Mpunoxerue 1

OBUT CYILIECTBEHHO BBIIIE HE TOJIHKO HOPMBI, HO U aHAJOTUYHBIX
rokasaresieit B rpyrie OoJbHbIX 6€3 TPOMOOIUTONICHUH. AKTHB-
HocTh AT®a3el B 00eux rpymnnax 6oabHbelx XI'C Haxoxmiach cy-
[IECTBEHHO HM)KE HOPMBI.

3akurouenne. TpomOouuTapHbie (aKTOpbl PHUCKA IO pas-
BUTHIO TPOMOOIIMTONICHUH CBS3aHBI C aHTUTENAMU K MeMOpaH-
HBIM penentopam TpomboruroB GP Ia/lla u GP Ib/IX, cruibHBI-
MH COMAaTHYECKUMH TOYKOBBIMH MyTauusimu W515L rena Mpl,

KOJIMPYIOIIETO PELeNnTOpsl TPOMOOIUTOB K TPOMOOMOATHHY, H
HapynieHneM (yHKIHOHAIBHONH aKTHBHOCTU (hEPMEHTOB TPOM-
6o1uTOB — uKoreHa u o-HAD. JledexTsl hepMeHTaTUBHOMN aK-
THBHOCTH TPOMOOIINTOB — CHIDKCHHE YPOBHS IIIMKOTCHA (HIDKE
1,44 ycn. en.) u o-HAD (Bbie 1,99 yei. en.) —HabmroqanIuch mc-
KIIOYUTENIbHO Y 60sbHBIX XI'C ¢ TpoMOOLUTONEHHEH, U UX MOXK-
HO CUNTaTh pepepCHCHBIMH 3HAYCHUSMH IS TOTO COCTOSHHS C
BEPOSITHOCTBIO CBBILIE 75%.

BnnaHmne ncrouyHnKa remono3TMYeCKNX CTBOJIOBbIX K/IETOK Ha pesysbTaTbl TPaHCM/IaHTaL MM annoreHHbIX
remMmorno3TNYeCKNX CTBOJIOBbIX K/IETOK y AAeTell N NOAPOCTKOB C MUENOANCNNIACTUYECKUM CUHAPOMOM
Pay A.A., CraHueBa H.B., CemeHoBa E.B., Mopo3osa E.B., boikosa T.A., Ekywos K.A., ®epgiokoBa tO.I., Koxokapb 1.B., CMnpeHHuKoBa M.M.,
3y6aposckas J1.C., ApaHacbes b.B.

HWW peTckoi oHKonoruu, rematonornm n TpaHcnnaHtonoruv um. PM.fopbauesoit, CaHKT-INeTepbyprckuin rocyfapCcTBeHHbIN MEANLIMHCKUIA YHUBEPCUTET
M. akag. W.MN.Maeno.a, CaHkT-MNeTepbypr

Brenenne. Muenoaucrutactuyeckuii cuaapom (MIC) — kiio-
HaJIbHOE 3a00J1€BaHUE, BO3HUKAIOIIEE HA YPOBHE KPOBETBOPHOM
CTBOJIOBOM KJIETKHU, XapaKTEPU3UPYETCsl IPU3HAKAMH JUCILIA3HU
KJIETOK KOCTHOTO M03ra, Hea()(pEeKTUBHBIM KPOBETBOPCHUEM, T10-
BBIIIIEHHBIM PUCKOM TpaHc(hOpMaluu B OCTpbIH Jeiiko3. B oc-
noBHOoM M/IC siBrsieTcst maronorueii crapiielr BO3pacTHOM IpyTi-
b1, okosto 80% cityuae 3a0osneBanust MJIC npuxoautcs Ha JIuil
crapuie 60 ner. Y nereil Bctpedaetcs B 5% OT BCeX CUCTEMHBIX
3a0oneBaHui KpoBU. ENMHCTBEHHBIM pPaMKaIbHBIM METOIOM
neyenuss MJIC y nereil siBisieTcsl TpaHCIUIAHTALUS AJJIOTEHHBIX
TeMOIOITUYECKUX CTBOJOBBIX KiIeTok (awio-TT'CK), addexrus-
HOCTB, KOTOPOH 3aBUCHT OT Pa3HbIX ()aKTOPOB.

Lean padorel. OLieHUTH BIMSHUE UCTOYHUKA TPAHCIJIAHTa-
Ta Ha pe3ynbTarsl amio-TI'CK.

Marepuansl u Meroasl. B mepmox 2005-2013 rr. ammo-
TT'CK Beimonuena y 43 6onbHBIX B Bo3pacte oT 1 roga o 19 ner
(cpennuii Bozpact 10 net), u3 Hux y 11 umenacs pedpaxrepHas
aHeMus ¢ 30BITKOM O1acToB, y 18 —pedpakrepHast aHeMHUsI C U3-
ObITKOM OnacToB M TpaHchopmanmeil, y 4 — I0BEHWIbHbBIH MU-
€JIOMOHOLMTApHbIH Jeiko3, y 10 — pedpakrepHas LUTONEHUS
nerckoro Bo3pacta. HepoactBennass TI'CK Bemmonmnena y 31,

poacteennas TI'CK — y 5, ramiouneHTu4yHas— y 7 OOJbHBIX.
MuenoabiaaTuBHbIE pexXUMbl KOHAULUOHUpoBanus (MAK) uc-
nosp30Bau y 18 (42%), peskuM KOHIMIIMOHUPOBAHUS CHUKEH-
Ho# mHTeHcuBHOCTH 103 (PUK) — y 19 (58%), kocTHBIA MO3T
(KM) —y 27 (63%), nepucepuueckue CTBOIOBbIE KIETKU KPOBU
(ITICKK) —y 12 (28%), xombunamms KM + IICKK — y 4 (9%)
6ombHbIX. Y 13 (30%) GonbHBIX ObUI HOPMANLHBIN KapHOTHII,
y 7 (16%) — xomIuiekcHbIe 1ojaoMKH, y 14 (33%) — moHOCOMUS
xpomocomsl 7,y 9 (21%) — npyrue HUTOreHeTH4eCKNe IMOJIOMKH.

Pesyabrarbl. O0Omias 4-netHss BbbkuBaeMocTh (OB) — 51%.
IMpwxusnenue Tpancmiantara —y 32 (74%), menuana Ha JI+21
(d+11-A+43). Ilpu ucnons3oBanun KM OB cocraBuna 65%,
npu IICKK — 25% (p = 0,01); mocne HEpOOCTBEHHOH ailo-
TI'CK — 49%, poncrennoii amno-TI'CK — 80%, rammonaeHTHy-
Ho# aimno-TI'CK —43% (p = NS). OB y 607bHBIX ¢ HOPMATBHBIM
KapuoTunom — 66%, npu MOHOCOMHH XpOMOCcOMbI 7 — 43%, nipu
KOMIIJIEKCHBIX LIUTOI€HETUUECKUX MOTOMKaX — 39%, Ipu Apyrux
[IUTOT€HETHUECKHX MoToMKax — 71% (p = 0,22).

3akiarouenne. Pesynsrarsl anno-TI'CK ne 3aBucaT ot Buaa
TPaHCIUIAHTALMK, HAWIydIHe Pe3yJbTaThl MOJIYYEHbl INPU HC-
nosnb3oBanuu I'CK KM.

BnnsaHune remaTtonorn4yeckoro orseTa Ha 06paTVIMOCTb ANanns3aBUCMMOI NOYEYHON HeJ0CTaTOYHOCTI
y 60/1bHbIX MHOXKECTBEHHOI Muenomon

Pextunna W.I., Buptokosa J1.C.
OIrBY lemaTtonornyeckmnin HayuHbl LeHTp MuH3sgpasa Poccun, Mocksa

Beenenne. O6parnumocts nodeuHo HepocratouHoct (ITH)
SBJISIETCS. BOKHBIM (DAKTOPOM, OIPEACIISIOIIUM IPOrHO3 OO0JIb-
HBIX MHOXXECTBEHHOH mMuenoMoit (MM).

Ileab pabotel. [Ipoananu3upoBaTh 4acTOTy MOYEUHOTO OT-
Bera y 6onmpHBIX MM ¢ nuanuzzaBucumoit ITH B coorBeTcTBHU C
pesynsratamu xumuorepanuu (XT).

Marepunaasl 1 Metoabl. [IpoaHannu3npoBaHbl pe3yabTaTbl
neyenust 75 6onpHBIX MM ¢ nuanuszaBucumoii ITH. I'emarosio-
TUYECKUI U TTOYSUHBIN OTBET OlIeHNBaH 110 kpurepusim IMWG.

PesyabTaThl n o0cy:xaenue. PaHHsS 1eTalbHOCTh COCTABU-
na 15%. Iloueunslil oTBET HOCTUTHYT y 25% OonbHBIX. Iemaro-
JIOTMYECKUI OTBET NOCTUTHYT y 72% OONBHBIX. V3 HUX IMOJNHAs
pemuccust —y 16% GONbHBIX, OYCHB XOPOLIAsh YaCTHYHASI PEMHC-
cusi —y 19%, yactuunas pemuccust —y 37%. [loueunslii oTBeT npu
TIOJTHOW MMMYHOXMMHYECKOM peMUCCHH HaOIIoaeTces ale, 4emM

IIpY 4aCTUYHOM OTBeTe omyXomu (y 67 u 18% 6onbubIX; p < 0,02).
B ob6parumocTn auanm3zasucumoii [TH nveet 3nagenne ckopoctsb
penyxuuu jerkux ueneit (JIL). Ipu penyxuuu JIL] Ha 90% u 60-
Jnee nocie nepsoro kypca XT noueunstii oret Habmonancs y 50%
OONBHBIX, MpU OOJIee MEUVIEHHOM OTBETE OIyXOJH — JHIIb Y 15%
(» = 0,009). Yacrora nmoyeyHoro orBera ObuIa HaUOOJBIICH MPH
MCIIONB30BAHMY TPEXKOMIIOHEHTHBIX MPOrPaMM, BKJIIOYAFOIINX
60pTe30MUO U BBICOKHE JIO3bI EKCAMETa30Ha, U cocTaBmia 33%.

3akiarouenne. JuanuszzaBucumas [TH 6onpabIx MM — moka-
3aHUE K HA4aly MHTCHCUBHON XUMHOTEpPAIUH, HAIPaBICHHON Ha
OBICTpPOE JOCTHKEHHE MaKCHMAIILHOTO I'eéMaTOJIOTHYECKOr0 OT-
Beta. B Hactosiee Bpems HanOosee 3QQEKTUBHBIMUA SIBISHOTCS
TPEXKOMITIOHEHTHbIE MPOrpaMMbl ¢ OOPTE30MHUOOM U BBICOKHUMH
JI03aMH JIeKCaMeTa30Ha, TO3BOJISIONIHE TIOYIHUTh TOYEUHBIH OT-
BeT y 33% OObHBIX.

SHAOCTaNbHO-BaCKYNAPHbIE CTPYKTYPbl KOCTHOrO MO3ra Npy MHOXXeCTBEHHO Mmuenome
Pyranb B.M., beccmenbues C.C., CemeHoBa H.1O.
®rBY Poccuinckuin HAW rematonorum n tpancdysuonornm ®MBA Poccum, CaHkT-MeTepbypr

BBenenmue. Pa3Butue reMorno3THYECKUX CTBOJIOBBIX KJIETOK B
JTUMGOUTHOM HAIIPABICHUH ONPENEISIETCS PEryIATOPHBIMH CHT-

HaJIaM# 9H/I0CTaIbHO-BACKY/ISIPHBIX CTPYKTYP CTPOMBI KOCTHOTO
MO03ra, HQOPMUPYIOMINX T€MOMO3THUECKYIO HULLY.
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Leab padoTbl. YcTaHOBUTH MOp(HOQYHKIIMOHATBEHBIE OCO-
OEHHOCTH KJICTOYHBIX W BHEKJIETOYHBIX CTPYKTYp SHIOCTa H
COCYZIOB MUKPOLMPKYJsITOpHOro pycna (MIIP) xoctHOro Mosra
OOJIBHBIX MHOXECTBEHHOI Muenomoii (MM).

Marepuaiibl 1 MeTOAbI. TpernaHoOHONTAThI TTOB3OIIHOM
xoctH 73 6onbHBIX MM B Bo3pacte 53—72 11eT ¢ MHTepCTHLHAIb-
Hoit (n = 33) u auddysuoit (n = 40) uHPUIBTPALIUCH KOCTHOTO
MO3ra U3Y4eHBI ¢ MOMOIIBIO THCTOMOP(OIOTHIECKUX METO/IOB,
BKITIOYAsi MMMYHHYIO THCTOXUMHUIO.

Pesyabrarel M oO0cy:KkaeHue. YCTAHOBJIEHbI W3MEHEHHS

CTPYKTYpbl M KOJHMYECTBA HHTPAMEAYJUIIPHBIX CTPOMAaJIbHBIX
KJIETOK, BBICTHJIAIONIUX TPpaOeKylsl. B TpenanoOunonrarax BBIsSB-
JIEHO HapyllleHue cojepkaHus komnareHa | u IV tunos, yBenu-
YEeHHE IJIOTHOCTH cocynoB MLIP, Bkitouast yuacTku napeHXUMBI,
MIPUIIEKAIIUE K KOCTHBIM OaliKaM.

3akuouenne. OTHUM M3 MTATOTCHETHUECKUX (PaKTOPOB pas-
BuTH MM SBISIIOTCSL HApyIIeHUsI MOP(YOPYHKIMOHATBHOTO CO-
CTOSIHMS KJICTOYHBIX U BHEKJIETOYHBIX 3JIEMEHTOB 9HJIOCTA U Ie-
pectpoiika MIIP kocTHO-MO3roBo# nmapeHXMMBbI SHAOCTAIBHBIX
30H T'y04aToil KOCTH.

Ponb TPaHCMJIaHTaAUVN aJIJIOFe€éHHbIX reMono3TN4YeCKNX CTBOJIOBbIX K/IETOK KPOBMU B Jie4eHUn 60NbHbBIX
MunenogmuciiacTudeCKm CMHAPOMOM B pa3HbIX BO3pacTHbIX rpynnax

PynHuukas 10.B., Mopo3osa E.B., Mamaes H.H., Tony6oBckas U.K,, Pay A.A., 3ybaposckas J1.C., AbaHacbeB B.B.

HWUW peTckoi oHKonoruu, rematonorny u TpaHcnnaHtonoruu um. PM.fopbaueBoi, MNepsbiii CaHKT-TMeTepbyprckuii rocyAapCTBEHHbI MeANLNMHCKAN
yHuBepcuTeT um. akag. .M. MNasnosa

Beenenue. B nHacrosiee Bpems TpaHCIUIAHTALUs aJJIOTeH-
HBIX TEMOITO3THYECKUX CTBOJIOBBIX KiIeTOK KpoBH (amto-TI'CK)
SIBIISIETCS. €ANHCTBEHHBIM PAJNKAILHBIM METOJOM JICUCHHS MU-
enopucmiactuueckoro cunapoma (MIC). Ilposenenue amio-
TI'CK compspKeHO ¢ BBICOKOH JIeTadbHOCTBIO, KOTOPAst 3aBUCHT
OT Pa3BUTHS TAKUX OCJIOKHEHHUH, KaK OTTOP)KEHHE TPAHCIUIAH-
TaTa, peakius "TpaHcIuiaHTaTr npotus xo3suna" (PTIIX), Tok-
CHUYECKUX M HHQEKIHOHHBIX OCIOKHEHHH. BBIOOp Tepamuu
npu M/IC ocraetcst ofHUM U3 HanboJiee CIOKHBIX BOTIPOCOB B
remarojoruu. Mcnonab3oBaHue NpenapaToB 3MUIEHETHYECKOTO
neicTBus — runoMetmwpyromux npenapatoB (I'IT) conposo-
KJIAeTCs CTaTHCTHYECKH 3HAYMMBIM YBEIMYSHNEM YaCTOTHI re-
MAaToJOrMYECKUX OTBETOB, MO3BOJIAET AOCTHYL CTAaOMIM3ALMU
3a00JIeBaHMs ¥ HE YBEIHMYMBAET YaCTOTY OCJIIOKHEHHUH B ITOCT-
TPaHCIUIAHTALMOHHOM NEPUOE.

Heas padorsl. Ouenuts ponb amio-TT'CK B nedenuun 60ib-
meix MJIC.

Marepuajbl 1 MeToabl. [IpoaHaan3upoBaHbl pPe3yabTaThI
amno-TI'CK y 31 6oasroro MJIC B Bo3pacte ot 15 1o 67 ner
(MenmnaHa Bo3pacTa 37 JeT) ¢ MCIOIb30BaHHEM PEKUMOB KOH-
JUIMOHUPOBAHUS CO CHIDKEHHOW WHTEHCHBHOCTBIO 103 (1 =
26) i MuenoalnaTUBHBIX PEXUMOB KOHIUIIMOHUPOBAHUS (7
=5). Anno-TI'CK 0T momHOCTBIO COBMECTHMOT'O POJICTBEHHOTO
JIOHOPA BBITIONIHEHA Y 9, OT HEPOJICTBEHHOTO — Y 22 OOJIbHBIX.
B kxauecTBe MCTOUHMKA TpaHCIIaHTaTa 11 GONBHBIX MOTY4HIH
kocTHbII Mo3r, 20 — [ICKK. HeGnaronpustHbi KapuOTHIT HMe-
11 15 GONbHBIX, ONIATONPUSATHBIA KaPHOTHIT — 14, TPOMEKYTOU-
ubiil — 2. Tepanuio I'TI 1o amio-TI'CK nomyuunu 17 GONbHBIX.
O6e rpymmsl 60onmpHBIX (¢ ['TI 1 6e3 ['T]) mMenn cpaBHUMBIE Xa-

PAKTEPUCTUKHU U HE OTJIMYAIKUCH 10 BO3PACTy, IPyINaM pUcKa U
KOMOPOHUIHOCTH.

Pesynbrarel. lllectunernss oOmias BbebkuBaeMocTh (OB)
nocne amio-TI'CK cocrasuna 42%. OB nocie HepoICTBEHHON
aio-TI'CK Owima cpaBauma ¢ OB mocne poacTBeHHOH aiuio-
TI'CK (57 u 36% cootBercTBenHO; p = 0,8). OB Oblna BhILIE Y
OOJIbHBIX, IOJNYYMBIIMX B KaueCTBE WUCTOYHUKA TpaHCIUIAHTa-
ta I[ICKK (60 nporus 22%; p = 0,05). KymynsatuBHas gacrora
peunanBoB 3adonesanus nocie amio-TI'CK cocrasuna 38% u
ObL1a BBILIE Y OOJIBHBIX ¢ HEOIArONPUATHBIM KapuoTUIoM (49%),
4eM y OONBHBIX ¢ ONaronpusTHBIM KapuoTunom (28%). Cmept-
HocTh, cBsi3anHas ¢ TI'CK, na genp +100 ne mpeBbimana 7%.
Tepanus I'TI no anno-TI'CK He naBana TSXKENbIX OCIOXKHEHUIL.
TTocne xypcoB I'Tl y 2 GOJBHBIX AOCTHTHYT YaCTHUYHBIH OTBET, Y
15 — crabunuzanus 3aboneBanus. KymynsTHBHAs yactora pas-
Butus octpoit PTIIX II-1V crenenu B rpynmnax ¢ I'TI u 6e3 I'TI
cocraBuia 17 u 43% coorserctBenno (p = 0,05). Yacrora pas-
BuTHs XpoHudeckoi PTITX, pacnpocTpaneHHol GopMbI B 00enx
rpynnax coctasuia 19%. IIpu ananuse AByX IpyIIl CTaTUCTUYE-
CKHU 3HaYMMbIX pasnuuuii B OB, yactore pa3BUTHS PELUINBOB U
cmeptHOCTH, cBsizanHo# ¢ TI'CK, He momydeno.

3akiarouenue. Amio-TI'CK — addextuBHbIil MeTOx Jede-
Hug 6onpHBIX MJIC. OB G0nbHBIX BbIIIE NPU UCIIOJIB30BAaHUHT
B kauecTBe ucrtounnka tpancmiaanrara [ICKK. IIpu stom OB
npu HepoactBeHHoH amno-TI'CK He ornuuaercs or OB npu
ponctBennoit amno-TI'CK. IlpemmectByromas amio-TI'CK
teparnust 'l xopomo mepeHoCHUTCs, He MMEET TSIKEIBIX OC-
JIO)KHEHUH M yMeHbIaeT 4acToTy pa3Butus octpoit PTIIX
[I-IVcrenenu.

OKncnuTenbHbIN cTpeccnpum NCTUHHON nonmunTemMun
Poi6akoBa J1.M., AnekcansH J1.P, Kanyctun C.W., 3amoTrHa T.B., beccmenbues C.C.
OrBY Poccuinckuin HAW rematonorum n TpaHcysmnonornv ®MBA Poccun, CankT-lNeTepbypr

BBenenne. OKUCIUTENBHBINA CTPECC, BBI3BAHHBIN JricOaaH-
COM OKHCITUTENIbHO-aHTHOKUCIHUTEFHON CHCTEMBI, MOXKET OKa-
3bIBaTh BJIMSHHE HAa XapaKTep TEUECHHS W PA3BUTHE OCIOKHEHHH
nipu uctTuHHOM nomuuuremun (UIT).

Heabp pa6orbl. V3ydnTh COCTOSHHE OKUCIUTENHHO-aHTHU-
OKHUCITUTEIIBHOM cucTeMbl y 00nbHbIX WIT.

Marepuaisl u Metoabl. Y 41 6onbHoro UIT ¢ Hanuuuem my-
taimu JAK2 V617F B CBIBOPOTKE KPOBH OIIPEACIISIIN COJICPIKaHNe
MasioHoBoro nuanbiaeruaa (MJIA) u nepynoruazmuna (LI1), ak-
TUBHOCTb cynepokcuaaucmyTassl (COM) u karanassl (KAT), a B
SPUTPOLIUTAX — CONIEPIKaHUE HEOCIKOBBIX THOMOBBIX rpyr (HTT).
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Pesynbrarel n odcy:xaenne. [1o cpaBHEHHIO ¢ KOHTPOIBHOU
TpyMNION BBIABIEHO yBenuueHue conepxanus MJIA Ha 40%,
cHukenue conepxkanus LIT na 30%, HTT — Ha 41%. OTmeueHsl
BbIpakeHHasi BapuabenbHocTh akTUBHOCTH COJl 1 moBbIlIEHHE
aktuBHOCTH KAT B 2,7 pa3a. CoorHomenne CO/KAT cHmxeHO
B 2,3 paza.

3axmouenne. [Tpu UIT Habmonaercs nqucOananc COCTOSHUS
OKHCJIUTEbHO-aHTHOKHCIIUTENBHOH crcTeMsl. [IpencraBieHHbIe
JaHHBIE BHOCAT ONPEIENICHHBIN BKJIAJ B IOHIMaHNE MEXaHU3Ma
narorenesa MII u MOryT ObITh UCIIOJIB30BAHBI MPH OLICHKE MPO-
THO3a ¥ 9 PEeKTHBHOCTH JeUeHHs 3a00IeBaHusI.





