lpunoxeHue

(bexumii. Lenb nccaenoBaHus — OIEHUTD YacTOTy BCTPEIAEMOCTH
OCJIOXKHEHUM JIBIXaTeNIbHON CHCTEMBI IIpU TUMQOnpoaudepaTus-
HBIX 3a00JIeBaHMsAX — XpoHUYecKoM Jmmdoreiikose (XJIJT), Xonu-
»kkrHCKOH (JIX) 1 HexomkkuHckoi mumdomax (HXJT) y 60nbHbIX,
MPOKUBAIOIIMX B XaHThI-MaHCHIICKOM aBTOHOMHOM OKpyTe B
CpaBHEHUH OOJIBHBIMH, IPO>KHBAIOIIMMH B YIISTHOBCKOH 00JTacTH.

Mamepuanst u memoost. Ilpoanamusuposanu 1770 wucro-
puit 6onesnu (Xantel-MaHcuiickuit aBroHoMHBIH OkpyT — 1010,
VnbsiHOBCKast o6macts — 760) ¢ 2004 o 2010 r. OueHKy pa3Hu-
bl YACTOTHBIX MMOKa3aTeiell MH(PEKIIMOHHBIX OCIOKHEHUIN
Pa3HOM JIOKAIH3AINH TPOBOJHIIM 110 KPUTEPHUIO y* U CUHUTA-
JIU CTaTUCTUYECKH 3HaYUMoM ripu p < 0,05.

Pesynomamut u oocyycoenue. YCTAaHOBIEHO, YTO JIOKAJIU-
30BaHHble (OpMbI MH(PEKIIMOHHBIX OCIOXHEHUH y GOJBHBIX
muMbornporepaTUBHBIMU 3a00JICBaHUAME JTOMUHUPOBAIHM HAJ
reHepaIn30BaHHbIME. Y OOJIBHBIX TeMO0O0JIaCcTO3aMU XaHThI-
MaHCHIICKOTO aBTOHOMHOIO OKpyra ITHEBMOHUM BCTpeya-
JIMCh Yalle, YeM B YJIbSHOBCKOH 00NacTu W mpeodiagani B
rpynmnax ¢ HXJI u XJUIL Tak, B XanTbI-MaHCHICKOM aBTOHOM-
HOM OKPYTe 4aCTOTa BCTPEUaeMOCTH HH(EKIIMOHHBIX OCIOKHEHHUI
JIbIXaTeNIbHOM crcTeMbl Obita Hanbosbiei mpu HXJT u XJIJT — o
119 (13,4%) ciyugaeB. B 3Tux e rpymnmnax dyaiie BCTpPEHaINCh

OpOHXHTBI/TPaxeUThl W MHEBMOHHH. Pacrpenenenue GpapruHruToB
U CHUHYCUTOB Yy OONBHBIX € pasHbIMH ()OpMaMH IeMOOIaCTO30B
CYILECTBEHHO HE PA3NNyaioch. [Ipy peTpoCIeKTHBHOM aHaIN3e
ucropuii 6ose3HN OOJBHBIX TeMo0IacTo3aMu B YIIbSHOBCKOI 00-
JIACTH PACIPOCTPAHEHHOCTh MH(EKIMH OPraHOB JbIXaHUS OblIa
HanOonpmel y 6ompHeIx HXJT— 106 (12,8%) n XJ1J1 - 84 (10,2%),
HECKOJIbKO MeHbIne — pu Hammauu JIX — 75 (9,1%). 1o Ho301m0-
THYECKON CTPYKTYpE, HauOOJIbIIYIO JOJIO CPear MH(EKIMOHHBIX
OCJIOXKHEHUH OPraHOB JBIXaHUSI COCTABHIM OPOHXHTHI/TPaXEUTHI
u apunruter: HXJI — 4,7% u 4,6%, JIX — 3,3% u 3,5%, XJUI —
4,1% u 3,3% ot obuiero uuncia ciyyaeB. HaumeHbliiee Konm4ecTBo
CJIyJaeB B JaHHOM PETHOHE MPECTABICHO ITHEBMOHUSIMH.

BbiBonbI:

1. B mpoBeieHHOM HCCIIEI0BaHHH JIOKATM30BaHHBIE (DOPMBI
WH(EKINOHHBIX OCIIOKHEHHH y GOJNbHBIX JuMporponubepa-
TUBHBIMH 3200JIEBaHHUSIMU U MHOXKECTBEHHOM MUEIIOMO#T Tipeooiia-
JaJIM HaZl TCHECPAJIM30BaHHBIMU, TIPUYEM M3 JIOKAJIM30BaAaHHBIX q)OpM
JIOMUHHpPOBaIM HHPEKIMH JbixarenbHoi cucremsl (p < 0,05).

2. Y OoJBHBIX TeMoOJacTo3aMu XaHThI-MaHCHICKOTO
ABTOHOMHOTO OKpyra THEBMOHUH BCTPEYAINCH Yallle, YEM B
VibstHOBCKOHM 00nacTu, ¢ mpeodinananieM B rpymmax ¢ HXJI
u XJUI (p < 0,05).

HaCJ'IeACTBeHHbIe TPOMGOI.II/ITOI'IaTI/IIII: KﬂaCCI/I(bIIIKaI.WIﬂ, ANarHoCTukKa, neyeHmne
C.A. Bacunbes, A.B. Ma3ypos, BJ1. BuHorpagos, E.b. Open, AJ1. bepkoBckui, 3.I. TemaxsaH

OIBY lemaTtonornyeckmin HayuHblii LeHTp MrH3apaBcoupasBuTra Poccum; Poccuinckmnii Kapanonornyeckinii HayYHo-npov3BOACTBEHHDI KOMMIEeKC
MwH3gpaBcoupassutua Poccnm, Mockea

K HacnencTBeHHBIM TPOMOOIMTONIATHAM OTHOCSTCS Hapyllle-
HHSI TPOMOOIIMTAPHOTO TEMOCTa3a HACJIEACTBEHHOTO reHesa. [Ipu
TPOMOOITMTONATHSIX TeMOPPArnIECKHUI CHHIIPOM XapaKTepU3yeTCs
JIETKOH CHHSKOBOCTBIO, 3KXMMO3aMH, KPOBOTOUMBOCTBIO CIM3U-
CTBIX 000JI04eK (HOCOBBIE M MarodHble KpoBoTedeHus ). [emop-
paruuecKui CHHAPOM MOXET CYILLIECTBEHHO MOBBILIATHCS TP XH-
Pyprudeckux ornepanusx u TpaBMax. Pa3sButue remopparayeckoro
CHHJpOMA IIPU HACICACTBEHHBIX TPOMOOIMTONATUAX OOBIYHO
MIPOUCXOAUT Ha (hOHE HOPMAJIBHBIX ITOKa3aTeNIeH KoaryssiOHHO-
ro remMocTasa. [ 1aBHbIM NaTOMU3HOIOINYECKUM TPU3HAKOM 3THX
BUJIOB MATOJIOTUH SBJISIETCS YTHETEHHE: 110 KpaiiHel Mepe OTHOMN
U3 (YHKIIMOHAIBHBIX PEaKIMil TPOMOOLMTOB - arperamiy B OT-
BET Ha CrielU(pUUeCcKre arOHUCThI, CEKPELIUH U3 TPAHYJI; aAre3nuH
TpomOo1mTOoB U Ap. Hekoropble TpoMOOIMTONATHH COPOBOXKAA-
I0TCSI CHIDKEHUEM YHCIIa HUPKYIUPYIOIIUX TPOMOOIIUTOB B KPOBH,
OJIHAKO B 3THX CIIy4asiX, B OTIMYME OT OOBIYHBIX TPOMOOLUTOIIE-
HH, TeMOpPParnuecKuii CUHAPOM, KaK IPaBUiI0, Pa3BUBAETCS MPU
JIOCTATOYHO BBICOKOM KOJIMUYECTBE TPOMOOIMTOB — Oostee 50 000
B | mxi. HacnencrBeHHbIe TPOMOOLIMTONIATUN BCTPEUAIOTCS Pelli-
KO M MOTYT HAaclIe[OBAaThCsl KaK IO ayTOCOMHO-ZAOMHHAHTHOMY,
TaK M 10 ayTOCOMHO-PELECCUBHOMY NpH3HaKy. YacTtoTa OfHOTrO
13 HauboJee U3BECTHBIX 3a00JIeBaHUN 3TOM IPYMITBI — CHHIIPOMaA
Buckorra—Omnapuua 0o npuOIU3UTEIbHBIM OLEHKaM COCTaBIIIeT
4—6 6onpHbIX Ha 1 000 000 B eBpOMEHCKUX MOMYNSAIHSIX. Pa3Bu-
THE MOJIEKYIIIPHO-OUOIOINUECKUX METOJ0B MO3BOJIUIO K HACTO-
SIIEeMy BPEMEHU BBIIBUTh MOJIEKYJISIPHbIE MEXaHU3MBI, JIEXKAIIUE
B OCHOBE OOJIBIIMHCTBA HACJIEACTBEHHBIX TPOMOOIMTONATHH, T.€.
YCTaHOBUTH aCCONMALMH (DYHKIHOHAIBHBIX H MOP(HOIOrHIECKHIX
HapyLIeHUH ¢ MyTalUsAMH B I'€HaX OMNPEAENICHHBIX OEIKOB TPOM-
OOIMTOB W/MJIM METaKapHuOIMTOB. B OCHOBE COBpEeMEHHOMW Kiac-

cH(UKAIMU HACIIEJICTBEHHBIX TPOMOOLIMTOIIATHI JIYKAT: XapaKTep
TEHETUYECKOrO JeeKTa, ONPEICISIONIEero THIT IePUIUTHBIX HIIH
MIOBPE)KICHHBIX MOJICKYJ; HapyIICHUsS] OTJACIbHBIX OMOXUMHUYE-
CKUX IyTEH; MaToJ0TMYeCKUe M3MEHEHUS! CTPYKTYPHBIX 3JIEMEH-
TOB ¥ Mopdonoruu TpoMOouuToB. B Kiaccudukauuio Hacnen-
CTBEHHBIX TPOMOOIHUTONATHH BXOIAT: 1) MedeKkThl MeMOpPaHHBIX
penenTopoB TpoMOOIMTOB (TpombacteHus: [maHnMaHHa, CHH-
npom Bepuapa-Cynbe u zp.); 2) nedexrsl CUrHaIbHBIX MOJICKYIT
(HapyiieHHe cuHTe3a TpoMOOKcaHa A2, HapyIICHHUS] B CHCTEMaxX
NPOBEJIeHHsT CHrHaNa); 3) JAedeKThl IuTocKenera (cuaapoM Bu-
ckorTa—Onapuya, X-CleieHHass TPOMOOLUTONCHUs], aHOMAJIHs
Mes-XermnHa; cunapoMsl DextHepa, Dminreiina u CebacTuana);
4) neduIUTHI TWIOTHBIX (8)- U O-TPaHy TPOMOOIUTOB (CHHIPOMEI
I'epmanckoro—Ilymnaka, Yennaka—Xanamm, cepbix TPOMOOLIUTOB;
KBebOekckuii CHHAPOM); 5) HAPYILICHNUS TIPOKOATYJITHTHBIX CBOWCTB
TpoMOouToB (cuHApoM CKOTTa); 6) ASDUIUT FEMOIIOITHICCKHX
(axTopos (Tpombouuronenus Ilapmwk—Tpaycce u np.); 7) Tpom-
OOIMTONIATHH C HESICHBIM TeHe30oM (MoHpealbCKuil CHHIPOM,
HACIIE/ICTBEHHAs MHKPOTPOMOOIIMTapHAsT  TPOMOOIIUTOIIATHSA);
8) HacIeACTBEHHbIE TPOMOOLMTONIEHUH 03 U3MEHEHUH (DYHKIUH
u Mopdosoruu TpoMOOLMTOB (HACIEACTBEHHAs aMerakapHoOIU-
tapHasi TpombormTonenus, TAR-cunapom). B nedenune nHacien-
CTBCHHBIX TpOM6OLIPlTOl'[aTPII>’I 1, B 4aCTHOCTH, Fr€MOPparnieCckoro
CHHJIPOMA UCTIONB3YIOT: TPaHCPy3UH TPOMOOIIMTHOM MACChl, Ipe-
naparsl gecmonpeccuHa (DDAVP, sMOCHHT), peKoMOMHAHTHBIH
aktuBuposanHbii VII dakrop (HoBoCaBen, Koaru). Kapaunans-
HBIM METOJIOM JICUCHUSI SIBISIETCS] TPAHCIUIAHTALMS aJUIOTeHHOTO
KOCTHOro Mo3ra. ITokazaHo BbI370pOBI€HHE OOJIBHBIX C TpoMOa-
crenuel Imannvanna u cungpomoM Buckorra—Onapuua mocie
TPaHCIUIAHTAIMHY AJUIOTEHHOTO KOCTHOTO MO3Ta.

MpumeHeHne nHTepdpepoHa-a Npu T-KNeToUHbIX NUMPOMaX KOXKUN
t0.E. BuHorpagoBa
OrBY lemaTonornyeckmin HayuHblii LeHTp MrH3gpascoupassuTma Poccun, Mockea

Beeoenue. llens nccnenoBanus — onpeaeaeHue poiru U Me-
cra unrepdepona-o (MHD-o) B Tepanuu T-KICTOYHBIX JIHM-
dhom xoxu (T-KJIK).

Mamepuanst u memoowvt. PexomOunanTHbli ®DH-02a
(MDH-0)) npuMensy 115t J1e4eHust y 76 nanueHToB (43 KeHIMH 1
33 my»kumH) B Bo3pacte ot 22 yio 82 set. B rpynme HaOmonanucs 47
GonbHBIX TpHOOBHIHBIM MHKO30M (M), 16 — curapomom Cezapu
(CC), 3 — nepBUYHOI KOKHOW aHAIUIA3MPOBAHHOM KPYITHOKJIETOY-
Hoit mumdomoii CD30™ (TTIKAKJI), 8 — snuaepmorpornHoii arpec-
cuBHO# T-kierounoit tumpomoii CD8* (DA-TKII CD8Y). ¥V 2 Gosb-

HBIX HaOMIOIAIach MaHHUKYIUTIIONOOHAs T-kieTo4Hast ammdoma
(TITT-TKJT) ¢ mopakeHHeM MOIKOKHOM KiieTdarku. J{is Bepuuka-
LMY JIMarHo3a MPUMEHSUTH KIIMHUKO-MOP(OIOrnyecKkie U MOoJeKy-
JISIPHO-TEHETHIecKue MeTonsl nccnenoBanus. UOH-o npumvensm
ripu Beex craausx T-KJIK. Ha mepBom astane neaennst UOH-o pen-
MYIIIECTBEHHO IIPUMEHSUTH B Ka4eCTBE MOHOTEparuH 1o 3 mitH EJ B
JICHb B TEUCHHE 2—3 MEC MOIKOKHO, TP MOJIOKUTEIBHOM d(dexre
o 3 mute EJ] uepes senb B Teuenue 1-2 et [pu HenonHOM 3¢ dek-
te oT IPH-0 uepe3 2-3 Mec K JICUCHHIO JOOABIISUIM Majble J03bI
LIUTOCTAaTUKOB, peTHHONI0B ¥iH ipumMensut [TY BA-Tepanmro.
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