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rena MTR B 40% cnyuaeB, A66G rena MTRR — B 34%, C677T
u A1298C rena MTHFR — B 26% cny4aes. 13 55 HaOmonaembIx
HaMU XEHIIWH 15 GepeMeHHBIX, 13 HUX Y 3 (20%) ponopasperie-
HbI 0e3 ocnoxHeHui, y 2 (13,3%) — nuarnoctupoBana TOJIA, y
2 (13,3%) — OHMK u y 5 (33,3%) — pa3Buinuch TpoMOO3bI MO/~
KITFOYMYHBIX, ME3CHTEPHAIBHBIX M ITO3BOHOYHBIX apTepuil Ha
Pa3HBIX CpOKax OepeMeHHOCTH. Yalle Bcero Takue OCIOKHCHUS
Pa3BUBAINCH HAa PAaHHUX cpoKax OepemeHHocTH (10 10 Hex).

3axniouenue. IIpoBeieHHbIE HCCIIEI0BAHNS I0O3BOJISIOT ClIE-
JaTh BBIBOJ, YTO TPOMOOGUINYECKUE COCTOSHMS (MyTaluu Tre-
HOB MTRR, MTR, MTHFR) SIBISIOTCSI OAHOM U3 Ba)KHBIX IPUYMH
TPOMOOTUYECKUX OCIIOKHEHUI, HEBbIHAIMBAHUS OEPEMEHHOCTH
u (eTo-ruanieHTapHONH HemocTaToYHOCTH. IIpuMeHeHue peko-
MEH/IOBAaHHBIX METOJ0B MPO(QHIAKTUKH TPUBOTUT K ITOIOXKHU-
TENIbHBIM pe3ylbTaTaM: CHIDKEHUIO pucka pa3putus TOJIA, un-
(apkTOB MHOKapza, TPOMOO30B COCYNOB.
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Beeoenue. OnHOM U3 CIOKHBIX IPOOJIEM B JICYEHUH XPOHH-
yeckoro JuMporeiikosa (XJIJI) asnsercs pegpaxrepHocTs. Dak-
TOPBI HEOJIATONPHUATHOTO ITPOTHO3a U PEKAE BCETO HATNYHUE 11~
TOTCHETUYECKIX aHOMAJIUH, TaKUX Kak Jeienus 11 XpoMocombl
(11 g-) u meneumst 17 xpomocomsl (17p-), 4acTO MpeaBELIAIOT
HEYIOBJIETBOPUTEIBHBIN OTBET Ha TEPAITHIO H KOPOTKYIO IPOIOII-
JKHUTEIBHOCTD JKU3HH. AneMTy3ymMa0 (aHtu-CD52) addexrnBen
y OOJIBHBIX C HEOJIArONPUSATHBIM MPOrHo3oM. Llens ucciaenosa-
HUS — OlleHKa 3 (HeKTUBHOCTH alleMTy3ymaba y 6onbHbIX XJLJI,
MMEIOIINX HeOIaronpHsTHBIN POTHO3.

Mamepuanvt u memoost. B viccnenoBanue BriroueHo 14
00JIbHBIX (8 My»UYUH U 6 KCHIUH) B Bo3pacte oT 14 1m0 70 net
(Menuana Bospacta 59 ner). Jleuenue amemTy3ymaOoM IpoOBO-
nunu B8 POHL] PAMH ¢ 2006 o 2010 1. IIpenapar y 10 6oub-
HBIX HCIOJB30BAJICSI B MOHOPEXHME, Y 4 — B coueTaHuu ¢ ury-
napadbuHoMm (FluCam). IMepen HayamoMm Tepanmuy OLIEHUBAIH
caenyromue (axkropel mporHosa: skcrpeccuss CD38 (merox
HPOTOYHOH LMTOMETPHH), YPOBEHb [3,-MHUKpOrIOOyIMHa (UM-
MYHO(EPMEHTHBIH METOM), IUTOTeHETUIECKNE aHOMAIIUK Me-
togom FISH (17p-,11q-,13q-, Tpucomus 12).

Pezynomamut u oocyscoenue. Craguio B ycranosunu y 10
6onbHbIX, cTaguio C — y 4. Dkcrpeccuss CD38 (6onee uem Ha
20% omyXoJeBbIX KJIETOK) onpenensiack y 9 (64%), nosblie-
HHUE ypoBHA [3,-MHKporI0o0y/anHa (quanason 4,5-8,5 mr/i) —y 12
(85%) GomnbubIx. Jenenus 11 xpomocomsl (11g-) umenacs y 6
OonbHBIX, Aenenuto 17 xpomocomsl (17p-) —y 2. CoueraHHbIE

n3MeHeHus kapuoruna -11q- u 17p- oGHapyxeHbl y 2 OOJIbHBIX,
Tpucomus 12 —y 2. B kauecTBe MHAYKUUHM PEMUCCUU JIEUEHUE
nosy4asnu 12 60bHBIX (5 EPBUYHBIX U 7 UMEIOLIMX PELUINB).
Ilonuble pemuccuu Obinn AOCTUTHYTBL Y 7 (58%) OGosbHBIX, U3
HUX y 5 — nuToreHerndyeckue u'y 1 — MonexyssipHas. Yactuunas
HOMYJsIpHAsT M IIUTOr€HETHYEeCKasi PEMUCCUH OBIIIM KOHCTATHPO-
BaHbl y | GonbHOro My 1 — yactuuHast pemuccus. OTcyTcTBUE
a¢dexra Habmonanock y 3 0onbHbIX. OOIMHA d3PPEeKT cocTaBuI
74%. J1nuTenbHOCTh TOMHOM pemuccHu y 7 OOJBHBIX KoyeOa-
nach ot 18 110 38 mec. Cpoku yaCTUYHOM peMUCCHH Y 2 OOIBHBIX
Oobun 8 u 21 mec. OOmmiast S-neTHssE BBDKMBAEMOCTh COCTAaBUIIA
58%. B xauecTBe KOHCONMJALNY C LGB0 JTOCTHKEHUS IIUTOTre-
HETHYECKOH U MOJIEKYJISIPHON PEMHUCCUH aJIeMTy3yMa0 IoIydanu
2 0onpHBIX. Y 1 00NBHOTO ObUIA JOCTUTHYTA IIUTOTCHETHYECKAs
U MOJICKYJISIpHAs peMHUCCHH. J[TMTETbHOCTh MOJISKYIISIPHO pe-
muccuu coctaBmia 42 mec. OcnoxHenus: GedOpuIbHAs HEUTPO-
neHus Habmonanach y Bcex OonbHbIX , III-1V crenenn — y 8§,
II crenenun — y 6 GosbHBIX. [[HEBMOHHIO AMATHOCTHPOBAIU Y 7
OOJIBHBIX, IMTOMETAIOBUPYCHYIO HH(EKIHIO, ITOATBEPKACHHYIO
TII[P-nccnenoBanueM — y 3, HIUTOCTAaTUYECKYIO SHTEPONATUIO —
y 2. Bce MH(EKIIMOHHBIC OCIOKHEHHSI YCIICIIHO Pa3peIInINCh,
JIeTaJIbHBIX UCXOJI0B BO BPEMs Tepartuy He ObLIIO.

3aknrwuenue. Ilpumenenne anemtyzymada y 6onbubix XJ1JI
C HEOMarompHsATHBIM MPOTHO30M TO3BOJSIET MOTYYHUTh KIMHU-
KO-reéMaToJOrMYeCcKHe, LUTOTCHETUYECKUe M MOJIEKYIspHbIE
peMHUCCHH.
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Beeoenue. Jlumdoma bepkurra (JIB) — onuH 3 Hambosee
BBICOKOArpecCUBHBIX M YacTO BCTPEYAIOLIMXCS BAPUAHTOB He-
xoKkHHCKUX Jumdom (HXJT) nerckoro Bozpacta. OCHOBHBIM
MPUHIMIIOM ycnenrHoro JyiedeHust JIb sBisieTcst BHICOKOMHTEH-
cuBHas nonuxumuorepanus ([IXT), ¢ BKIIOYEHHEM TIpernaparoB
pa3HOro MexaHu3Ma JCHCTBHS, U COONIONCHUs TalMHHIa Tepa-
nuu. [Iporoxonsr [1XT, pekomennoBanusie rpymnmnoit BFM, yumn-
TBHIBAIOT MPOrHOCTUYECKYIO rpymity pucka JIb, B ocHOBe KoTOpoit
JICKUT CTaIusi 3a00JIEBaHHUS M COJIEPXKAHUE JIAKTATICTUApOre-
Ha3bl CHIBOPOTKU KpoBU. [Ipm 1-2-if mporHOCTHYECKUX TPyII-
rax pHucka rnokasaresb oouer BbpkuBaemoctu (OB) cocrasisieT
okoio 98%, toraa xak npu 3—4 — 70-75%. C uenpto onTuMu3a-
UM TePalHuy MPOTHOCTHYECKH HEOIAaroNpUsATHBIX IPYIII PUCKA
MBI MHTeHCH(UIpoBaau nporpammy [1XT, BkiarounB B 0 1eHb
Kak7oro omoka putykeumad (375 mr/m?). CormacHo mporpamme
Tepamnuu, npu 3-i rpynmne pucka OOJBHBIC MONYYaroT 5 OJIOKOB
IIXT (5 BBenenwmii purykcumada), a npu 4-it — 6 6moxos (6 BBe-
JIeHuil puTyKCcuMaoa).

Mamepuanst u memoost. B Hallle vicciaeJ0BaHHE BKJIIOUYEHbBI
60 nereii (52 manpuuka U 8 IeBOYEK, CpeHUM Bo3pacT 8,6 roaa)
¢ BHepBble ycTaHoBIeHHbIM quarto3oM JIb. 1o rpynmam pucka
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OoJbHBIC OBUTH pacIpe/esiCHbI CIEAYIOINM 00pazoM: 1-s rpyn-
na pucka — 1 (1,7%), 2-1 rpynna pucka — 9 (15%), 3-s1 rpynmna
pucka — 30 (50%) u 4-5 rpynmna pucka — 20 (33,3%).

Pesynomamut u oocyycoenue. bonvabie U3 1-it 1 2-it TpynmBI
pucKa XUBbI (Cpok HabmoneHus 98 mec), a u3 3—4-i rpymnsl pucka
ObLIM pa3/ieNIeHbl Ha 2 TPYIIIb] — IOIy4YaBIIne PUTYKCUMA0 BMeCTe
¢ [IXT (R*; n = 30) u neunBimecs 6e3 putykcumada (R n = 20).
B rpynme R* y Bcex O0NbHBIX ObLTa JOCTUTHYTA MOTHAS PEMUCCHS
(ITP), cmyvaes penmnusa u nporpeccupoBanus JIb He oTmeueHo.
BeccoOrbiTnitnas BepkuBaeMocts (BCB) cocraBmia 95,7 + 6,8%
(mennana Habmonenus 81,2 + 5,6 mec). Bo Bropoii rpynme (RY) y
2 (10%) 60abHBIX OBUIO OTMEYEHO TIEPBUYHO PE3UCTEHTHOE TEYe-
uue JIB, 1P Obuta nocturayta 'y 85% OonbHbIX, a BCB okazanack
72,5 + 8,4% (Meauana HadmoneHus 97,3 + 9,4 mec).

3axniouenue. PuckaganTupoBaHHas TEPAIMs 110 IPOrpaMme
B-NHL-BFM 90/95 ¢ BritoueHHeM, 0 MOKa3aHUsIM, PUTYKCHMa-
0a TI03BOJISIET HUBEJIMPOBATH PaHee CUMTABINUECS (HaKTOPHI He-
OnaronpusTHOTO MporHo3a (OosblIas OmyxoyieBas Macca, Mo3-
HUE CTa K 3a00JIeBaHus, opakeHne koctHoro Mo3ra u [{THC) u
3HAYHUTEINILHO YITy4IIUTh Pe3yibTaThl teuenus JIb B rpymme 60ib-
HBIX C TIO3IHUMHU IPYIIIIAMH PUCKA.



