIOraMMariao0yIMHeMusl.
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Jluar€o3 ycTaHaBIMBaeTCsl HA OCHOBAHUU XpoMaTorpapuyieckoro
WIN PaiiOMMMYHOJIOTYEeCKOT0 OIIpeZieleHUs KOHIIeHTpaluy TPaHCKO-
6anamuna II ¥ GYHKUMOHAIBLHON MOJHOLEHHOCTU €ro0 MOJIeKybL. Jle-
4YeHye POBOAUTCA OOJBIINMY 103aMH LIHaHOKoOanaMuHa (BuramuHa
B,,*), 4TO NI03BONISAET MHOT/IA HOPMAIM30BaTh fepeKTHEIA reMOI033.

OpoToBas auuzAypus HacaeayeTcs o ayTOCOMHO-PeLieCCUBHOMY Iy TH
1 00ycyioBiieHa fepeKTOM CHHTe3a YPUAUH-5-MOHOdochaTa BCIeACTBIE
NOBpeXxeHus crenuduieckux pepMeHTOB. 3ab0IeBaHNe MaHUPECTH-
PYeT yXe B IepBble MeCAIbl )XU3HU TSKEJION Merajo61acTHON aHeMuen
¥ 3a71epKKOoi QpU3NIecKkoro v MCUXUYeCKOro pasBuTusA. B Mode y Takux
TalMeHTOB ONpe/ieNisieTcsi 60JIbIIoe KOJTUYeCTBO OPOTOBOM KUCTIOTHI.

T'eHeTHYeCKHU JeTepMUHUPOBAHbI TaKue MaTOJOTMH, KaK THAMUH3a-
BHCHMas MerasiobyacTHasi aHeMus, JeULIUT MeTHOHUHCHHTeTa3hbl (Me-
TrITeTpadoIaTpeAyKTasbl), AeQUINT rIyTaMaTGOPMUMUHOPEYKTa3Hl,
a Takxe cuHapom Jlema-HuxaHa. BonbmKHCTBO 3TUX 3a60JIeBaHUI
VIMEIOT HeGJIaronpuATHBIN NPOrHO3. II0JTHOrO BOCCTAHOBJIEHUS HApPy-
IIeHHbIX QYHKIWI, HECMOTPS Ha TIONBITKY 3K30T€HHOW KOPPEKINH fie-
duLMTa KOHEeYHbIX IPOIYKTOB CUHTE3a, He TIPOUCXO/IUT.

Merano6iacTHasi aHeMHUsI YaCTO BO3HUKAET ¥ OOJIbHBIX C PA3JINYHbI-
MU OHKOTeMaTOJIOTMYeCKUMU 3a00JIeBaHUAMY 1 COTUHBIMU OIyXOJIfA-
MU IIpY JIe4eHUH UMMYHOCYIIPeCCUBHBIMU TTpeliapaTaMy, BMeIIBaIOI-
mucs B npouecc cuHte3a JHK. Takue ocnoxHeHUs XapaKTepHbI Ipex/e
BCETO /ISl Tepaluy MepKanTonypuHoM, nukiaodochamunom (Llukio-
docdanom*), propyparmnom (5-Propyparpn-D6ese*), quTapabHOM
(Iuto3apom*®), a3aTHONPUHOM, METOTPEKCATOM, IPOKapOa3uHOM, I'ti-
IPOKCUMOYEBUHON Y W APYTMMHU aHTAaroHMCTaMu GOIMeBOM KUCIOTHI.
B meHbInelt crenenu yruerawot cudte3 JIHK HekoTophie cynbdaHuma-
MU/Bl (TPUMETONPHM, CyJib(paMeToKca3om). MeranobiacTHy0 aHEMUIO
BBI3BIBAIOT TAK’)Ke IIPOTHUBOCYAOPOKHBIE MpenapaThl (peHuTouH, 6apou-
TypaThl), IPOTUBOBUPYCHBIE CPEACTBA, OJHAKO MeXaHM3M UX JlelcTBUA
HesICeH.

B KOCTHOM Mo3re 0OHapyXMUBAIOTCA YePThl Merano6y1acTHYecKoro
KPOBETBOpeHMUS, B epudeprudeckoil KpOBH OTMEYal0TCs MaHIIUTOIeHN),
NosIBJIeHNe T'UIlepCerMeHTHPOBAHHBIX HEMTPOQUIIOB U MaKpOLUTOB.
Jlns nedeHus Ucnonb3yercs GOIMHOBAA KUCIOTA B 1o3e 15 Mr/cyT, 4To
T03BOJIsIET OBICTPO BOCCTAHOBUTDH TeMATOJIOTHYeCKUe TTOKa3aTel .

Pexxe MeranobacTHasi aHeMUsl 1/WJI HEBPOJIOTUYECKAs] CUMIITOMA-
THKa BO3HHUKAeT I10CJIe aHeCTe3U! 3aKUChI0 a30Ta, KOTOpas BJIUAET Ha
MeTaboIu3M KOIH3UMOB KobOaJaMUHA ¥ BTOPUYHO — Ha MeTaboJM3M
¢onatoB. MeranobacTHast aHeMUs Yallle pa3BUBAETCS TIPU JJIUTeIbHOM
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akcrio3unuu (6osee 3-6 1), IpUYeM ee BePOSITHOCTb HApacTaeT 10 Mepe
yBeJIMUeHUs] BpeMeHU aHecTe3Uu: Merajobiacro3 umeercs y 1/3 ma-
IIeHTOB, [IOJIy4YaBIINX aHeCTe3UI0 B TedeHHe 5-12 4, U y BceX — IpH
9KCIO3ULUK O0Jiee CyTOK. 3aKUCh a30Ta OKUCIsET KOOaJIaMUH U MOXKeT
IPOBOLIMPOBATH OCTPOE MerajobiIacTHOe COCTOSIHKE, XapaKTepHu3ylolie-
ecst OBICTPO Pa3BUBAIOMIENCS TPOMOOIIUTOIIEHUEH 1/UN JIEUKOIeHUei
IIpY OTCYTCTBUM aHeMUU. AHeMUs Pa3BUBAeTCs 3HAYUTENIbHO pexe U Ky-
NMpyeTcs CIOHTaHHO. IIpy AKUTeIbHOM MHTePMUTTUPYIOIIEM HCIOJb-
30BaHUU 3aKHMCH a30Ta MOXeT Pa3BUBATHCS HEBPOJIOTUYeCKass CUMIITO-
MaTHKa, KOTOpas aHaJOrM4Ha QYHUKYJISAPHOMY MHENO03y U B OOJBIIMH-
CTBe CJIy4aeB YCIELIHO JIeYUTCS OONBIIMMU 03aMH IUAHOKOOATaMUHa
(Buramuna B ,*).

3.3.5. JleueHue ponueBofepuLMTHON aHEMUN

JledeHue oCymiecTBIAIOT NpernapataMu (OJIMeBOW KUCIOTHI B 1036
5-15 Mr/cyT, IOCTaTOYHOH JjaXke P HAPYLIEHHOM BCcachblBaHUU QOJH-
€BOI KUC/IOTHL [Ipu BhIsiBIeHNU fedunuTa GOJIMeBON KUCIOTHI BO Bpe-
Msi GepeMeHHOCTY WJIM JIAKTaLlUK CJieZlyeT Ha3Ha4yaTh 5 MT JIeKapCTBa,
a MocJie HOpMasu3aLy 3PUTPON033a A03y MOXXHO YMEHBIIUTD 10 1 Mr
B CYyTKHM Ha BeCb Iepuoj OepeMeHHOCTH ¥ JIaKTaluu. IIpodunakTuky
cyeqlyeT IIPOBOAUTS TIPEX/ie BCero y 6epeMeHHbIX, CTPa/ialoNyX Hacles-
CTBEHHBIMH U MTPUOOPETEHHBIMU GOPMaMK TeMOJTUTHYECKO aHEMHUH,
TajacceMueli, y 6epeMeHHbIX, KOTZIa TOCJIe TpeabiAyleil 6epeMeHHO-
CTY ¥ POZOB TIPOLILTIO HEMHOTO BpeMeHH. [Ipy 3TOM /103bI AOJDKHBI OBITH
He Gostee 5 mr. IIporHo3 ¢posmeBoaePUIUTHBIX aHeMUl xopommit. [Tpu
MPaBUILHON NPOQUIAKTUKE PELUIVBLI He HACTYMAIOT.

3.4. AHEMWUW BEPEMEHHDbIX

3.4.1. 06wme nonoxeHus.
PacnpocTpaHeHHOCTb aHemMuK GepeMeHHbIX

C maToreHeTU4eCKO TOYKU 3peHus aHeMusi OepeMeHHBIX (AB) mpen-
cTaBiisieT COO0¥ TATOJIOTMYeCcKoe COCTOsIHUE, B Pa3BUTUH KOTOPOTO MPH-
HUMAIOT y4acTre MeXaHN3Mbl BCeX TpeX rpymn («AepUIUTHBIX>» aHEMUH,
aHeMUI XPOHUYECKUX 3a00JIeBaHUIA U «TeMaTOJIOTHYECKUX» aHEMUN).
Taxk, B maToreHe3e aHeMUU OepeMeHHBIX UTPaeT POJIb HEJOCTATOYHOCTh
APUTPONOITHHA (BaXHEUIINI 3JIeMeHT aHeMUK XPOHUYeCKUX 3aboJie-
BaHUI1), a B MaTOTeHe3e aHeMUU HeJIOHOLIEHHbIX MO’KEeT y4yaCTBOBATb





