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Heab padorbl. OLEHUTH BIUSHUE MYTAlUH [€HOB CUCTEMBI
remocrasa Ha Tedenue ['B.

Marepuana u meroabl. [log HaOmoneHueM Haxomuiuch 40
6onbHbIX ['B, u3 HUX ¢ kOoxxHOH opmoii I'B — 16%, koxHO-Cy-
cTaBHOU — 78%, KOJKHO-CYCTaBHOH U IIoueyHOM — 6%. KoHTpoib-
HYIO I'pYIIY COCTaBMIM 35 MPAaKTUUECKH 3/10POBBIX JIUI.

Pesyasrarsl u odcyxaenue. Y 73% O6onpHbix I'B (B rpymme
koHTpOis 31%) BCTpedaroTcs TeHETUYECKUE MYTALUH, CBSI3aHHbIC
¢ runepromorcrenHemueit (MTHFR, MTRR). Tenetnueckuii mo-
mmmopmsm MTHFR C677T B rerepo3uroTHoi popMme BbIIBISIETCS

MPEUMYILIECTBEHHO IPU CPEAHETSKENION U Tshkenoi crenenu ['B, B
TO BpeMsI KaK 4acTOTa TOMO3UTOTHOI (JOPMBI cOrmocTaBUMa IIPH BCEX
crenensx Toxectd I'B. Hacrora myrtarmu MTRR Ile22Met B romo-
3WUTOTHOM (hopMe BO3pACTAET C YBEIIUCHUEM CTEIeHH TsokecTH [ B.

3axuouenne. Hanbonpiee BiusiHue Ha TedeHne ['B okaspiBa-
0T MyTalli{ T'€HOB, KOJAUPYIOUHMX (PEpPMEHTHI (DOJIATHOTO IHUKIIA U
BBI3BIBAIOIINE HACIIEACTBEHHYTO Tuniepromorucrennemuto (MTHFR
C677T, MTRR Tle22Met). LlenecooOpa3Ho U3y4eHHE BO3MOKHOCTH
BKJIFOYCHHS B KOMIUICKCHYIO Tepanuto OonbHbIX [B, nMerommx 3tu
MyTaluH, (ponreBoi KMCIOTbL, BUTaMUHOB B, 1 B .

WHTepneiikuH-1B He CTUMYNMPYET CMOHTaHHYI0 AN depeHLNPOBKY MY/IbTUNOTEHTHbIX Me3eHXUMHbIX
CTpOMarnbHbIX KNeTOK

Bburunbgees A.E., 3e3uHa E.A., lunyHosa W.H., Apuse H.A.

TNa6opatopus dusnonorum kposetsopeHus OIBY femaTonornyecknin HayuHbin LeHTp MrH3gpaea Poccum, MockBa

Beenenne. Nnrepneiikun-1p (MJI-1PB) yBenuuuBaer kieTou-
HYIO TPOIYKLHIO MYJIBTHIIOTCHTHBIX ME3CHXMMHBIX CTPOMallb-
HeIX Ki1eTok (MMCK), 4to BaxHO Ju1d KieToyHoii Tepanuu. 1JI-
1B crumynupyet ocreoreanyo auddepenimposky MMCK npu
€¢ NHIYKLHH.

Ieab padoTbl. YCTaHOBUTL, HHAYLUPYET U AuddepeHnn-
poBky MMCK no6asnenue Tonsko UJI-1p, 0e3 creruduyeckux
HUHIYKTOPOB, B CPEAy KyIbTUBHPOBAHUSI.

Marepunauast u meroasl. MMCK uenoBeka (16 10HOPOB)
KyJIETUBUPOBAIIM B CTaHIAPTHBIX YCIOBHAX WM ¢ 4 mr/mi WJI-
1B B TeueHue 5 maccaxeil. YpOBeHb SKCIPECCHU I'€HOB-MapKe-
POB 0CTEO0-, a[IUIO- ¥ XOHAPOreHHOH auddepeHupoBok (SPPI,

PPARG, SOX9) namepsimn metonom I[P B pexume peanbHOTO
BpeMeHH Ha 1, 3 u 5-M maccaxax.

Pe3yabrarbl u o0cyxaenue. Ilo Mepe KyIbTHBHPOBAHUS
YPOBEHb IKCIIPECCHH T€HOB-MapkepoB () (HepeHINPOBKH UMEET
TEHJICHIIMIO K YBEIMYEHUIO, YTO, BEPOATHO, CBA3aHO CO CTApECHU-
em kietok B nonymsiun MMCK. YpoBeHs sKcnipeccuu uccieny-
eMbIX TeHOB Ipu godasnennu MJI-1B B cpemy KyabTHBUPOBAHHMS
CTaTUCTUYECKH 3HAUMMO HE U3MEHSETCS.

3ax/ouenue. MJI-1f MOXHO HCIONB30BATh JUIS yBEIUICHUS
kierouHo# npoxykuun MMCK, Tak kak ero 1o0aBiieHHE B Cpey
KyJIFTUBHPOBAHUS HE BBI3BIBACT CIIOHTAHHON T dHepeHInpOBKU
KIIETOK in Vitro.

PesynbraTbl HepOACTBEHHO TPaHCIJIaHTaLMN a//IOreHHbIX FeMOMNO3TUYECKNX CTBOJIOBBIX KJIETOK C PeXXMMOM
KOHAVLVMOHNPOBAHMSA CHUYKEHHO NHTEHCUBHOCTY A03 Y AeTel ¢ 60/1e3HAMYN HaKoMeHnA
BoposkoBa A.C., CtaHueBa H.B., Pau A.A, bbikoBa T.A., PasymoBa C. B., Koxxokapsb .B., ManHa O.B., CemeHoBa E.B., ®eptokosa 0.,
3yb6aposckas J1.C, AbaHacbes b.B.

HWW peTckoit oHKonorum, rematonorum u TpaHcnnaxtonorumn um. P.M. Topbauesoi, MepBbiii CaHKT-MNeTepbyprcknil rocyaapcTBeHHbIN MEAULMHCKUI
yHUBepcuTeT UM. akag. U.MN.Masnosa

Beenenue. bonesnu naxoruienus (BH) — rpymnma 3a0omeBaHuid,
CBSI3aHHBIX C Je(hEKTOM JM30COMAITBHBIX (PEPMEHTOB HIIH MEPOKCH-
COMHBIX (hyHKIMH. TpaHCIIIaHTAINSI AJUTOTeHHBIX TeMOIOITHYECKHX
cTBONIOBBIX KIIETOK (aiu10-TI'CK) — sddexTuBHbI MeTON NedeHuH
Hekotopeix BH. B kagectse moaroropku k amio-TT'CK nauboree
PpacrpocTpaHeHbl MUEIOA0IATHBHBIC PEXKUMBI KOHTULIOHUPOBAHNST
(MAK). OnHako pesxuMbl KOHAMIIMOHUPOBAHUS CO CHYDKEHHON MH-
TeHcuBHOCTHIO 7103 (PKCIJI) Ooree nepcleKTUBHBI y MAlMEHTOB C
BH BBumy Hamimuus y HUX MyJIBTUCHCTEMHOTO TIOPAKEHUSL.

Heas pa6orsl. Ouenurts s¢dexruBHocTs amno-TI'CK ¢
PKCU/I y mantmenToB ¢ BH.

Marepuanbi u Metoasbl. C 06.2006 o 09.2013 . HepoacTBeH-
Has ayuto-TI'CK BeimonHena 13 nersim ¢ BH, ux Hux 7 OoibHBIM
cunapomoM ['yprniepa, 2 — GonesHbto Kpaboe, 1 — meraxpomarmde-
cKoii nielikomucTpodueit, 1 — X-ClerneHHoN aapeHONIeHKOIICTPO-
dueii, 2 — ocreonerpo3oM. Meuana Bo3pacTa Ha MOMEHT I10CTa-
HOBKH JTarao3a cocrasuia 17 mec (ot 3 mec 1o 11 yret), Ha MOMEHT
ao-TI'CK — 3 roma 2 mec (19 mec — 15 sier). B kauectse npenrpas-
CIUTaHTalMOHHOI noxroroBku npumensiin PKCU: dimonapadbun
150 mr/m? + mendaman 140 mr/m? £ ATTAM (60 mr/kr). TIpodu-
nmaxtuka octpoi PTIIX: nuxnocnopua A £ MTX £ MMF. Uc-

tounuk ['CK: xocTHbIll MO3r — y 5 GonbHbIX, [ICKK —y 8.
CpenHsiss KJI€TOYHOCTh TpaHciutanTara — 8,32 « 10° CD34"/kr
(3,6-13,1).

Pesyabrarsl. [TaTineTHss o01as BBDKMBAEMOCTh COCTaBUIIA
69,2%. KuBbl 9 GONBHBIX, cpenHUi Cpok HaOmoneHus 38 mec
(119 nHeit — 6 ner). [IpwKuBIEHUE TPaHCIIJIAHTATa 3aPETUCTPH-
poano y 12 (92,3%) GonbHbIX, B cpeanem Ha J[+17 (9-23), ¢ no-
CTKEHHEM TIOJTHOTO ToHOpcKoro xumepnama Ha JI+30. Cpennsist
aKTUBHOCTH anb(a-L-unypoHnaassl B JIEHKOIUTAX y OONBHBIX
cunapomoM I'ypiepa cocraBuia 61,3 HM/mr 3a 18 u Ha JI+30 u
77,6 HM/mr 3a 18 g Ha [I+100 (Hopma 61-175,5 HM/mr). Cpenssist
AKTHBHOCTb T'aJlaKTOLepeOpO3nAa3bl JIEHKOINTOB Y MAI[EHTOB C
6onesnpto Kpaboe na 1+60 — 2,6 ’M/mr B 1 4 (Hopma 2,5-12.,4
HM/mr). Ocnoxuenns: oPTIIX III-IV creneHn HaOIOIAINCH
y 3 (23%) O0nbHBIX, BEHOOKKIIO3HOHHAsI 0OJIE€3Hb MEYEHH — y
1 OONBHOI OCTEONETPO3OM; JAPYTHX TAKEIBIX TOKCHYECKHX OC-
noxHernid He Oput0. [Iprunaer cmeptr: oPTIIX IV crenenn — 2
6onbHBIX, TRALI-cunmpom — 1, mporpeccust 0CHOBHOTO 3a00J1e-
BaHMA — | MAIMEHT C METaxpOMaTH4ECKOU JICHKOIUCTPODHUEii.

3akaouenne. PKCU sddexruBapr mpu amro-TI'CK y
nereit ¢ BH.

Bwpycuble VIH(I)eKI.WIOHHbIe OCJIOXKHeHnA 'y 60nbHbIX remob6nacrosamu u AenpeccnamMmmn KpoBeTBopeHuA
Bypbines B.B., KaiitangxaH E.N., Koctpoma N.W., YeboTkeBny B.H., Abaynkaabipos K.M.
OrBY Poccuiicknin HAWV rematonorum n tpaHcoysvonoruv ®MBA Poccnn, CaHkT-MeTepbypr

Benenne. MHdeKroHHBIE OCIOXKHEHHS, B YaCTHOCTH BHU-
PYCHBIE, SIBJISIOTCS OMHOM M3 OCHOBHBIX MPUYMH CHIKEHHS (-
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(DEeKTHBHOCTH COBPEMEHHBIX METOIOB JEUCHHUS OONBHBIX I'eMO-
6macTo3aMu U JEIPECCHAMH KPOBETBOPEHHUS.





