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06pPA30BAHMST

AMNAACTUYECKAS AHEMUS Y AETEU

AKTYQABHOCTb NPO6GAEMbI

Arnactuyeckas aHemusi (AA) OTHOCUTCS K IpyIine
peaKux 3a00JieBAHUI CUCTEMbl KPOBU, OJHAKO B MO-
clieiHee BpeMS ClIydau arjia3uv OpraHOB KPOBETBOPE-
HUs BcTpevatoTcs vyate. [1pakTukyommm Bpauam Bax-
HO 3HATh O JAHHOU MATOJOTUU U YMETh CBOEBPEMEHHO
MOCTaBUTh IMArHo3 U augQepeHpoBaTh ¢ IpyTUMU
3a00JIEBAHUSIMU.

O0mas ueab — yMeTh IMarHOCTUPOBaTh AA, omnpe-
JIEIUTh TAKTUKY BEACHUSI OOJIBHOTO.

KOHKpeTHbIe LeAmn

BBI):[GJ'[I/ITB OCHOBHBIC IIPU3HAKHN KIMHUYECKOIO
CUMIITOMOKOMILJIEKCA AA, MOCTaBUTh KJIMHWUYECKUI
JAUArdo3, onpcacjanuTb TaAKTUKY BEACHUA 6OJII>HOFO.

CoaepxaHue obyyeHus
Teopernyeckune BonpocChl
1. IToHgaTue amia3uu B JETCKOM BO3pacTe.
2. DTuonorus u maroreHes AA.
3. Knunuueckue niposiBieHUs1 AA.
4. NnddepeHumanbHas IMarHocTuka AA.
5. OCHOBHBbIE MPUHLMIEI JIeUeHUsT AA.
6. I[Iporuos AA.

AnacTuyecKkasi aHeMMss — TsDKeJioe 3a0oJieBaHUE
KPOBETBOPHOIT CHCTEMBI, KOTOPOE XapaKTepHU3yeTCs
MaHIIUTOIICHNE B TepuepuIecKoil KPOBU M THUIIO-
KJICTOUHBIM KOCTHBIM MO3TOM.

BriepBeie AA onucana I1. Dpnuxom B KoHue XIX
Beka. BcTpewaercst peagko — B cpeaHeM 3 ciayyas Ha
1 MuIH HaceneHus B ron. bosblie pacrnpocTpaHeHa Ha
JanbHem Boctoke, B SInmonuu, Taunange. Aruiactuye-

cKast aHeMUsT HaOJTI0MaeTCsl BO BCEX BO3PACTHBIX TPYTI-
I1ax, HO BBIAEJISIIOT IBa BO3PACTHBIX ITHMKa 3a00J1€BaeMO-
ctu — B 10—25 neT u B Bo3pacte okosio 60 jeT.

Knaccnpukanua paspaboTaHa MeXIyHapOIHOM
rpynmnoii mo usyyeHuio AA B 1979 r. (Camitta B.M.
et al., 1979). B 3aBUCUMOCTH OT TsKeCTU 3a00JIeBaHUS
1 TIpOTrHO3a AA BBIIEISIOT:

— TsDKeNnylo AA — NpW HAIMYUK JTI0OBIX IBYX U3
TePEYMCIIEHHBIX KPUTEPUEB: YMEHbBIIIEHUE TPAHYJIOLIM -
toB MeHee 0,5 < 10°/11; rpomGoLuTOB MeHee 20 « 10°/11;
peTuKyaouuToB MeHee 1 % (¢ Koppeklueii 1o remMaTo-
KPUTY), B COYCTAHUHU C arula3rveil KOCTHOIO MO3ra I10
JTAHHBIM TPEMaHOOMONTATOB (KJIETOYHOCTh KOCTHOTO
Mo3ra He 6osee 30 % oT HOpMEI);

— CBEPXTSKeTyl0o AA — COOTBETCTBYET KPUTEPUSIM
TSLKEJI0i AA, HO IIPU 3TOM YPOBEHb I'PAHYJIOLIUTOB Me-
Hee 0,2 « 10°/m;

— YMEpPEHHOM CTEIIeHU TSKECTU (HeTsKemast AA) —
cJlydau, He TIoTajaloue B rpymimy TsoKeaoil AA.

OrnpeneauTh CTeNeHb TSDKECTU aHEMMU BaXKHO IS
BBIOOpA aJeKBATHOM Tepalnuu, OIpeaeIeHUs IoKa3a-
HUI K TpaHCIUIAHTAllMM CTBOJIOBBIX KPOBETBOPHBIX
kietok (TCKK) u onpeneneHus HEOTIOXHOCTU MPO-
BEJICHUSI TeParieBTUIECKUX MEPOITPUSITUIA.

ATmacTudeckasi aHeMUsl UMeeT OCTPYIO M XpOHUYe-
CKYI0 (popMy; BBIIENSIIOT BAPUAHTHI C U3BECTHBIM ITH-
0JIOrMYECKUM (haKTOPOM (ITOCTrelaTUTHbIE AA U Op.) U
UIMOTIATUYECKYIo AA.
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DrtronaroreHe3. CoBpeMeHHasl KOHIIEIIMS ITaTore-
Hesa AA, pa3paboranHas B 70-e roabl XX BeKa, OCTaeT-
Csl aKTyaJIbHOM A0 CErOAHSIIHEr0 AHS W Mpeanojaract
CBSI3b M€Ky Pa3BUTHEM alljla3ui KPOBETBOPEHMUSI:

— ¥ 1e(eKTOM CTBOJIOBBIX KJIETOK C HapylIeHUEM
nx nposincepaTUBHON aKTUBHOCTH;

— HapylIeHWEM pETYJSIIUN TeMOI033a MMMYHO-
KOMIIETEHTHBIMU JTUMGOUIHBIMU KJIETKAMMU;

— MOBPEXICHUEM CTPOMbI KOCTHOTO MO3r4a, T.€. I'e-
MOTMO3TUYECKOI0 MUKPOOKPYKEHUSI.

Bo3MoxkHO coyeTaHMe pa3IMYHbIX MEXaHU3MOB Ia-
TOreHe3a.

ITpu reHeTUYECKUX M MOJIEKYJISIPHO-TEHETUYECKIX
WCCIIEIOBAHUSIX OOHAPYXKMBAIOTCSI Pa3IMUHbIE XPO-
MOCOMHbBIE aHOMAJMU B TEMOTIOATUYECKMX KJIETKaxX y
4—-26 % GonbHbIX. Hanbosee yacThie 13 XPOMOCOMHBIX
abeppalnit — MOHOCOMUSI 7 U TPUCOMMST 8.

HecMmotpst Ha 6obIlIoe BHUMaAHKE, YACISIEMOe IIPOo-
Oneme maroreHe3a AA Ha MPOTSKEHUU TIOCAETHUX
NECSITUICTUI, OCTaeTcs ellle HeMajJo HEeU3yYEeHHBIX
acniekToB. HescHbl Takke MpoOaeMbl OIpeaAcTIeHUs
MEepPBUYHOTrO 3BE€HA MaTOreHe3a, B3auMOCBsI3U AA ¢ Ta-
KMMM 3a00JIeBaHUSIMU, KaK MMEJIONMCIUIACTUYECKUIA
CUHJIPOM, TTApOKCU3MaJTbHAsl HOUHASI TeMOTJIOOMHYPUST
(ITHT). Yroy6neHHble UCCEIOBAHUS C IPUMEHEHUEM
METOIOB ITPOTOYHOM LIMTOMETPUHN TTO3BOJISTIOT BBISIBUTH
y 50 % GonbhbIX KieTku ¢ [THI-penotunom. Cyie-
CTByeT OOOCHOBAaHHOE MHEHHE O MATOTCHETHMYECKOI
OOIIIHOCTU 3TUX TpexX 3a00JIEBaHUIA.

Knunanyeckas kaptuna. [1eGroT 3a60eBaHUs OObIY-
HO OCTPBI U XapaKTepU3yeTcCsl TpeMsl CUHAPOMAaMU,
00YCJIOBJICHHBIMM TOPaXXe€HUEM BCEX TPEeX TeMOI03-
TUYECKUX POCTKOB. Y OOJIbHBIX OTMEUAIOTCSI IPU3HAKKU
anemuyecko2o cundpoma — ooO11as c1abocThb, OJIETHOCTD
KOXW W BUAMMBIX CIIM3UCTBIX 000JI0UEK, TaXUKAPAUSI,
OIBIIIKA, IIIYM B yIIaX, CUCTOJIWYCCKUI IIIyM Hal Bep-
XYLIKOM cepaLa u ap.

[Ipu3HaKky TpOMOOILIMTOTIEHUHU B BUJIE eemoppazute-
CK020 CUHOpOMa — TIETEXUU U 9KXMMO3bI Ha KOXe, KpO-
BOMBJIMSIHUS B IVla3a, KPOBOTEUYEHMST U3 HOCa, JCCEH,
reMarypusi, MEHO- U MeTpopparuv u Ap. IIpusHaku
AeliKo- u Heilmponenuu — Yy OOJbHBIX MOBBIILIEHA TEM-
repaTypa TeJia, yaiie BCero Hecrelnmpruieckoro xapak-
Tepa; BO3MOXHO HaJiMure MH(PEKIMOHHBIX 04aroB Ha
KOXe, B JICTKMX M IPYTUX OpTaHax; CTOMAaTuT. Pa3Meprl
MEeYCHU, CEIe3CHKHU, TUM(PaTUISCKUX Y3JI0B OCTAIOTCS
HOPMaJIbHBIMM.

Anemus [laiivonna — baekdena. HacrnencTteeHHas
napuyajibHas TUMOIUIacCTUYECKasl aHeMus ¢ U30upa-
TeJbHbIM MOPaXXeHEM reMOLUTONn033a. BriepBbie onu-
cana H.M. Josephs B 1936 r., a 6osiee mOaApOOHO — Ue-
pe3 2roga L.K. Diamond, K.D. Blackfan. 3a6oneBanue
XapakTepu3yeTcs] U30upaTeJbHbIM TOpakKeHUEeM 3PU-
TPOUIHOTO POCTKA.

[NaTomorus BpoxXXaeHHasi, HAOJMIOJAeTCs C OAUHAKO-
BOI1 YaCTOTOM y JIMII 00OMX MOJIOB, BCTPEUaeTCs BO BCeX
9THUYECKMX rpynnax. HaciaencTBeHHOCTb ayTOCOMHO-
JTOMMHAHTHas, IpUYeM OTMEUYaeTCss BO MHOTUX TTOKO-
nenusx. 'en anemuu JlaiiMonaa — baekdeHa nokanu-
30BaH Ha xpoMocomax 19-ii mapsr (19 q13.2).

DTHOJIOrUs M aTOreHe3 3a00J1eBaHNSI MHOTOCTOPOH -
HE M3Y4YeHbI, HO HU OIHA U3 TUIIOTE3 HE IMOJTyIMIa SKC-
TePUMEHTAIBHOTO MOATBEPKACHUsI. BO3MOXHYIO pOJIb
MMMYHOJIOTUYECKOTO WHTUOMPOBAHUS IPUTPOIIOd3a
in vivo HauboJiee 4acTO OOBSICHSIOT TPaHC(HY3UOHHOM
M30MMMYHU3ALIMEH.

3aboneBaHre OOBIYHO JMATHOCTUPYIOT, KOTJA Y pe-
OcHKa yXe BbIpaxkeHa TsDKesas aHeMmusl. AHaau3 BO3-
pPacTHOI CTPYKTYpbl 3a0o0JieBaHUSI CBUIETEJIbCTBYET,
4yT1O y 25 % 0HO OBLJIO AMATHOCTUPOBAHO YK€ B IIEPUOJIC
HOBOPOXKIEHHOCTH, Y 60 % — B mepBbIie 6 MeCSILIEB K13~
HU, y 90 % GONBHBIX — K 1-My TOLIy.

Kniunuyeckas kapTuHa. YXXe Ha paHHE craguu
00JIe3HN B MEPUOJ HOBOPOXKIACHHOCTU Y peOeHKA OT-
MedJaeTcsl OJIEMHOCTh KOXXHBIX TTOKPOBOB W CIIM3H-
CThIX, ¥ 25—40 % — aHomanuu pa3Butus. K ux yuciy
OTHOCATCSI: HU3Kasl Macca IpU POXICHUU, yeper-
HO-JIMLIEBOU nucMOpduU3M (TUIepTe0pUu3M, MUKPO-
nedanusi, MUKpodTaabMus, BpOXAEHHas IJayKoma
WJIM KaTapakTa, aHOMaJIuMU pa3BUTUS Heba, 3amepxKKa
pocTa U yBeJMUYeHNe MacChl Tejla, CHHOCTO3 JIy4eBOM
M JIOKTeBOM KOCTE, aHOMaJIMU Pa3BUTHS TTOYEK U MO-
YETOUYHWKOB, TUTIOTOHAAU3M U 1p.). He ycraHoBneHa
MIPUYNHHO-CJICACTBEHHASI CBSA3b MEXIY BPOXICH-
HBIMM aHOMAJIUSIMU M HApYIICHUSIMH 3PUTPOIIOI3a.
ITpu croiikoii aHeMUu y 00JbHBIX MOXET OTMEUYaThCs
COHJIMBOCTD, YXYIILICHUE alIeTuTa, IMCIeNTUIeCKIe
SIBJICHUSI, OTCTaBaHMe B Macce u pocte. [lepudepuue-
ckue JuM@aTuyeckue y3ibl, MeYeHb U CeJIe3eHKa He
YBEJIMUYCHBI.

[MockonbKy Uil JiedeHUs] aHEMMU WCITOJIb3YIOTCS
reMoTpaHcdy3uu, y OOJBIIMHCTBA OOJBHBIX TTOSIBIISI-
I0TCS TIPU3HAKM BTOPUYHOTO TeMOCHIepo3a (cepoBa-
TBI OTTEHOK KOXU, YBEINUCHNE TICUYCHHU U CEJIC3eHKH,
TOBBIIICHNE B CBIBOPOTKE KPOBM COMEPKAHUSI Kele3a,
depputrHa u ap.). KpoBoTounBoCTH Mpu 3T0M hopme
aHEMUU HET.

IlepBoHaYaIbHBIMU OPUEHTHUPAMU JJISI YCTAHOBJIE-
HUS AMarHo3a MOTYT CJIY>KUTh CAEAYIOLINE MPU3HAKU:

— paHHee pa3BUTHUE CTOMKON aHEMUU, KOPPUTHUPY-
FOIIIEICST TOJIbKO TeMOTpaHChy3usIMU (JIeUeHure TIpeTia-
paramu xeje3a, (hoIMeBOI KMCIOTOM 1 BUTAMUHOM B]2
HEeR(DHEKTUBHO);

— HaJUure HOPMOXPOMHON MaKpOIIMTApHOM aHe-
MWU TIPU MIPAKTUIECKU TTOJTHOM OTCYTCTBUM PETUKYJIO-
IIMTOB B MepudeprIecKoil KpOBH, IMTOBBIIICHUN COACP-
xanus Hb F;

— HOPMaJIbHOE WJIU J1axke HECKOJIbKO YBEJIMYEHHOE
KOJIMYECTBO TPOMOOLIMTOB B TEUYEHHE IIEPBOro roja
>KWU3HU; C YBEJIMIEHUEM BO3pacTa 00JIbHOTO MOXKET pa3-
BUTHCSI TPOMOOLIMTOTICHUS;

— HOpPMaJIbHOE KOJIMYECTBO JIEHKOIIUTOB U JIEHKO-
uutapHas (opmMysa, HO MO Mepe pa3BUTUS 3a00JeBa-
HHSI 9epe3 HECKOJIBKO JIET MOXKET ITOSIBUTHCSI TCHICH-
LU K JICUKOTIEHUU.

I'maBHBIM KpuTepueM B MOCTAHOBKE AMAarHo3a siB-
JISIETCS AMHAMMYECKOE MCCIeIOBaHUE KOCTHOIO MO3ra.
Croiikas 3puTpo0JacTONEHUSI B COBOKYITHOCTU C KJIM-
HUKO-TeMaTOJOTMYECKUMM TPU3HAKAMU IMO3BOJISIOT
YCTaHOBUTH AMarHo3 anemuu JlaitMmonaa — biexkdena.
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HnurtenbHoe HaO0AeHUE 3a OOJbHBIMU MOKAa3bl-
BaeT, YTO MO Mepe Pa3BUTUsSI Ipolecca Y MOJOBUHBI
MalMeHTOB OTMeYanach ITOCTOSSHHAsE HEWTPOIeHUS
/v TpoMbouuToneHust, y 60 % GONBHBIX — CHU-
JKE€HHME KJIETOYHOCTH KOCTHOro mo3sra go 10—50 % or
HOpMHEI. B mo3gHme craguu 3a001eBaHUS HAPSIAY C TH-
MOTUTa3uel 3PUTPOMITHOTO PA3BUBACTCS THITOILIA3US
U JIPYTUX T€MOMOATUYECKUX POCTKOB. Y HEOOJIbIIO-
ro MpolleHTa OOJbHBIX BO3MOXHa TpaHchopmaluvs B
OCTpBIil JIEHKO3 WU MUET0(pUOpO3 ¢ TPEXpOCTKOBOIM
JTUCTUIA3UEN.

Huns 6onbHbIX aHemuell Jlalimonma — braekdgena
OMacHbl YacTble TreMOTpaHC(PY3UM, CIOCOOCTBYIOIINE
Pa3BUTHIO M30MMMYHU3ALINU ¥ TEMOXPOMATO3a, YBEJIH -
YUBAOIINE PUCK 3apaXkKeHHUsT BUPYCHBIM TeIaTUTOM U
JIPYTUMH BUPYCHBIMU WH(PEKIMSIMU, TICPEIAIOIITIMUCS
C KOMITOHEHTaMU KPOBH.

Anemuss ®aHKOHM — BPOXICHHOE, T€HETUYECKU
o0ycJioBIeHHOe 3a00ieBaHUE C TUIEPUYYBCTBUTEILHO-
crhio K JIHK-moBpexpamoimmnM BO3AeHCTBUSIM, MPO-
rPEeCCUPYIOLIMM TMOpaXeHUeM KOCTHOTO Mo3ra U Io-
BBIILICHHOW CKJIOHHOCTBIO K Pa3BUTHUIO OITyXOJIEBBIX
3a00JIeBaHUIA.

Anemuss @aHKOHU SIBJISIETCS ayTOCOMHO-PEIICCCHB-
HBIM 3a0oyieBaHueM. B HacTosIee BpeMs oIpeaeaceHo
Oosiee 7 acCOUMUMPOBAHHBIX C 3a00JEBAaHUEM TE€HOB,
MPOAYLIUPYIOIINX OCJIKM, KOTOpPHIE YJACTBYIOT B IIa-
ToreHe3e 3abosieBanus. Ilpu maHHoil dopme aHemMuu
BBISIBJIEHO OoJiee OBICTpOE YKOpOUeHME TeaoMepas B
KJIETKaX KPOBH, YTO, BEPOSITHO, UTPAET OMNpeaeIeHHYIO
pOJib B TEHETUYECKON HecTabwibHOCTU KJeToK. [lpu
aneMnyt MaHKOHW MyTHPOBABIIKME T€HBI MPOLYIIUPY-
FOT O€JIKM, KOTOPBIC B3aUMOIICICTBYIOT C TIPOTEMHAMMU,
YJacTBYIOIIMMU B peniapauuu nospexaenuii JTHK. Ha-
pYIIEHNE IPOIECCOB peIrapay KaK pPe3yJbTaT TaKuX
B3aUMOJICICTBUU SBJISIETCS OMHOW M3 BAXHBIX MPU-
YUH TOBBIIICHHON YYyBCTBUTEIbHOCTH KiIeToK K JIHK-
MOBPEXIAIOIIMM BO3ICHCTBUSIM M HAKJIOHHOCTH K pa3-
BUTUIO OMYXOJIEBBIX 3a00JIeBaHUI Y JAHHOI KaTeropuu
OOJIbHBIX.

Anemust DaHKOHU XapaKTEePU3YeTCsl CBOeoOpa3HOil
KJIIMHUYECKON KapTUHOW, B KOTOPOW Hapsiy C MPOsIB-
JICHUSIMH aTuIa3ui KOCTHOTO MO3Ta W IIUTOIICHNT MMe-
IOT MeCTO (U3MUecKHe aHOMaIuu (HU3KOPOCIOCTD,
OTCTaBaHWE B Pa3BUTUU, TUTMEHTHEIC IISITHA Ha KOXE
u ap.). [lurMeHTanmss KoxXXu U CIU3UCTBIX 000JI0UEK B
OONBIIMHCTBE ciiy4aeB MMeeT AudPY3HBII XapakTep,
yCUJIEHA Ha ydyacTKax Teja, 3alllMIIeHHBIX OT COJHIIA
(TToaMBIIIEYHbIE U TTaXOBbIe 00J1aCTH, 1Iesl, KUBOT, O~
JIoBbIe opraHbl). Pexxe oHa uMeeT BUI OKPYIJIbIX WU
OBAJIbHBIX ISITEH 1BeTa KOde ¢ MOJIOKOM, MHOTAA oY~
TH YEepHOTO IIBeTa. IIMrMeHTalms KOXU OOBIIHO CO-
TIPOBOXKIACTCS CYXOCTBIO U TeayleHueM. [1oaBasThes
OHa MOKET B Pa3HOM BO3pacCTe: Y OMHUX IeTEH ¢ poxkIe-
HUSI, Y IPYTUX TIPEIIISCTBYET ITOSIBICHUIO TeMaTOIOTH -
YeCKMX HapYIICHUI UM COBITamaeT C HUMM.

K ocHoBHBIM cummnToMaM aHeMur PaHKOHU OT-
HOCHUTCS 3alepxXKa (bM3MYECKOro pa3BUTUSI, KOTOpPOE
O0OBIYHO MMeEEeT MPONMOPLUMOHATIbHbBIN XapakTep (oTcTa-
BaHME B pOCTe, Macce, MUKpolebanusi, MUKpODTaIb-

MMSI, TUMOTEHUTAIM3M, KpunTopxusm u 1p.). Cre-
M (pUICCKUiT MPU3HAK — aHOMAJIUK Pa3BUTHS BEPXHUX
KOHEYHOCTEe# (OTCYTCTBME WJIM TUTIOTLIA3UsT OOJIBIIIOTO
MmaJyiblla, YMEHBIIEHNE KOJMYECTBA KOCTEH 3armsiCThs,
OTCYTCTBHME WJIM HEIOPa3BUTHE JIy4EeBOM KOCTH, CHH-
JAKTUJIWS W 1Ip.), WHOTJA HaOJIOJAloTCsl aHOMAaJIUU
HIYDKHUX KOHEYHOCTE! 1 TO3BOHOYHHUKA (KOCOJIAMOCTh,
BpPOXXIEHHBIM BBIBUX Oeapa, CKOJMO03, KM(do3, spina
bifida u ap.), Mukpouedanus, TUNIONIa31s HUXKHEN ue-
JIIOCTU. MOTryT ObITh aHOMAIUU I1a3 (MUKPODTATBMUS,
CTPOOM3M, BMUKAHTYC, IITO3 BeKa U Jp.), TIIyXoTa, pac-
1LIEJTMHBI TYOBI U TBEpAOTO Heba. {151 00IbHBIX aHEMUET
MaHKOHU TUTTMYHBI TOPOKK PAa3BUTHS TTOYECK M MOUE-
BBIBOISIIINX ITyTei (OTCYTCTBHE OMHOI MTOYKH, TTOIKO-
BoOOpa3Has ImoJykKa, MeraypeTep, TMaIpoHedpo3 u Ip.).
Berpeuarorcest BpoxkneHHBIE TIOPOKHU CepAlla U COCYIOB,
OPraHOB JbIXaHUsl, MUILEBAPUTEILHOIO TPAKTa U MOJIO-
BBIX ITyTEM.

PaHHuMU cuMniTOMaMM HayMHalOIIEHCs TUITOIIa-
3UM KOCTHOTO MO3ra SIBJISIIOTCSI OJIEAHOCTh, TOJIOBHAS
001b, €J1a0OCTb, TOJOBOKPYXXEHME, CHMXKEHUE arrie-
TWTa, TeMopparuu. [1oyT omHOBPEeMEHHO C aHeMUeit
pPa3BUBAIOTCS JIEKOMEHUs U TpoMOouTorneHus. Jlei-
KOITCHUS ¥ TPOMOOIIUTOIICHUS Ha BBICOTE 3a00JICBaHUS
JMOCTUTAIOT 3HAYUTEIbHON CTCIICHH.

B KOCTHOMO3roBOM ITyHKTaTe OTMEUaeTCsl CHIDKE-
HUE KJIETOYHOCTU C OTHOCHUTEJIbHBIM IpeodataHueM
SPUTPOLIMTONOA3a. BriociencTBun pa3BuBaeTCsl TUIIO-
TU1a3usl KOCTHOTO MO3ra.

Anemusa MaHKOHU TPOTEKAeT XPOHNIECKH C Uepe-
JIOBAaHUEM TIEPUOIOB PEMUCCUM U OOOCTPEHUSI, HO He-
YKJIOHHO Me/IJIEHHO Tiporpeccupyet. CpenHsist IInuTeb-
HOCTB KMU3HHU C MOMEHTA TTOSIBJIICHUS TeMaTOJIOT MUECKIX
CHUHIPOMOB COCTAaBJISIET B cpeaHeM 6 jeT. JleTaabHblid
HCXOJI HACTYTIAeT B pe3Y/IbTaTe TSKEJIBIX KPOBOTCUCHU,
KPOBOUBJIMSIHUI BO BHYTPEHHME OPTaHbl, IPUCOEINHE-
HUSI UH(MEKIMOHHBIX OCJIOXKHEHUM U JIp.

JuddepeHvanbHass AUarHOCTUKA TUIIOIIACTU-
YeCcKMX aHeMuil moayac cjoxHa. IIprnobpeTreHHbIe
aHeMUUu Heooxonumo AuddepeHIMpoBaTh C BPOX-
JIEHHBIMH, UINOTIATUIECKOM TPOMOOIIMTOIIEHNICCKOM
MypPIypPOii, OCTPHIM JIEUKO30M.

Jleyenne. [1OCKONBKY TPUYMHON pPa3BUTHUS ITaH-
LUTOICHUM TpU AA SIBISICTCSI UMMYHOOIIOCPEIOBaH-
HOE HCTOIIeHUE ITyJa U CHUKEHHUE MpoindepaTuBHOMI
CIMOCOOHOCTHU T'€MOITOATUYECKUX IMPEaIIeCTBEHHUKOB,
CYILIECTBYIOT JBE TEOPETUYECKME BO3MOXHOCTU KOp-
pekuun AA — 3aMelIeHrue HeIOCTalOIIero KOJMJecTBa
CTBOJIOBBIX KJIETOK TOHOPCKMMU U CHSITUE UHTUOULIUU
nposrdepaln  pe3uayaIbHbIX CTBOJIOBBIX KIIETOK.
Mg neyeHnst AA MUPOKO MPUMEHSIOT 3TH JIBa METO-
nma. [lepBBIif M3 HUX — aJUIOTeHHAsl TpaHCIUIAHTAIIMS
KOCTHOTO MO3ra, BTOPOl — WMMYHOCYIIPECCHUBHAasI
tepanusi. O6a MeToga paBHO 3(P(PEKTUBHBI B JICUYCHUU
AA, eciu OlICHMBATh MEPCIIEKTUBY Ha JOJTOCPOUYHYIO
BBDKMBAa€MOCTb U OTCYTCTBHUE HEOOXOAUMMOCTU TPaHC-
¢y3uoHHol moanepxkku. IlammeHTaM, uUMeEOIIUM
HLA-uaeHTUYHOTO JOHOpPA, MPOBOAST TpaHCILJIaHTa-
1o koctHoro Mo3ra (TKM). D¢ ¢eKTuBHOCThL COCTaB-
nsteT 75—90 % nonHoro Bei3noposiaeHus. Tepanust ATT
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(QHTUTUMOLIMTAPHBI MMMYHOTJIOOYJIMH) B KayecTBe
MepBO JIMHUU SIBJISIETCSI 30JI0TBIM CTaHAAPTOM Jieue-
HUS anaacTUYECKOl aHEMUM Y MallMEHTOB, HEe IOIe-
xamux TKM. Kypc uMMyHOCynpecCUBHOU Tepanuu
komoOuHanueit ATT u nukinocnopuHa A: ATI BBoauT-
Cd ITATEIbHBIMUA MHOY3UAMU 5 THEW, ITUKIOCIIOPUH
A Ha3zHaAYaeTCsI BHYTPh B J03€ 5 MI/KT B CYTKH C IIEIBIO
MOAACPKaHUS eT0 KOHIICHTPALIMKA B CHIBOPOTKE KPOBU
Ha ypoBHe 100—150 MKT/J1 10 TTOJTYyYSHMST CTaOUIIBHOTO
KJIMHUYecKoro a¢dekra, He MeHee 6 Mec. C MOCIeny-
IOIMM MEIJEHHbIM CHUKEHHEM J03bl B 3aBUCUMOCTH
OT CTEeMNEeHM BOCCTAHOBJIEHHUS MOKa3aTesell reMornoa3a.
Jtst TpoUAaKTUKHY TSKEJIbIX MOOOYHBIX peaklMii Ha
ATT (aHadunaxkcus, cbIBOpoTOUHasl 00Jie3Hb) Ha3Ha-
YalOT KOPTUKOCTCPOWIHBIC TpeIaparhl (METUIIIPE-
HU30JIOH WJIW TIPEIHU30JI0H) B /03¢ IMI/KT B CyTKU
CpOKOM Ha 14 mHel ¢ Tmocaenyroiell TOCTEITIeHHOM 0T~
MEHOW.

IIporHo3 3aBHCUT OT 3TMOJIOTMYECKOTO (haKTopa,
OCTPOThI TEYCHMSI U CTENEHU HapyLIEHUsT KOCTHOMO3-
TOBOI'0 KPOBETBOPEeHMsI. bosIbHbIE ¢ HACIEeACTBEHHBIMU
(dhopMaMu, HETSIKEI0M ariacTUYeCKOM aHeMue it UMEeIoT
JIYUIWA MPOTHO3. Y 00JBbHBIX C OLICTPOIPOTPECCUPYIO-

IIAM T€YEHUEM, TSKEJbIM FeMOPParuuecKuM CUHAPO-
MOM — TIJIOXOH MPOTHO3. Y OOJIBHBIX C KpAWHE TSKEI0U
AA u conepxanuem rpanyionutoB meHee 0,2 + 10°/n
Jlaxxe TocJie TpaHCIUIAaHTAllM KOCTHOTO MO3Ta ITPOTHO3
KpaitHe HebmaronpugaTHbIN. OJHAKO B HACTOSIIIIEE Bpe-
M HaKOIUIEHBI CEPbE3HbIE TaHHBIE, TO3BOJISIOLINE HA-
JIESITHCS Ha BO3MOXHOCTb PEAJIbHOTO U3JIEYEHUS STOTO
TSKEJIOTO 3a00JI€BAHUS.
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