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COCTOSAAHHME CTPYKTYP TrEMOINO3TUYECKOH HULIIU
INPU MAJIMTHU3NPOBAHHOM B-J/INM®OI1033E

Semenova N. Yu., Bessmeltsev S. S., Gritsaev S. S., Voloshin S. V., Rugal V. L.

Russian Research Institute of Hematology and Transfusiology, Saint-Petersburg

THE STATE STRUCTURES OF THE HEMATOPOIETIC NICHE
IN MALIGNIZATION B-LYMPHOPOIESIS

Pe3romMme. M3ydyeHa napeHXrUMaTo3Has U CTPO-
MaJibHas TKaHb KOCTHOI'O MO3ra B TpenaHoOu-
onTaTax NOAB3J0IIHON KOCTH 96 GOJIbHBIX XPO-
HUYeCKUM JuMdosielikosoM U 30 nanueHTOB
C MHOXECTBEHHOM MHEeJIOMOU. YCTaHOBJIEHBI
M3MEHEHHUs CTPOMAJIbHOTO MHUKPOOKPYKEHHUS
IpU BCeX THUMAX MOpPaKeHHWs KOCTHOTO MO3Ta.
Habsrofanocs yBesnyeHue MJIOTHOCTH MHUKPO-
COCYZ10B, U3MEeHEeHHEe COCTOSIHUS dH/I0CTAJbHBIX
CTPOMaJIbHBIX KJIETOK U CTPYKTYpPbl KOJlJIareHa
KOCTHBIX 0aJsioK, napaTpabeKyJspHbIA pPETHUKY-
JIMHOBBIUN CKJIEpPO3, UTO CBU/IETEJIbCTBYET O MO-
PaOXEHUH HUIIM TeMOMO3THYECKUX CTBOJIOBBIX
KJIeTOK. /lepeKT HULIM CONPOBOXK/AJICS HEOIIa-
CTUYECKOU TpaHcPopMalver npejliecTBEHHU-
KOB B-nmuMdomnossa, a yHKUUSA HULIA MOMKET
ObITh HallpaBJieHA Ha NOAJep>KaHUe JIEUKO3HO-
ro KJIOHa.

KinwueBbie c/10Ba: MHOXKeCTBEHHAsi MHUeJIO-
Ma, XpOHUYeCKUH JUMPOIeNKO03, KOCTHBIN MO3T,
HUIIIA TEMONO3TUYECKHUX CTBOJIOBBIX KJIETOK.

BBeageHnue. KiieTKH MHUKPOOKpYKeHUS KOCT-
HOro Mo3ra, GOpMHUpYyOIIHe reMONO3TUYECKYI0
HUILY, PETYJIMPYIOT pa3BUTHE reMON03TUYECKUX
cTBoJ10BbIX KJeTOK (I'CK). AHanus mopdosioru-
YeCKHUX U3MEeHEeHUU K/I4YeBbIX 3J1EMEHTOB IreMo-
NO3THUYECKOW HULIHM (3HJOCTaJbHBIX CTPOMaJIb-
HBIX KJIeTOK U MMKPOCOCY/IJ0B) UMeeT 3Ha4eHHe
JIJ11 yTOUHEeHUs NaToreHesa psza JIMMQOonpoJiu-
depaTUBHBIX 32060/1€BaHUM, BKJIIOYasi XpOHUYe-
ckuil suMooJeiikos (XJIJI) 1 MHOXKeCTBEHHYIO
muesomy (MM), KkoTopble [0 HAcTOSIILETO Bpe-
MEHHU HeH3JIeYMMbl, U UX FeHe3 OKOHYaTeJbHO
He YCTaHOBJIEH.

MexanusMbl popmupoBanus XJIJI u MM, kak
U JII060TO0 Jpyroro 3aboJ/ieBaHUs, NPeACTaBIIA-
I0T MUHTepeC He TOJIbKO C TOYKH 3peHUs] BbIsICHe-
HUSA QyHAAMeHTa/lbHbIX OCHOB UX CTAHOBJIEHUS
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Abstract.  Studied parenchymal and
stromal tissue of the bone marrow in the
ilium trepanobiopsy 96 patients with chronic
lymphocytic leukemia and 30 patients with
multiple myeloma. Changes in stromal
microenvironment in all types of bone marrow
lesions have been established. There was an
increase in the density of microvessels, a change
in the state of endosteal stromal cells and the
structure of collagen bone beams, paratrabecular
reticulin sclerosis, which indicates the defect
of the niche of hematopoietic stem cells. The
niche defect was accompanied by neoplastic
transformation of B-lymphopoiesis predecessors,
andthenichefunctioncanbeaimed atmaintaining
the leukemia clone.

Key words: multiple myeloma,
lymphocytic leukemia, bone
hematopoietic stem cell niche.

chronic
marrow,

Y PasBUTHSA, HO UX NIOHMMaHHUe TaKXe Heob0Xo-
MO J1J11 YCTaHOBJIEHUS TepaneBTUYeCKUX MU-
HIeHeW U c0COO0B BO3UCTBUSA HA yCTPAaHEHUE
JIEIKO3HOT0 KJIOHA U NIoAiep>KaHue HOPMaJlbHO-
ro reMomno3’3a, peryjvpyeMoro Huiei. MuUkpo-
OKpY>KEHHEe OIyXOJIEBbIX KJIETOK fABJIAETCS Be-
AYIIUM B Pa3BUTUU U NPOrPeCCUPOBAHUU 3TUX
3a60/1eBaHUN U YCUJIUA NOCTEJHUX JIeT cocpe-
JIOTOYEHbl Ha MCC/IeJJ0BaHUM B3aUMOJENCTBUA
ONYyX0JIb — MUKPOOKpYKeHHUEe [Jisl PaCKpbITUSA
byH/laMeHTa/lIbHbIX OCHOB 3a00JieBaHUs U IO-
MCKa HOBBIX NPOTHOCTUYECKUX PaKTOPOB, KOTO-
pble IOKaXXYT KJIMHWYECKU 3HaYMMble KoppeJis-
uuu [1-5].

B siuTepaTypHBIX UCTOYHHUKAX ONMMUCAHbI pas-
JINYHbIE KJIETOYHbIe U MeXKJIeTOYHbIE 3J1eMeH-
Thl MUKPOOKPY>Ke€HUs], KOTOpble HAallPSIMYI0 UJIX



OPUTNHAJIBHBIE CTATbU

ONOCpeZ0BAaHHO Yepe3 CUTHaJ/IbHbIE Ty TH BOBJIe-
YyeHbl B MaToreHe3 reMmo6Jiacto3oB [2-7]. [
6oJiee AeTaJbHOTO0 MOPdOJIOrUiecKoro aHajausa
paHee HaMU ObLIM BbIOPAHBI 3JIEMEHTHI 3H/O-
CTa/IbHO-BACKYJISIPHBIX HUII TeMONO3THUYECKUX
ctBosioBbIX kieTok (I'CK). Huma o6ecneuuBaeTt
JIUTeJIbHOE, Ha IPOTSKEHUHN BCeH )XKU3HU opra-
HHU3Ma, CaMOIoJ/Jiep>KaHre CTBOJIOBBIX KJIETOK,
peryaupyet ux JuddepeHUPOBOYHBIA U IpO-
JudepaTuBHbIM noTeHuUan [4, 5]. [lonumanue
reMono3TU4eCKOM HUIIM 3HAYMTEJbHO BO3POC-
JIO 32 MOCJeIHUE HECKOJIbKO JIET, YTO, 0 Kpau-
Hell Mepe, YaCTUYHO CBA3aHO C pa3BUTHUEM HO-
BbIX METO/I0B KJIETOYHBIX MCCIeloBaHuM [8-12].

B ¢dopMupoBaHMM HHMIIKM NPUHUMAIOT yya-
CTUe MHOTHEe THUIBbl KJETOK, BKJYasg OCTeo-
6J1acThl, KJI€TKH 3H/0TeNNs, 0OMJIBHO 3KCIpec-
cupyrome CXCL12 peTUKy/sipHbIe KJIETKH
(CAR-kJiIeTKM), MyJbTUIIOTEHTHbIE MeE3E€HXU-
MaJsibHble cTpoMaJsibHble KjaeTku (MMCK), cum-
naTU4ecKMe HepBHble BoJiokHa [1, 5, 11, 13].
B Humax I'CK Moryt HaxoauTbCs B COCTOSTHUU
IOKOSl, @ MOTYT aKTHMBHO INpPOJHUpeprupoBaTh.
Ha cerofHAIIHUN [leHb Y€TKO BBIAEJANT JBe
HUIIHU — 3H/0CTAJIbHYIO U BaCKYJISIPHYIO, HE UC-
KJIIOUEHO, YTO B OJIMKallleM OyAylieM MOsIBSAT-
csl HOBBIE «HUIIUY (puc. 1).

CtpomaneHoe mukpookpyxeHue ['CK KOCTHOro Mo3ra

+  MeseHxuManeHele cTBonoBble KNeTkn (MCK)

*  MyneTUNOTEHTHBIE MEIEHXUMANEHBLIE
cTpomanbHble knetkn (MMCK)

+  XoHppoywuTbl

+  OcTeouuTbl

+  Gubpoyutel

*  PeTuKynapHble KNeTkK

+  MuoyuTsl

+  Agunoyutel

+  CTpyKTypbl COMaTMUECKOA HEPBHOW cuCTeMbI

+  CTpyKTypbl aBTOHOMHOW HEPBHOW CUCTEMBI

* | BHAOCTanbHbIe KIeTKH

* | 3HOOTENUOLMNTEI MUKPOCOCYAOB
*» | MuTpaTpabekynsapHbIN 1
3HAOCTaNbHbIN MAaTPUKC

l

dopMUpoBaHUE HULIK
reMono3TMYeCKUX CTBONOBLIX
KINeToK

MpeawecTs,
T-snetok MpegwecTe.

B-knerok
MpeawecTs.

. @ MNK-
T? Ié\l /: __,@ KNeTOK

~ar o MwenongHuid

+CamonogaepxarHune CK Ha npoTsaxeHUK
¥U3HU OpraHu3mMa

*YaepxaHune CK B thase nokosa
*KommutuposaHmne F'CK B muenonaHom n
numcgoMaHOM HanpaBneHUN
*[Iponndrepauna NCK

PucyHok. 1. CmpomasavHoe mukpookpyxrceHue I'CK kocmHozo mo32a.
Cxemamuueckoe u3obpasceHue 3H00CMA/AbHOU U 8ACKYAAPHOU HUWU 8 KOCMHOM MO32€
[puc. c usmeneHusimu no http://raysports.com.br/site/wp-admin/css/hematopoietic-stem-cells-niche].

BackynspHass HUIIa 006pasoBaHa, IVIABHbIM
o6pa3omM, CAR-knetkamu, MMCK u angoTeino-
uutaMu cuHycouoB. 'CK B cocTtaBe 3THUX HHULL,
KaK NpaBuWJIO, akTUBHO nposndepupyoT. Kom-
[IOHEHTaMHM 3H/I0CTaJbHbIX HUII SIBJISIOTCS BbI-
CTUJIaOLMe KOCTb KJeTKU (aHgocT) u MMCK.
I'CK B sHpOCTanbHBIX HUILIAX B OCHOBHOM Haxo-
JATCA B COCTOSAHUM NOKOA. KOHKpeTHble Mex-
KJIETOUHbl€ B3aUMOJENCTBUS U MOJIEKYJSIPHbIE

MeXaHU3Mbl, KOTOpble 00YCJIaBJMBAIOT CTATYC
KJieTo4YHOro uukJa I'CK B pa3HbIX KOCTHOMO3IO-
BbIX HMIIAX [0 CUX MOP OCTAIOTCA [0 KOHIIA He-
YTOYHEHHbIMHU.

CoBeplleHHO O4YeBU/IHO, YTO PYHKIUOHA/b-
Hble U CTPYKTYpPHBbIe U3MEHEHHUS 3JIEMEHTOB MU-
KPOOKPY>KeHHUSI MOTYT ObITh IPUYMHOMN HapyIle-
HUH KPOBETBOPHOW QYHKIIMM KOCTHOI'O MO3Ta.
MHorue ny6JMKalnuMu MNOCAeJHUX HECKOJbKHUX
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JIeT cOoCpefj0TOYeHbl Ha 3alMTHBIX 3ddeKTax
KOMIIOHEHTOB MUKPOOKPY>KEHUSI KOCTHOI'O MO3-
ra B NojJep:KaHUU KU3HeJeATeJbHOCTU JIeu-
KO3HBIX KJIeTOK. CUMTaeTCcs, YTO MUKPOOKpY»Ke-
HHEe KOCTHOrO MO3Ta COAEPXXUT MUHUMaJbHYIO
OCTAaTOYHYI0 60JIe3Hb U 006€eCleYMBaeT CUTHAIbI
BbXKMBAHUSA [J151 JIEHKO3HbBIX KJIE€TOK.

PerynsaTopHbiii 3ddeKT CTpOMajbHOrO MHU-
KPOOKPY>XeHHUSI KOCTHOTO MO3ra OCYyLeCTBJIfA-
eTcsl MyTeM NPSAMbIX KOHTAaKTOB CTPOMaJIbHBIX
KJIETOK C KPOBETBOPHBIMHU INpe/iliecTBEHHUKA-
MU, a TaKXe IOCpPeJCTBOM HapabaTbiBaeMbIX
CTPOMOM T'yMOpPaJibHbIX GAKTOPOB CTUMYJISILUU
U MHIMOHMpOBaHUsA NpPOLECCOB mpoJsudepanmuu
u nudodepenuupoBku ['CK. CioxkHas ceThb CUT-
HaJbHbIX nyTed peryasuuu ['CK B HacTosuiee
BpeMs SBJISIeTCS NpPeAMeTOM UHTEHCHBHBIX UC-
cnenoBaHum [11-18].

Takum ob6bpazom, udyyenue mMopdoPyHKIHO-
HaJIbHbIX 0COOEHHOCTEN CTPOMaJIbHOI'0 MUKPO-
OKPY>KeHHSI KOCTHOI'0 MO3ra UMeeT NMPUHLUIIU-
aJibHOe 3HaueHUe Kak /Jil TeOpeTU4ecKoH, TakK
Y 151 IpaKTU4eCKOW reMaToJI0TUH.

Ilesib Mccea0BaHUsA. YCTaHOBUTH 0OCOOEH-
HOCTU MOPGOPYHKIMOHAJIBHOTO COCTOSIHUSA
CTPYKTYpP, $OPMUPYIOIIUX TeMOMNO3THUYECKYIO
HUIIY KOCTHOTO MO3ra B YCJOBUAX 3JIOKaye-
CTBEHHOW TpaHchopMauuu B-nmuMmdonossa
y OOJIbHBIX XPOHUYECKHUM JHUM(OJIENKO30M
(XJIJT) 1 MHOKeCcTBEeHHOM MUesiomol (MM).

XapakTepuCTHKa NAallMEeHTOB U MaTepHasa
UccaefoBaHusA. B HacToseil paboTe mpoaHa-
JIM3UPOBAH MaTepuas oT 96 mayueHToB ¢ XJIJI
(c 2000 mo 2014 rr.) u ot 30 manueHToB ¢ MM
(c 2013 no 2017 rr.). MaTepuasoM uccaen0Ba-
HUM TOCAYXKUJU MOJIyYeHHbIE [0 HayaJja Tepa-
NUU TPenaHOOMONTAThl MOAB3A0IHON KOCTU 96
60sbHBIX XJIJI (56 My»4uH U 40 KEHLIMH) B BO3-
pacte oT 49 o 73 JsieT (cpeAHUM BO3PACT I'PYIIIbI
59,9 + 7,2 neTt, Mmeguana 60). Ctagus 0-1 no kJiac-
cudukayuu Rai Oblia ycTraHoBJsieHa y 23 mauu-
eHTOB (24 %), cragus 2 y 48 naguentoB (50 %),
cragua 3-4 y 25 nauueHTtoB (24 %). Martepua-
JIOM HCCIe[JOBaHUM CAYXUJIU TaKxkKe MOJTy4eH-
Hble 10 Haya/la Tepanuy TPenaHOOUOoNTaThl MOJ-
B3101IHOM KOCTH 30 60/bHbIX MM (16 My>XuuH
u 14 xeHuiyuH) B Bo3pacTte oT 39 j0 86 JyieT (Me-
fraHa 60). Y Bcex 60/IbHbIX Obl1a BepUPULHUPO-
BaHa MM. Cragus | no knaccudukauuu Salmon-
Durie 6bL1a yctaHoBsieHa V 2 (6,6 %), [I—y 6
(20%), clll —y 22 (73,4 %); nopctaauss A—y 26
(86,7 %), noxactaguss B—y 4 (13,3 %) 6G0JIbHBIX.
Pacnpenenenve 60/JbHBIX B TpPyHIbl COTJIACHO
cTagupymrolled cucteMe ISS mpexcraBsieHO cie-
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Jayrwoium obpasom: ISS-1— 7 (23,3 %), ISS-11 — 11
(36,6 %), ISS-IIT — 12 (40 %) naieHTOB.

KoHTposibHYyIO rpynny Npu HU3y4YeHUH KOCT-
HOr'O MO3ra COCTaBUJIM pparMeHThbl MOAB3/01I-
Houl koctu 30 3m0poBbIX Jaul, 50-75 set (Me-
JuaHa 58). KoHTposibHas rpynna mnaiydeHTOB
CONOCTaBUMa IO I0JIy, BO3PAcTy U HALMOHAJb-
HOCTH C OCHOBHOM I'DYIIOMN.

MeTtoabl ucciaeaoBaHui. CTpoMasibHO-Ia-
peHXUMaTO3Hble CTPYKTYPbl U3yUY€eHBI C UCI0JIb-
30BaHUEM THUCTOJIOTUYECKUX, TUCTOXUMUYECKUX
M UMMYHOTUCTOXUMHUYECKUX MeTOo/0B. [Ipu aHa-
Jii3e TPenaHOOHONTAaTOB NIPUMEHSAJINCh OKPACKU
reMaTOKCUJIMH-3031H, a3yp-ll-a03uH, ummnper-
Hauusi cepebpomM, no Maccony. UMMyHHOTHUCTO-
XUMHUYECKME peaKL MU NPOBOAWJU N0 CTaHAAPT-
HOW MeTO/IMKe, OCHOBbIBAsICb HA pEKOMEHJalusX
GUPMBI-IPOU3BOJUTENSI TMEPBUYHBIX AHTUTEJ.
[IpoBoauIN O06LIENPUHATBIE OTpPULLATEbHBIE
U I0JIOKUTEJIbHble KOHTPOJIbHbIE NpPOLEeAYpPbI
npu 06paboTKe NapasijesbHbIX CPE30B.

MopdomeTpuueckre ucciefoBaHUs NapeH-
XUMaTO3HbIX U CTPOMaJIbHBIX 3J1€MEHTOB KpO-
BETBOPHOW TKaHW KOCTHOIO MoO3ra OCyIIeCT-
BJISIJICh C UCIOJIb30BAaHUEM IaKeTa NPOrpaMM
«BugeoTecT-Mopdosorusa 5.2» (Poccusi). AHa-
JIU3 TUCTOJIOTUYECKUX NIpenapaToB MPOBOAUJICS
B 20 moJsifAx 3peHUd NpU yBesudyeHUU 20X Js
KaXkJ1oro obpasua.

CraTtuctruueckass o006pabOTKa MOJIYYEHHBIX
JlAaHHBIX IPOBOAMJIACH METOLOM BapUaLlMOHHOU
CTaTUCTUKU C OlpeJieJIeHHWEM CpeJHer BeJsid-
4yuHBI M, ee cpeiHel OMIMOKU m, CTAaHAAPTHOIO
oTKJI0HeHHUs SD. /locTOBEpHOCTb pa3jiIMuUH oOlie-
HHUBAJIACh C MOMoOIIbI0 KpuTepus CTbiofieHTa (t),
Kputepud MaHHa-YUTHU. Pasznuuue Mexay
CpaBHMBaeMbIMH N10Ka3aTeJIMH CYATAIOCH CTa-
TUCTUYECKU 3HAaYUMMbIM npu p < 0,05. [lns BbI-
SICHEHUs] 3aBHCUMOCTH MeXJy MOoKa3aTessMHU
NpPUMEHSJICS KOPPeJSLiIMOHHbIN aHaJIN3.

Pe3yabTaThl M 06Cy:XKAeHHEe. MUKPOOKpY-
»KeH’e KOCTHOro MO3ra NaiueHTOB C XpOHHU-
4yeckuM JuM¢po1enko30M. Ha ocHoBaHUU TU-
CTOJIOTMYECKHUX HCCIeJOBaHUN rybyaTod KOCTH
96 nauveHToB ¢ XJIJI B nmapeHXUMe KOCTHOIO
Mo3ra ObLJIO BbIJIeJIEHO TPU THUNA JUMPOUJHON
MHOUIbTpPALUU: HOAYJISPHBIY, UHTEPCTULUAb-
HblH, Auddy3ubIid. HogynsapHasa unouabTpanus
orMevasacb y 18 nmanuenTtoB (18,8 %), unrep-
CTULMa/bHasA y 26 nanueHToB (27 %), nudodys-
HasA y 52 nanueHToB (54,2 %).

Pacnpesenenve TunoB MHQUAbBTpPALUU KOCT-
HOro Mosra no cragussM Rai mokasaHo Ha pu-
cyHke 2. Tak, 3-4 cTaguu XapaKTepHU30BaJIMCh
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npeobsiaflaHueM ciaydaeB ¢ AdPPy3HOU UH-
bunbTpaled KOCTHOTO MO3Ta, B TO BpeMs Kak
0-1 craguu c npeob6JsaflaHUEM HOAYASIPHON
MHOUIbTpalMU. MHTepcTULMaANbHAsA UHOUIb-

Tpanug oTMevasachb Ha Bcex cTaauax Rai—B 3
caydaax 0 craguy, B 7 caydaax 1 craguy, 16 cay-
yagx 2 craauy, 10 cayyaax 3 cTauu U 5 caydasax
4 cTagum.
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PucyHoK. 2. PacnpedeseHue (8 % coomHoweHuu) munog UuH@uU1bmpayuu KOCmHO20 Mo32a
601bHbIX X/I/1 no cmadusm Rai.

Ta6auya 1. Mopghomempuyeckue nokazamessu Cmpykmyp KOCmMHO20 M032d N008300WHOL Kocmu
8 3agucumocmu om muna Aumg@oudHol uHpuasbmpayuu (M +m)

Eonewurie T
Ilapenznma i cTpoma noponiie
P » nHIA Hogynapuas Huteperuunancnan Huadbyzaan
EOCTHODO MOSTa
n=30 HHQUIETRAHA HH( HIBTE A HA HHEDHIETpALHA

n=18 n=26 n=52
TeMonosTHYeCKaA 51,2433 52,3451 57,2441 F07L3 5%
TEAHE (15,7€7.5) (25,045,2) (51,1546,52)
B TOM YHCiE
numb OHIHEE
nponrdeparTe)
(mnougane, o)
Huposada TEaHs 28,110 27,5407 23,8438 13,044 2%
(nnemane, %)
KocrHas Teans 21,0+£2.4 19,644 4 18,3£1,0 17,1£1,3
(nnemane, %)
Cocynm MITP | 9,1+1,2 12,3825 13.1£1,2* 17.94£3,7*
(mnonyane, %)
PHpocTanbHEe EneTEH | 14402 1,3£0.5 1,840 4 2,340 4%
(Kon-Bo Ha ef. L)
Ilponudeparuenan He 2,3x0.4 5,240,7 9.5+1,6%
aKTHEHOCTE i1-67 (% B | HsMepsanace
HEQHIETRATE)

IIpumeyuaHue: *— p < 0,05, omau4usi docmogepHbl 8 CPABHEHUU C KOHMPO.J1eM;
*— p < 0,05, omauuusi docmosepHbl 8 cpagHeHUU ¢ HOAYASAPHOU UHPUIbMpayuet.

Mopdosiorudyeckue Npu3Haku peakL UM CTPO-
MBIl KOCTHOI'0O MO3Tra UMeJIMCh IIPU BCeX Tpex
BU/IaX OMYX0JIeBOM MHPUIBTPALMU KOCTHOMO3-
roBoi mnapeHxuMbl. OZJHAKO OBbLIM BbIpaXKeHbI

HEPAaBHO3HAYHO B I1€JIOM M OTHOCHUTEJBHO HHU-
I1e00PA3YIOIUX 3JIEMEHTOB CTPOMAILHOTO MHU-
KpOOKpy>xeHus (mabauya 1).
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Tak, 6bl710 MOKa3aHO, YTO MJOILAZAL COCY/0B
npu auddysHort uHuabTpanuu (17,9 +3,7 %)
BO3pacTaeT [IOYTH B 2 pa3a I10 CPaBHEHHUIO C KOH-
TposieM (9,1+1,2%), np¥ MHTEPCTULUATBHOU
MHOUJIbTpALUM yBeJWYHUBaeTCd MOYTH B 1,5
pasza (13,1+1,2 %), npu HOAYAAPHOU UHPUJIb-
TpalMd CTaTUCTUYECKU 3HAUYUMbIX U3MEHEHUU
He o6Hapy»xeHo (12,3 £ 2,5 %).

Tak>ke onpenensiiach skcnpeccus 70-kd n3e-
Ta-accollMMpoBaHHOro 6eska (Zap70) v oueHH-
BaJlaCb 3aBUCHMOCTb 3KCIIPECCHU ITOro Oesika
OT U3MEHAILIENCA yeJbHOU IJIOWAAH COCYI0B
MIP kocTtHoro Mo3ra 6o0sbHbIX XJIJI. kcnpec-
cua Zap70 oueHHBasachb B OIYXOJIEBBIX KJeT-
Kax M XapaKTepu30Bajacb KaK OTpHUILAaTeJbHas
(Menee 20 % 3KcnpeccUpPY0OIIUX KJIETOK), yMe-
penHass (20-50%) u cunbHas (6osiee 50 %),
BHYTPEHHUM  IOJIOXKUTEJbHBIM  KOHTPOJIEM
cnyxunn T-knetku. Ha pucynke 3 npepcrasiieH
rpadpuKk JUHAMUKK TOKasaTesed IJIOTHOCTH
MMKPOCOCYZI0B U YpPOBHHA 3Kcrpeccuu Zap70
6oJIbHBIX XJIJI, ObLIa BBISABJIEHA CTATUCTUYECKHU
3HauYMMas KoppeJsisilusi Mex/ly 3STUMHU IoKa3aTe-
asamu (R=0,7,p<0,05, N=96).
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PucyHoOK 3. 3asucumocmbs ypo8HA IKchpeccuu
Zap70 u naowadu cocydos MLIPy 6onbHbix X/1/1.

IIpumeuanue: Hakn10HHAS1 AUHUS MpeHOA
nokKasvleaem 3a8UCUMOCMb UCCAedyeMblX 3Ha4eHUll,
R=0,7, p<0,05 N=96.

Takum o6pasoM, y 60sibHBIX XJIJI B KOCTHOM
MoO3re HaOJ/0OJAOTCAd pa3JiMyHble BapUaHThI
ONyX0JIeBOM  MHQUIbTpPALU — HOAYJISPHBIH,
MHTepCTULMaNbHbIY, aubdysHbiii. Hapsany
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C W3MEeHEHHUSMU HHTpaMeJAy/UIIpHOW NapeH-
xuMbl pa3Butue XJIJI conmpoBoXaaeTca CTPYK-
TYPHBIMU MepecTpOMKaMU CTPOMaJbHbIX 00-
pasoBaHUM (GOPMHUPYIOIIUX [EeMONO3THYECKYIO
Huwy. Hapymenusa MIP nposasiwoTca pocToM
4yucaa MUKPOCOCYAOB, MPUBOAAIIUM K yBeJU-
YeHUI HUX MJIOTHOCTU B MUEJOUJHON TKaHHU.
[Ipu 3TOM pOCT 4uMcCsIa COCYAOB TaKXe 3aTparu-
BaeT 3H/I0CTa/IbHble 30HbI I'y6YaTOro BelllecTBa
NoAB340IHON KOCTH. OJHOBpEMEHHO C Iepe-
ctporikort MIP npoucxoquT yBesinyeHUe KOJIU-
yecTBa 3H/JAOCTaJbHBIX CTPOMaJIbHbIX KJIETOK
Y HabJirofaeTcs TeHJEeHIUsI K U3BMEHEHUI0 JKC-
TPaLeJUIIJISIPHOTO MaTpUKCAa 3HAOCTAJbHBIX
Y NIepUBACKYJSPHBIX 30H, UYTO MOATBEPXJAETCA
UI'X uccnepoBanusamu koJaaresa Il u IV Tunos.
Tak mokasaHo, 4yTo 60siee 4yeM Ha 30 % Hapac-
TaeT KOJIMYECTBO KOJIJIareHOBbIX BOJIOKOH IlI
THUIA B SKCTPALLEJJIIOJIPHOM MaTpPHUKCe y Nalu-
eHTOB ¢ XJIJI mo cpaBHEHUIO C KOHTpPOJIEM, YTO
oTMeueHO B 53 % npu auddy3Hol uHPUIbTpa-
1y, ¥ B 34 % npu UHTepPCTULUATBHON UHPUIIb-
TpallMld KOCTHOrO Mo3ra. B KOCTHOMO3roBbIX
NpPOCTPAaHCTBAX OTMeYasJWCh MPU3HAKU PEeTHU-
KYJIMHOBOTO CKJIEp03a MPHU BCex TUNax UHPU/Ib-
TpaluMu U o6beMe OMyXOJIeBbIX KJIETOK OoJee
10% oT momaau reMONO3TUYECKOM TKaHU.
Haunbosiee sipko Bblpak€HHbIW PETHUKYJIUHOBBIN
¢u6po3 M1 u MO2 onpegensnca npu udpPpys-
HOU MHQUIBTPALMU KOCTHOTO Mo3ra. OueBHAHO,
4yTO AedeKTbl CTPYKTYp, GOPMUPYIOIIUX TeMO-
MO3THUYECKYI0 HUILIY, MOTYT ObITh 3HAUMMbIM Ma-
TOreHeTU4YeCKUM (aKTOPOM HeOMJaCTUYeCKOH
TpaHcopMauuu B-1MMQPOLUTOB U B TaKUX YC-
JIOBUSIX QYHKILIMS HUIIU MOXKeT ObITh HalpaBJie-
Ha Ha NoAJep>KaHue JIEMKO3HOTr0 KJI0HA.

MUKpPOOKpyKeHHe KOCTHOro Mo3ra nauu-
€HTOB C MHOKeCTBEHHOM Mmuesiomon. OreH-
Ka o6beMa MWHOUJAbTpPALUM KOCTHOrO MO3ra
[J1a3MaTUYECKUMU KJIETKaMU SIBJSIETCS OJHUM
Y3 IJIaBHbIX KpUTepUeB AuarHoctTuku MM. Ilpu
TMCTOJIOTUYECKOM MCCAEIOBAaHUM TpPENaHOoOU-
ONTATOB IOAB3JOLIHOH KOCTH 60JIbHBIX MM
C IEPBUYHO YCTAHOBJIEHHBIM JIMarHO30M /10 Ha-
Yyajla Tepanuud B KOCTHOM MO3Te OOHapyKUBa-
Jlacb HEOZJHOPOAHAsA KJIeTOYHast UHPUIbTPALUs
KpPOBETBOPHOM TKaHU MUEJOMHBIMU KJIE€TKaMH.
OnyxosieBble KJIETKM B OOJIbLIIMHCTBE CJAy4aeB
MMeJId TUIMUYHYI0 CTPYKTYpPYy 3peJsibIX MJa3Mo-
JUTOB, B KOTOPbIX HE BBIABJSJIUCH SAPbIIIKH.
Pexxe MHesIOMHble KJETKM KJacCUPULMPOBa-
JIMChb KaK MPOIJIa3MOLIMThI, 1a3Mo6bJacThl. Cpe-
AU MHOUJIBTPUPYIOLIUX MapeHXUMY IJIa3MOLU-
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TOB 0OHAPYKHUBAJKCh KJIETKU ¢ PyccesneBckumu
TeJibllaMH, ABYsi/lepHble U MHOTOsi/ilepHble Gpop-
Mbl. Y ucciaefyeMod rpynmne 6blJIO BbIJEJEHO
JiBa TUIIa NOpaKeHUs KOCTHOTO MO3ra: UHTep-
CTULHANbHBIA U JudPy3HbIi. UHTEpcTHULIMAb-
HbIil THN MHEJIOMHOTO MOpPaXeHUsl XapaKTepu-
30BaJ/ICA HaJIMYUEM IJIa3MaTHUYECKUX KJIETOK,
PacCHoJIOXKEHHBIX CpeAUd 3JIEMEHTOB HOPMaJib-
HOI'0 reMoI1033a, 6e3 U3MEeHEeHHs] COOTHOILEeHHUS
C XUPOBOM TKaHbI. YHC/IO reMOno3THYeCKUX
KJIETOK CHWXaJIOCh B 3aBUCUMOCTU OT HWHTEH-
CUBHOCTH HaCbIIlEHUsS] KOCTHOMO3TOBBIX JIaKyH
MHeJIOMHbIMHU KJieTKaMU. [AudPysHbId TUN MO-
pakeHUsl AWArHOCTUPOBAJICA B CJy4yasgX Mac-
CUBHOM WHQUJIbTpPALUM MUEJOMHbIMHU KJIeTKa-
MU UHTpaMeAyJUIIPHBIX IPOCTPAHCTB, KOTOpas
CONMpPOBOX/JaJach peAyKLHeh KUPOBOU TKaHU
C 3aMelleHMeM KOCTHOMO3TOBbIX MPOCTPAHCTB
NJIa3MOLUTAMH U Pa3JIMYHOM CTENEHbIO YTHeTe-
HUS T€MOII033a.

[Ipu ananuze 30 TpenaHOOGHUONTATOB KOCTHO-
ro Mo3ra HHTepCTULMa/bHAasA WHQUAbTpaLs
HabJsoaanack y 18 nauuenTtoB (60 %) u aud-
¢y3Haa y 12 nanuenTtoB (40 %). Ha ocHoBe ru-
cToMopdOJIOTUYECKUX U KJIMHHUKO-JabopaTop-
HbIX JAHHbIX HaMMU ObLIO MOKAa3aHO, YTO THMII
MHOQUIBTPALMU SIBJSIETCS OAHUM U3 GAaKTOPOB
JLJ151 OLLeHKU NIPOTHO3a TeyeHHUs 3ab0JieBaHus.

[Ipu aHaJiu3e cTaguu 3a60/1eBaHUs
nmo Salmon-Durie 6bla NnokasaHa TeHJIEHLUS
ycuJeHUs1 UHPUIbTPALMKA KOCTHOTO MO3Ta NpHu
yBeJIMYEeHUH CTa[UH, TaK y 18 nmanyeHTOB U3 22
c 3 ctajue 3abosieBaHus onpeeneHa Juddys-
Hasd UHQUIbTPALUsA KOCTHOTO M03ra, y 8 manu-
eHTOB C 1-2 cTagvel ycTaHOBJIEHA UHTEPCTULU-
asibHast MHQUIbTpaLUS.

AHanu3 CTpOMa/JIbHBIX CTPYKTYpP MHUKpPO-
OKpPY>KeHHUS1 CBUJETeJbCTBOBAJ 00 M3MEHEHUH
COCTOSIHUSI CTPOMBI NMPH BCEX THUMAX IMOpPaXKe-
HUS MHTpaMeay/JJIApHOU napeHxuMbl. UHTep-
CTULHAJIbHAasA UHQUIbTpALMs KOCTHOTO MO3ra
IJIa3MOLIMTAMM CONPOBOXKJalach YBeJIUYEHU-
€M HWHTpaMejy/UIAPHbIX PeTUKYISAPHBIX KJie-
TOK, HAJINYMEM PETUKYJMHOBBIX BOJIOKOH, pa3-
OpocaHHbIX B MapeHxXuMe 6e3 GOpMHUPOBAHHUSA

CKJIEPOTUYECKOU CeTH, 0TMeYa/IiCh y4acCTKHU Jie-
CTPYKIUH KOJIJIareHa TpabeKyJi 6e3 CTaTUCTHYe-
CKM 3HAQUUMOI'0 YMeHbUIEHUsI 06’beMa KOCTHOH
TKaHU. B sHJ0Te/IMU MUKPOCOCYAOB, BKJIIOYAs
CUHYCBbI, SIBHBIX II€epecTpoeK He HabJIl0/jaloCh.
BripakeHHble U3MEHEHHUSI CTPOMAJIbHOU TKaHU
KOCTHOT'O MO3ra PerucTpupoBaUCb NpU AUb-
¢y3Hoil nHOUAbTpanuu. O6GHaApYKUBAJICS PEeTHU-
KYJIMHOBBIA CKJIEPO3, yBeJW4YeHUe MJIOTHOCTH
MHUKPOCOCY0OB, HapacTaHUe YHCJa 3H/0CTaJIb-
HBIX KJIETOK C YIJIOLEHHbIMH S1/IpaMHu, Hapylie-
HUE CTPYKTYphbl KoJJlareHa TPabeKy/Jl KOCTHOH
TKaHU (pucyHok 4). [lnowaab KOCTHBIX 6asoK
6bl1a CHMKeHa Ha 7-12 %, ojHaKO yMeHbllIeHHe
OCTEOreHHOM TKaHU ObLJIO CTATUCTUYECKU HEJl0-
cTtoBepHo (p > 0,05).
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PucyHok 4. Ocmeodecmpykyusi U pemukKy/IUHO8bI
@Pubpo3 8 3H0OCMANLHO-BACKYASAPHOU HUWAX
KOCMHO020 M0320, OKpACKa 2eMamoOKCUAUHOM-
303UHOM U uMnpezHayusi cepebpom, y8. 400x.

Hamu 6b11 mpoBeseH rucroMmopdoMeTpu-
YeCKMM aHa/Iu3 HUILeoOpasywILUX CTPYKTYP
MHUKDPOOKpPY>K€HHUsI KOCTHOTO MO3ra Ha OCHOBA-
HAM JAHHBIX FHCTOXMMHUYECKUX U UMMYHOI'HU-
CTOXMMHUYECKUX HCCIefoBaHUU: cocynoB MIP,
9H/I0CTAJIbHBIX KJIETOK, O€JIKOB 3KCTpale/ljio-
JIAPHOTO M MHTpaATpabeKy/JsipHOTO MaTpHUKca
(kosnarenst I, 111, IV).
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Ta6auya 2. Mopghomempuueckue nokazamessu cCmpykmyp KOCmMHO020 M032d N008300WHOL Kocmu
8 3agucumocmu om muna Aumg@oudHol uHpuasbmpayuu (M +m)

BonbHble MM
MapeHxuma u ctpoma 3poposble Mua UHTepcTUUManbHan AnddysHan
KOCTHOrO mo3ra n=30 uHOMABTPaLUA UHOUABTPaLUA
n=18 n=12
lemMonoaTHYecKas TKaHb *
(B Tom uncne numdbonaHbie nponudepatbl) 51,2+3,3 (giifgg) (6485'73i+35'47)
(nnowasp, %) T -
uposas TK?Hb 28,1+1,0 25,6+2,8 12,043,4*
(nnowagb, %)
KocTHas TKaqu 21,042,4 17,7+1,8 14,6+2,2*
(nnowanb, %)
Cocyabl MUP 9,1£1,2 12,2+2,1 15,9+3,2*
(nnowagp, %) o S S
JHAOCTaNbHbIE KNETKU 14402 16+07 2,7+0,5
(KonmMyecTBO Ha ea. na.) e T o

Ilpumeuarue: *— p < 0,05, omau4usi docmoeepHbl 8 CPABHEHUU C KOHMPOJIEM.

JlaHHble, TOJIlyYeHHble Ha MaTepuaJie Tpe-
NaHOOHONTATOB NalMeHTOB ¢ MM, noBTOpSAIOT
TEHJEHI|UM, BbISIBJE€HHblE MPU HCCAeL0BaHUU
CTPOMBbI KOCTHOTr'0O Mo3ra y nanueHToB ¢ XJIJI.
Taxke npu ycuieHWM UHOUJIbTPALUU OTMe-
4yaeTcsl yBeJMYeHUe KOJIMYecTBa COCYZO0B, NO-
BbIlIEHUWE KOJIMYeCTBAa W AKTHBHOCTHU KJIETOK
B 3H/OCTAJbHOU 30HE, yCUJieHHEe BbIpabOTKHU
KOJIJIar€HOB KJIETKaMHU CTPOMBL.

OcTeosiM3uUC y NallMEHTOB C MHOXKECTBEHHOH
MHEJIOMOM BCTpedaeTcs ABYyX TUIIOB — IJIaZKas
KOCTHasi pe3op61ys U JIaKyHapHOe paccacblBa-
HUe. B Hamell BbIOOpKe MaLMeHTOB Mbl HA0JI10-
Jland oba TUIa KOCTHOW pe30opOLUH, C Mpeod-
JIaJlaHUeM OCTeO[eCTPYKL UM MO TUIY IJIaJKOU
pe3opbiuu (61 %). Takxke HaMU ObLJIO OTMeue-
HO, YTO OCTEO0JIN3UC HAbJII0[aeTca y NallueHTOB
CO BCEMM THUIAMHU HHQUIbTpPALMU KOCTHOTO
MO03ra, U BCTPEYalTCs CAy4au SIPKO BbIpaKeH-
HOT'O OCTEeO0JIN3KCa NP MUHUMaJIbHOM MOpake-
HUM KOCTHOT'O MO3ra OMyXOJIEBbIMU KJETKaMH
(Ipy HOAYJASAPHOM M HHTEPCTHUIIMAIBbHOU HH-
¢unbTpanuu meHee 10 %).

KynbTypanbHble ucciefoBaHHMSI KOCTHOTO
Mo3ra 4 nepudepuieckor KpoBHU MOCJIe MOOUIN-
3a11u il c6opa CTBOJIOBBIX KJIETOK MOKa3aJHy,
yTo mposiudepaTHBHAs aKTUBHOCTb WU IMOTEH-
Iyaa JeJleHusl CTaTUCTUYECKH He OTJUYaeTCs
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OT KOHTPOJIbHOW TpYIIbl AOHOPOB KOCTHOTO
Mo3ra. XoTsl B CaMOM rpyIIe NalueHToB HabJIto0-
JlaloTcs cyuiecTBeHHble KosebaHuss no KOE-I'M
ot 39 nmo 300 x10° kiaeTok. MOXXKHO TpeAIoJo-
KUTb, YTO AaHHbIe oT/iM4us 1o KOE-I'M cBsi3aHbI
He TOJIbKO C PeXMMOM MOOWIM3al Uy, Ipejlie-
CTBYIOLUM JIeYeHHEM, HO TaKKe C 0COOEHHOCTSI-
MU HULIYA T€MONO03TUYECKUX CTBOJIOBBIX KJIETOK,
KOoTOpas BauseT Ha cBorcTBa ['CK.
O6Hapy>xeHHble O0COOEHHOCTH KJIIOUYEBbIX
CTPOMAaJIbHBIX 3JIEMEHTOB KOCTHOMO3TOBBIX
Huil ['CK cBUZIeTeIbCTBYIOT O CEpbe3HOM Hapy-
HeHUU UX MOPPOPYHKIIMOHAIBHOTO CTAaTyCa.
[Ipexxge Bcero, 3To MOXET ObITb CBSI3aHO
C TeM, 4YTO JedeKTbl HUIIU MOTYT NPUBOJUTH
K HapyILIEHWI0 CUTHaJIbHbIX NMyTeW 3amycka re-
HeTU4YeCKU JeTepPMUHUPOBAHHOU MPOrpaMMbl
nposudepanud U AAbPepeHLIMPOBKU HOP-
MaJIbHbIX T€MONO3TUYECKUX MpeJlleCTBEeH-
HUKOB, BKJIIOYAsl KJIETKU-NpPeJlIeCTBEHHUIbI
B-numdonossza. /JlanbHelline Hccae0BaHUS
CTPOMAJIbHOM HMIIMU TEeMOMNO3TUYECKUX KJIETOK
B IUHAMUKe TeyeHus 3a6osieBanuit (MM u XJ1JT)
U B YCJIOBUSAX NPUMEHEHUS COBPEMEHHBIX CXEM
Tepanru NO3BOJIAT NOJIYUYUTH JONOJHUTENbHbIE
JlaHHbIe O IaTOreHeTUYEeCKON poJid Hulleobpa-
3YIOLIUX CTPYKTYP B peryasiiuu B-numdonoasa.
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ESTIMATION OF PNH COMPLICATION IN PATIENTS’COHORT OF KRASNODAR REGION

Pe3wome. IlapokcusMasibHas HOYHasi reMo-
robunypus ([THI') —3To He3snokauecTBeHHOe
KOMILJIEMEHT-aCCOLUMPOBAHHOE 3a00J/I€eBaHUE,
cBA3aHHOe ¢ MyTauued reHa PIG-A B remomnos-
THU4YeCKOU cTBoJIoBOM KJueTke. [IHI' — nmporpec-
cupywollee 3abojieBaHUe, 6e3 COOTBETCTBYIO-
11ero Je4eHUs OHO NPUBOAHUT K OCJIOXKHEHUAM
U TSKeJIbIM IOpaXKeHUsAM opraHoB. CpeaHUU
BO3pacT nayueHToB coctaBsseT 30-40 set. CBo-
eBpeMeHHasl JJUarHOCTHKa M03B0JIieT BOBPEMS
HayaTb Tepamnuio, OCTAHOBUTb MPOTrpPeccupoBa-
HUe 3a60J1eBaHu s, 3HAYMMO YJAYy4IIUTh Ka4eCTBO
)KU3HU NAlMeHTa U NPeJOTBPAaTUTh IPeX/eB-
peMeHHY0 cMepThb. [IpoBeieH aHa/IU3 0C/10KHEe-
Hui [1HI, BO3HUKIIMX y manyMeHTOB [0 Hadajla
TapreTHOM TepamnuH, Ha CEepUU CJy4yaeB Mallu-
€HTOB, IMarHOCTUPOBAHHBIX U MOJY4YaBLIUX Te-
panuro B KpacHomapckoM kpae. JJIMTeIbHOCTb
HaObJIIoJleHUsI cocTaBuJa 36 MecsleB. B pe3ysib-
taTe 100 % nanueHTOB UMesin 1 uUaIu 6oJiee oc-
noxHeHul [IHT' gaxe cpeny Tex, y KOro guarHos
ObLI yCTaHOBJIEH 2 Mecsla Ha3a/. Haubosee ya-
CTBIMU OCJIO’)KHEHUSIMU OKa3aJHMChb TPOMOO3bI
U MOBpex/JieHue novyek. TpoM603bl UMesH pas-
JIMYHYIO JIOKAJIM3aLUI0, Y HEKOTOPbIX INallueH-
TOB OTMeYaJIMCh OBTOPHbIE 3NIU30/blI TPOMOO-
30B, B TOM YUCJIE 2 31130/, OCTPOT0 HapyLIeHUs
MO3r0BOT'0 KPOBOOOpAllleHUs ¥ OJJHOTO MaljheH-
Ta. B 6 ciyyaax Tedenue [IHI' ocioxxuuiock pas-
BUTHEM XPOHUYECKOW O6OJIE3HU IMOYEK, U Y OJ-
HOTrO MalUueHTa OblJ 3aperuCTPUPOBAH 3MHU30[
OCTpOr0 MNOBpEeXJeHUsA Nodyek. Bce manueHTHI,
NonaBLIKe B aHAJ/IU3, MOJIy4asld TapreTHy0 Te-
panuvi 3KyJausymaboMm. B pesynbTaTe Tepanuu
ypoBeHb JI/II' mocse mepBoro BBeAeHHUS CHU-
3WJIca Ha 66,9 %. Y Bcex malnMeHTOB, YbM JaH-
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Abstract. Paroxysmal nocturnal
hemoglobinuria (PNH) is a non-malignant
complement-associated disease associated
with PIG-A gene mutation in hematopoietic
stem cells. PNH is a progressive disease
and without appropriate treatment leads
to complications and severe organ damage.
The average age of patients is 30-40 years.
Timely diagnostics allows you to start
therapy on time, stop the progression of
the disease, improve the patient’s quality of
life and prevent premature death. We have
analyzed PNH complications in the clinical
case series in patients who were diagnosed
and treated in our hospitals in Krasnodar
region. 100 % of patients had one or more
PNH complications, even those patients in
whom PNH was diagnosed only 2 months ago.
Thromboses and kidney damage were the
most frequent complications. Thrombosis had
different localization and there were repeated
thrombotic events. One patient had two
acute cerebrovascular events. Chronic kidney
disease was diagnosed as a complication of
PNH in 6 patients and one patient had an
acute renal damage episode. All patients who
were in the analysis received targeted therapy
with eculizumab. LDH level reduced by 66.9 %
after the first administration. All patients
whose data were available for analysis at 24
months did not show any sign of hemolysis
and the average LDH decrease was 84.9 %
from baseline. Change of hemoglobin level was
slower and there was an increase by 21.6 %
from baseline at 24 months. All patients with
a PNH classical form, who received red blood
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Hble OBbLIU JJOCTYIHBI JIJI1 aHa/IM3a Ha OTMEeTKe
24 Mecsaua, He HabJI0AAJM0Ch IPU3HAKOB eMO-
JIM3a U cpefHee cHUKeHUe ypoBHd JIJII' cocra-
BuJIO 84,9 % oT ucxogHoro. UameHeHue ypoBHA
reMorjioorMHa MNPOUCXOAUT MeJJileHHee U K 24
Mecslly OTMe4YeHO MoBbllieHUe ero Ha 21,6 %
OT MCXOJHOTro. Bce manueHTH! C KJIaCCHYECKOH
¢dopmoii [THI, koTopble A0 Tepanuu Nojyyaau
TpaHCcy3UU 3pUTPOLIUTAPHON MaCChI, B pe3yJib-
TaTe NPOBOJAUMOU Tepaluy CTaly He3aBUCUMBbI-
MU OT TpaHCcPy3ui. B mybsnkauuu npuBeieH
KJIUHUYECKUH CJly4yal, WIJIOCTPUPYIOLIAN LIH-
POKYy10 BapuabesibHOCTb ocyioxkHeHu [THT.

KirouyeBble cioBa. [lapokcusMasbHasd HOY-
Hasl reMoryio6uHypusi, ocioxxkHeHus [THI, Tpom-
603bl, IOBpEX/JeHUE MOYeK, IKYJIU3yMabd, KJu-
HUYEeCKUU CIydai.

BBeaenue. I[lapokcusMasibHasd HOYHasd re-
Morsiobunypus (ITHI), usBecTHass paHee Kak
6o0s1e3Hb MapkuadaBbIMUKKeH, ABASETCSA MPO-
rpecCcUpYOIIUM, )KU3HEYTPOXKAO UM 3a00/1€Ba-
HUeM [1], cBI3aHHBIM C NpUOOpPEeTEHHOW MyTa-
nuei PIG rena (wame — myTanueit PIGA rena)
B reMOII03TUYECKON CTBOJIOBOM KJETKe [2, 3, 4]
JlaHHas MyTauusi NPpUBOAUT K YAaCTUYHOU WJIH
NOJIHOM mMoTepe TJIUKO3UJAPochaTUIUINHO3U-
ToJIoBbIX sAkoped (GPI-sikopeit), koTopblie obe-
CIeYUBAIOT MPUKpPEIJIeHHEe K MeEMOpaHe KJIETOK
KpPOBHU psifia GeJKOB C pas/iIMYHbIMU QYHKIUSA-
Mu. CD55 n CD59, MHrHOUTOPBI CUCTEMBI KOM-
nJieMeHTa, Takxke ABaATCA GPI-cBA3aHHBIMU
6esikaMU. B pesysibTaTe ux yTpaThl NIPOUCXOJUT
HEKOHTPOJIUPYEMbIA  KOMILJIEMEHT-ONOCPE/I0-
BaHHBIU eMOJIN3, KOTOPbIM U JIEXKUT B OCHOBE
BCeX KJIMHUYECKHUX U JIaOOPATOPHBIX MpOsiBJIe-
HUU 6oJie3HHU [5, 6].

UctunHaa 3abosneBaemocth [IHI' Henssect-
Ha, HO oOlleHUBaeTcd mnopsazaka 1-2 4en/muanH/
roa. [lo faHHBIM 3MUAEMHUOJOTUYECKUX HCCJIe-
JloBaHUU pacnipoctpaHéHHocTsb [THI coctaBasieT
okoJio 13-16 yesi0Bek Ha MJIH. HaceseHus [7, 8].
Onupasch Ha yKa3aHHbIe pe3y/bTaThl AU EMU-
OJIOTUYECKUX HCCIeJOBAaHWM, MOXHO MpeArno-
JIOXKUTb, 4TO Poccuiickasg koropra maiudeHTOB
c [IHT cocraBasieT okoJsio 2300 yesnoBek. 3a6o-
JleBaHHe MOXXeT pa3BUBATbCA B JIDOOM BO3pac-
Te, HO Haubosiee yacto [IHI' guarHoctupyertcs
B Bo3pacte 30 JieT [7-10].

[THI' accouuMupoBaHa C XpPOHUYECKOW aHe-
MUeN, TpoMOO3aMH, M 3a4aCTYH COIMPOBOXK/A-
eTcl KOCTHOMO3TOBOM  HEJOCTaTOYHOCTbIO
[11, 12]. B sMTepaType BCTpeyaroTCs coobIe-
HUSI O CJy4yasix TPoMOO30B pa3/IMYHbBIX JIOKa-

cells transfusion before therapy, became
transfusion-independent. We present a
clinical case illustrating the wide variability of
PNH complications.

Key words: paroxysmal nocturnal
hemoglobinuria (PNH), PNH complications,
thrombosis, kidney damage, eculizumab, clinical
case.

JIU3aLlMU C KPUTUYECKUM NOpa)KeHUeM INevYeHH,
MO3ra, JIeTKUX, ceJle3eHKU U KHllledyHUKa. UMeH-
HO TPOMOO3bI SIBJSIOTCA BeAylled NPUYMHOU
cmepTu nayueHToB c [THI [12-14].

B xo/1e 0630pa JiuTepaTypbl ObIJIO BCTPEUEHO
MHO€eCTBO COOOIIEHUI 0 pa3JIMYHbIX OCJI0XKHe-
HUAX, acconurpoBaHHbIX ¢ [THI: ocTtpoe u xpo-
HUYeCKoe MOoBpexJeHUuu novyek [15-18], Tpom-
603bl pa3/IMYHOMN JIOKaJM3alli¥, B TOM YUC/e
TPOMO603bl KOPOHAPHBIX apTEPUI C pa3BUTUEM
MHpapKTa MHoOKapza [19], TpoM603bl moueu-
HbIX apTepud C pa3BUTHEM HHPAPKTA MOYKH
[20], MHOrOuYMC/IeHHbIe OMHCAaHUS TPOMOO30B
1epebpasbHbIX BEH U CUHYCOB C pa3BUTHEM HH-
CY/IbTOB Y TPAH3UTOPHBIX HIIEMUYECKHUX aTakK
[20-24]. Takxe Tpom603 y mayueHToB c [IHT
MOXET JIOKaJM30BaTbCsl B Me3eHTePUabHbBIX
Y Ne4EHOYHBIX BeHaX U MPUBOAUTH K pa3BUTUIO
cunapoma bagnaKuapu [20, 25-27]. U aTo pase-
KO He Becb nepevyeHb ocaokHeHu# [THI u cum-
ITOMOKOMILJIEKCOB, IO/, BUOM KOTOPBIX 3TO TH-
»KeJsioe 3aboJieBaHUE MOXKeT MaHUPEeCTUPOBAT.
PazHoob6pa3ue cuMnTOMOB U ocjoxkHeHur [THT
NPUBOJUT K 3HAYMTEJIbHOW 3aJlepKKe B yCTa-
HOBJIEHUH JMarHosa.

Mbl npuBOAMM aHa/K3 ocaokHeHuu [THT
B KOrOpTe MalMeHTOB, KOTOpPble ObLJIM JUArHO-
ctupoBaHbl B KpacHomapckoM Kpae, u mpej-
CTaBJIsSIEM KJIMHUYECKUU Cay4dal magueHTa € oc-
JIOXKHEHUSAAMHU, acCouupoBaHHbIMU c [THI.

Martepuanslt M ™metoabl. C 2012 ropa
nmo 2015 rox 14 nmanueHTOB c AguardHo3om [IHI
HaXOJMWJIUCh Ha JIeYEHUW B HalleM Yupex/e-
HUU. ¥ 12 u3 Hux guarHos [THI 6b11 ycTraHOB-
JIeH Henocpe/cTBeHHO B KpacHozapckoM OHKO-
JIOTUYECKOM JuCIaHCepe U 2 TallMeHTa ObLIU
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nepeBej/ieHbl MO/ Hallle HAOJI0JeHUe C yxKe
YCTaHOBJIEHHBIM JJUAarHo30M. M3 14 nmanueHTOB,
NOMNaBIIMX IO/ Halle HabJIoZeHue, BCe MOJIy-
YaJiM TapreTHYH NAaTOreHeTUYEeCKYl Tepanuio
3KysM3yMab6oM u 11 mayueHTOB OCTAlOTCS Ha Te-
panyu Ha HACTOSIIIUMK MOMEHT. Bce manueHThI
HNOJIYYUJIX TOJIMBAJIEHTHYIO MEHHWHTOKOKOBYIO
BaKIMHY C NpoUIaKTHUYECKOH 1|e/Ibl0 3a 2 He-
JleJIv 10 TIEpBOTO BBeJleHUs 3Ky/IM3yMaba. B Ha-
CTosllee BpeMs JOCTAaTOYHasA JJil aHa/IM3a UH-
dopmanusa goctynHa o 10 nanueHTax. AHa/Iu3
JlaHHBIX TpPOBeJeH peTpocneKTuBHO. [lepuon
HaOJII0/IEHUSI HA MOMEHT HaMUCaHUs CTAaTbU CO-
cTaBuJI 36 MecsIEB.

Juarnos [THI 6b1s1 ycTaHOBJIEH HA OCHOBAaHUHU
KJIMHUYECKOW KapTHUHBI, JIabOpaTOPHBIX MpH-
3HAKOB reMoJiu3a U ¢pakTa o6Hapy»KeHHs KJIOHA
[IHI-kseTOK MeTOA0M BbBICOKOYYBCTBUTEJNBHOU
IPOTOYHOM [UTOMETPHH.

B kauecTBe KpUTepHEB OlLleHKU 3 PEeKTHUBHO-
CTU TAapreTHOM Tepamuu 3KyJU3yMaboM OblIv
NPUHATHI NI0Ka3aTeJu yPOBHA JIAKTATHAeTrupo-
reHasnsl (JI/I[), kak Mapkep remoJiu3a, U ypo-
BeHb remoryiobuHa. [lorpe6HocTh B TpaHchy3u-
SIX OTMBITBIX 3PUTPOIMTOB HAaMH OblJIa IPUHSATA
3a KOCBEHHbIM NpU3HAaK 3QPEeKTUBHOCTHU IIpe-
napara, Tak Kak CONyTCTBYIOLAA anjas3us Kpo-
BETBOPEHUSI MOIJIa 0Ka3aTh 3HAYUMOe BJIUSHUE
Ha JJaHHBIY [T0Ka3aTeJlb.

Pe3ynbTaThl. B HalleM Ha6/oAeHUH 3a60.J1€-
BaHHE BCTPeYasoCh Cpeyd MYXXUYUH U KEeHILIUH
B cooTHoweHuH 1:1. CpegHUN BO3pacT mayueH-
TOB Ha MOMEHT yCTaHOBJIEHUA JUarHosa coCcTa-
Busa 30,6 sieT, a cpeAHAA NPOLOJHKATENBHOCTD
3a00JieBaHUS OT OSIBJIEHUS IEPBbIX CHMITOMOB
Jl0 TIOCTAaHOBKM AuarHosa — 8,6 JieT (Auana3oH
ot 1,5 mec. 10 27 neT). Bce nanjeHTbl BKJIOYEHbI
B Mexxaynapognsbii [THI perucrp.

[IperMyIileCTBEHHO HAOJII0/JAaeTCs COYeTaHUe
[THI c cunpoMaMu HEZOCTATOYHOCTU KOCTHOTO
Mo3ra: B 4 ciydadx C alJlacCTU4eCKOM aHeMUueu
U B 2— C MMUeJIOJUCIJIAaCTUYECUM CHH/JPOMOM.
MeHblUIasg 4acTh MALlMEHTOB HMMeeT KJaccuye-
ckyto ¢opmy ITHI: 4 nanpenta u3 10 uMesu KJiu-
HUYECKHE MPOsIBJIEHUSI TEMOJIM3a U aHEMUU 6e3
IPU3HAKOB KOCTHOMO3TrOBOM HEeJJOCTaTOYHOCTH.

[Ipy npoBefeHUH BBICOKOYYBCTBUTEJbHOMN
NPOTOYHOM LMUTOMETPUU MeJiMaHa pa3Mepa
ksoHa [THI" Ha rpanysonuTax coctaBuaa 93,5 %
(zunanasoH 69,09 % — 99,06 %). CnenyeT oTMe-
THUTb, YTO B JIByX CJy4Yasx HabJII0[aJI0Ch Hapac-
TaHWe KJIOHA: B OJJHOM CJIy4ae B TedyeHUe 6 JieT
kJioH [THI' k/ieTOK Ha rpaHyJIoUTaxX YBEJIUYUJI-
cs1 ¢ 87 % o 94,92 %. Bo BTOpOM ciiyyae B Teve-
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HUe JBYX JIET MPOMU30IIJI0 HapacTaHUe MHUHOP-
HOro KJIOHa 10 89 % c pasBUTHEM KJIMHUYECKON
kaptuHbl [1HI, koTopasa npeBanupyeT Ha HacTo-
AU MOMEHT.

[Ipu aHanuze ocnoxkHeHuu [THI' 6b110 06Ha-
py>keHo, 4To Bce 10 maluueHTOB UMEKT KaKoe-
160 ocnoxxkHeHue. B 9 ciayyasax us 10 Habarozaa-
JIOCh 2 U 60J1ee OCI0’)KHEHU ! 3a00/1€BaHUSI.

Benyiiee mMecTo cpeny >KU3HEYTPOXKAKOLIUX
nocsaeacreui [THI' B aHanusupyemont koropte
NalnyeHTOB 3aHMMAalT TPOMOO3bl. Y 6 manueH-
TOB OBLJIO JUAarHOCTUPOBAHO 8 ciyyaeB TpPOMOO-
30B. Jlokasuzanus Tpom603a pacnpe/eanaach
caenywolmuM o6pasoM: B 5 ciyyasx Tpom603
JIOKQ/IM30BaJICA B COCyAax Jerkux, 1 ciaydau
TpoMb60dedbuTa U 2 caydass OCTPOro Hapylie-
HUs Mo3roBoro kpoBeTBopeHusi (OHMK) szape-
TMCTPUPOBAHbI y OJHOTO NaljMeHTa.

[lopaxkeHusT TMoO4YeK ObLIM OOHAPYKEHBI
y 7 MayMUeHTOB: B 6 ciaydadx AUAarHOCTUpPOBaHa
XpoHUYecKasi 60J1e3Hb NOYEK U B OJJHOM CJIy4yae
ObLJ 3aperuCTPUPOBAH 3MU30/, OCTPOTO MOBPEX-
Jnenus nodek (OIII) B mocseonepalimiOHHOM Te-
puoje.

[loTpe6bHOCTHL B TpaHCHY3HUSX IPUTPOLUTAP-
HOW MaccChbl 3aperucTpUpoBaHa y 7 NMaLUeHTOB
M 3 U3 HUX CTpafaju Kjaaccuueckod ¢dopmoi
[THI, To ecTb, TpaHcdy3uOHHAsA 3aBUCHMOCTb
y 9TUX NALUEHTOB OblyIa 00yCJI0OBJIeHA BbIPAXKeH-
HbIM IeMOJIN30M. Y OAHOTO MalUeHTa C TPaHC-
dy3MoOHHOU 3aBUCUMOCTBIO BbisiBJieH XBI'B. B 2
c/y4yasx nayydeHTaM Obljia MpoBeJieHa CIJIEH3K-
TOMHS, KOTOpas NpHUBeJa K Pa3BUTHUIO 3MIM30/a
OIlH y ogHOTO 13 MaliMeHTOB. Y OJHOW MalUeHT-
KU JIUarHOCTUPOBAH CJiy4yall HeBbIHAllMBaHUS
6epeMeHHOCTH.

Kak y>xe yka3sbiBaJsioch, Bce nayuveHTsl ¢ [THT,
BKJ/IIOYEHHble B aHaJIU3, N0Jy4alT TApTeTHYIO
Tepanuio.

Ouenka 3pPeKTUBHOCTU TepaluU 3KYJIU3Y-
MaboM NpOBOAMJACH 1O U3MEHEHUIO YPOBHS
JIAT u remorso6uHa. KocBeHHBIM KpUTeEpH-
eM 3Q(PEKTUBHOCTU CYHUTANOCh CHUKEHUE WU
yCTpaHeHHe NOTpPeGHOCTH B TpaHCPy3UAX OT-
MBITBIX 3PUTPOLUTOB.

Jlo Hayasia Tepanuu cpegHuM ypoBeHb JI/T co-
ctaBua 2566,1 Ex/n (auana3on 801-5688 Ex/a).
B pesysibTaTe npoBOgUMOW Tepanuu y Bcex Ma-
nueHToB ypoBeHb JI/ITI' cHusuica Ha 68,2 % no-
cie mnepBod HUHPY3UU (AUANaA30H CHUKEHHUS
coctaBua 25,3 % — 87,7 %) ot ypoBHsa JIAL, pe-
TUCTPUPYEMOTO 10 BBeJleHUs npemnapara. Y of-
Horo nanueHTa ypoBeHb JI/II' y>ke nocsie nepBou
MHQY3UU ONYCTUJICS HUXKe BepXHEU TIpaHHUIlbl
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HOpMbI (BepxHss rpaHuna HopMmbl — 351 Ef/n).
Y 6 mauueHTOB Nepuo, HabJIIOAeHHUs COCTaBJIs-
eT 6oJiee 21 Mec. U JaHHbIE IPUTOJHbI /151 aHa-
JIu3a J0JIrOCPOYHbIX pe3ysbTaToB. Ha mganHoM
BpeMeHHOW OTMeTKe ypoBeHb JI/II' cHU3UIICA
Ha 84,9 % oT ucxoaHOro (Avana3oH CHUXXEHHUS
coctaBua 61,8% —94,1%) u y 5 mauueHTOB

Y3 6 He MpeBbILIaJ UM HE3HAYUTEJIbHO MPeBbI-
11aJ1 BEPXHIOI0 FPAHUIY HOPMBI. Y OJJHOTO Malu-
eHTa ypoBeHb JI/II' Ha Bu3uTe 4yepe3 21 mecsua
Tepanru He MPEBBICKJI I0JITOPA 3HAYEeHHUS BEPX-
Hel IrpaHUlbl HOpMbI U cocTaBasn 417 En/n (pu-
CyHOK 1).
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PucyHok 1. [luHamuka yposHell ecemozaao6uHa u JIJI
do u noc/e Ha4a.a mepanuu 3KyaAU3ymMabom (kozopma nayueHmos).

[Ilpy aHanvM3e AMHAMUKU YPOBHS TeMOIJIO-
6MHa OOHapy»KeHO, UYTO €ero BOCCTAaHOBJIEHUE
NPOUCXOAUT MeJ|JIEHHEE B CPABHEHUH C HOpMa-
susanuen yposHa JIATL K 21 mecany y 6 nanu-
€HTOB, JlTaHHbIE 0 KOTOPbIX OBbLJIU AOCTYIHBI JJIs1
aHaJIM3a, Cpe/iHee NOBbIIEHUE YPOBHSA reMOorJI0-
6uHa coctaBusio 21,6 % (amanaszoH ot -20,7 %
1o 75,2 %). [Ipu aTOM 3HAaYUMO XyAllINe pe3yJib-
TaThl MO JAaHHOMY IOKa3aTeJl0 HabJIIAaJuCh
y NalMeEHTOB C COMYTCTBYIOIEN alia3uel Kpo-
BETBOpPeHUs. B TOM 4uciie, B OJHOM ciy4yae Ha-
6/110/ja/1ach BbIpaXKeHHasl MOJIOXKUTeJIbHAsA JU-
HaMUKa Ha (oHe MpPUMEHEHUs 3Ky/aru3ymaba:
oTMeyvasiocb cHMxeHue ypoBHs JIAT Ha 87,7 %
nocsje nepBod MHPY3WM U €ro HOopMaJsu3alus
yepe3 3 Mecdlla Tepalliy, YMeHbIlIeHUue TPaHC-
$y3MOHHOM 3aBHCUMOCTH, MalMEHTKAa CMOTJa
BHOBb YCTPOUTbCSA Ha paboTy. OJjHAaKO MaHH-
decTupoBasa Tsxesasa anJiacTudeckas aHeMus,
YTO IPUBEJIO K Pa3BUTHIO [VIYOOKOHW [JUTONEHUH,
CHI>KeHUIo reMmoryio6rHa Ha 20,7 % oT ucxon-
HOTr'O YPOBHS. B pe3ysibTaTe, HECMOTPS Ha MPO-
BOJIMMYI0 Tepaluio, NalMeHTKa norubJsaa m3-3a
pa3BUBLIMXCS UHPEKIUOHHBIX OCT0)KHEHUH.

UcxonHo y 7 nmauueHTOB U3 10 JOCTYNHBIX AJiA
aHa/M3a HabJoAanach NOTPeOHOCTh B TpaHChy-
3UAX IPUTPOLUTAPHOM Macchl. B pesynbTaTe Tepa-

MUK 3 NalKeHTa CTaIU MOJHOCTbIO TPaHCHY3UOH-
HO HE3aBUCHUMBI, B TPEX C/Iy4asix TpaHCPY3UOHHAS
3aBUCUMOCTb COXPAHHUJIACh U B OJJHOM CJIyyae Ha-
6Jil0JjaeTcsl 3HAUMMOe CHIKEHHWe INOTPeOHOCTH
B TpaHcdy3usx. Bce nanueHTsl, y KOTOPBIX COXpa-
HSIeTCsl NOTPeOHOCTh B TpaHCPY3USIX, UMEIOT CO-
Ny TCTBYOLIYIO allJIa3u0 KPOBETBOPEHHUSI.

OnucaHve KJIMHUYECKOro Cayy4as.

[TanueHT 17 N€T MOCTYNUJ B reMaToJIoruye-
CKOe OTJieJieHHe C ajobaMu Ha pe3Kylo cJa-
60CTb, NOXKeJITeHHe KOXXHbIX IOKPOBOB U TeM-
HbIM 1IBET MO4HM B Aekabpe 2003 roaa. ’Kanob6bl
BO3HUKJIM Iocjae 3nusona OPBU. Ananoruy-
Hbl€e KaJ100bl HEOJJHOKPATHO BO3HUKAJIU paHee.
[Ipy o6cief0BaHMU OOHAPYXXEHO CHUXKEHUE
ypoBHs remoryiobuHa o 60-80 r/s, peTuky-
JIOLMTO3, alX30LMTO3, MOWKUJIOLUTO3, TPOM-
bonuToneHuss U JeukoneHus. Ha ocHoBaHuu
IpOBeJIEHHOr0 06C/el0BaHUs YCTAHOBJIEH Aua-
rHO3 NIPUOOPETEHHOU reMOJIMTUYECKON aHEMU U
C peuuJuBUPYIOLIMM Te4eHHEM M Ha3HayeHa
Tepanusa npegHusosioHoM 60 mr/cyt. Kypc cre-
pOUAHOU Tepanuu cocTtaBua 11 Mecdales, ogHa-
KO TOJIOXKWUTEJbHOM JAWHAMUKU HEe OTMeYeHO,
B CBfI3W C YeM ObLJIO NMPUHATO pelleHUe MpoBe-
CTHU CIJIEHIKTOMHUIO.
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PesynbraThl 06cC/€0OBaHUS [0 OINEpaIHU:
sputpouuThl 2,8%10'2/s1, remorsio6un 85 r/u,
YaCTUYHOE BOCCTAHOBJIEHHE YPOBHS TPOMGOIIH-
TOB M JielikonuToB: 132x10/°1 u 5,8x10°/1 co-
OTBETCTBEHHO.

B nocsieonepaliioHHOM Mepuojie Ha 5-i 1eHb
HNalUeHT NpebsABJSET XaA00bl HAa TOIIHOTY
¥ PBOTY, B aHAJIM3aX OTMeYaAeTCsl MOBbILIEHHE
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MOYeBUHBI 10 46,3 MMoJsib/i1. Ha 6-i1 fleHb 3ape-
TMCTPUPOBAH MUK KpeaTHHHWHA KPOBHU Ha ypOB-
He 700 MKMOJIb/JI, pa3BUBAETCHA MOJUYPHUS.
KpomMme Toro, obpanjaet Ha ce651 BHUMaHUe yTJy-
6/1eHrMe aHeMUU B NOC/Ie0NepaluOHHOM MEPUO-
Jle, YTO MOXKET CBU/I€TeJIbCTBOBATh O Pa3BUTHUU
reMoJinu3a (PucyHok 2).
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PllC_yHOK 2. ﬂUHa.MllK'CI zemMamoJio2u4ecKux nokasameseu nayueHma e nocsieonepayuOHHOM nepuode.

[lauueHT nepeBOAUTCS B OTAeJieHHe Hedpo-
JIOTUM J1 Ja/IbHEN1Iero Je4yeHus C JUarHo30M:
OCTPbIN UHTEpPCTULMANbHBIN HeppuT, OITH, Boc-
CTaHOBUTEeJbHbIN nepuoj. CocTossHUE Y[ al0Ch
KyNMpPOBAaTh KOHCEPBATHUBHO, MAlUEHT BbINKCAH
C yJIly4lIeHUEeM.

TakuM o6pa3oM, mocjaeonepaMOHHbIN epu-
OZL OCJIOXKHMJIC Pa3BUTHEM OCTPOrO MOBpEeX-
JleHus1 nodek. Taxkke HaGJIIOAANOCH YXYALIEHUE
aHeMHHU. ITO KOCBEHHO FOBOPHUT O TOM, UTO y Na-
[[UEHTA HAa TOT MOMEHT UMEJl MECTO BHYTPUCO-
CYAUCTBINA reMoJin3 Kak nposiyaenue [1HI, u omne-
paTUBHOe BMeUIATeJbCTBO CIIPOBOLMPOBAJIO
reMOJIMTUYEeCKUU KpU3.

B panbHelleM y mnanyeHTa HEOAHOKpAT-
HO NOBTOPSIJIMCb TEeMOJIUTUYECKHE KPHU3BI, YTO
IpPUBEJIO K TPOMOG03MOO0/IMHU JIETOYHOU apTePHUH,
OCJIOKHUBLIENCA HHGAPKTHOM NHEBMOHUEH,
B ceHTsA6pe 2005 rofa.

Cnycta 2 Mecdana mocje 3mMU304a TPOMOO-
3MO0JIMU TaLMeHT TrocnuTanusupyerca B [e-
MaTOJIOTUYeCKUW HaydHbld UeHTp PAMH pusa
YyTOYHEHHUS] JuarHosa U Mnojabopa Tepanuu.
[lo-npexxHeMy perucTpupyerci aHeMHU4YeCKHH
CUH/JPOM: reMOIJIOOMH 72 T/J, 3pUTPOLHUTHI
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3,57x10%/51, 63 % peTUKYJIOIMUTOB, aHU3OI[U-
TO3, Tesbla Kosiu. YpoBeHb TpPOMOOLMTOB
noBbIlieH A0 558x10°/51, 1edKOUTHI B Npeje-
Jax HopMblI (8,5%x10°/1). [lpo6a Kymb6ca oTpu-
naTesibHasd, reMOCH/IEPHUH B MOYe, MOBBIIIEHUE
CoZilep>kaHuA KeJjiea B MOYe, MOJIOKUTEe/bHbIE
caxapo3Has npo6a u TecT Xema. O6Hapy»KeHbl
reTepo3UroTHble MyTallUi UHTUOUTOpA aKTHBaA-
Topa ma3mMuHoreHa PAI-1 u MTHFR. 1o pe3sysb-
TaTaM OLIEHKU KJIWHHUYECKUX U JIabopaTOPHBIX
JlaHHBIX ObLJ YCTAHOBJIEH JHWAarHo3 NapOKCHU3-
MaJIbHOM HOYHOHM TreMOIJIOGUHYPUH, KOMOUHU-
pOBaHHOM reMaTOreHHOU TPOMOODUINH, acIlyie-
HUYECKOro TPOMOOLUTO3a KU PpEeKOMEeHJ0BaH
npueM BappapuHa, NOJTMBUTAMUHOB U TPaHCy-
3UH OTMBITBIX 9PUTPOLUTOB 10 NOTPEOGHOCTH.
[IpoBoAvMasi Tepamnusi He JaBajia MOJIOXKU-
TeJIbHOTO 3¢ deKTa U Npu ouepeHOM 06cief0-
BaHMU B 2011 roay no-npexHemy coxpaHaeTcs
BbIpa)XeHHasl reMOJIMTUYeCcKass aHeMHd: reMo-
IJIO6UH 64 1/, apuTpouuThl 2,52x102/n, JAT
1550 Exn/n (BepxHsas rpaHuna HopMbl — 450
En/n), ouaupybunemus no 32,1 MKMoOJb/J.
YpoBeHb JIEMKOLMTOB B IpeJesax HOPMBI:
7,2x10°/n, moBbIlIeHHE YPOBHS TPOMGOIMTOB




OPUTNHAJIBHBIE CTATbU

70 594x10°/n. llepuoandecku TpebyeTcs mpo-
BeJleHhe TPaHCPY3UM OTMBITBIX IPUTPOLUTOB
B CBfI3U C TSXKECTbIO aHEMUH.

B 2012 roay naijeHT KOHCYJIbTUPOBAH B KJIU-
Huke IICII6I'MY um. akapg. W.II IlaBsioBa, rme
[0 >XU3HEHHbIM MOKa3aHUSIM ObLI PEKOMEHJO-
BaH 3Ky/sM3yMab. [laiueHT ObLI BaKIIMHUPOBAaH
NOJIMBaJIECHTHOM MEHWHIOKOKKOBOW BaKLMHOU
¢ npodUIAKTUYECKOH 11eJIbI0, OC/Ee Yero Oblia
HayaTa Tepanus 5KyJn3yMaboM B CTaHJApPTHOMU
Jlo3e COoryIacHO MHCTpyKUuHu. [Ipu ob6ceoBaHuU
Jl0 HayaJsia Tepallud YpPOBeHb reMoryJiobuHa co-
craBus 81 r/n. Yepe3s Tpu Mecslja ypoBeHb re-
Moryio6uHa goctur 101 r/, yepes 9 mecsieB —
124 r/n.

[Tocne nepBoro BBeAeHus ypoBeHb JIJII' cHuU-
3uJsicsa ¢ 2000 Ea/n no 446 Ex/n (BepxHsisi rpa-
Hua HopMbl — 450 Ef/n). 3a Bech nepuoy, Ha-
6/110/1eHus1 OblJI0O OTMeUYeHOo 2 Cay4yas pa3BUTHUSA
reMOJIMTUYECKUX Kpu3a ¢ nosbiwieHuem JIJAT
o 848 En/n v 989 Ex/n v naseHrneM ypoBH4 re-
MorJsio6uHa fio 58 r/sn u 69 r//a, COOTBETCTBEH-
Ho. 06a ciy4yas ObLIM CBSI3aHbI C HapylLIeHHUEM
pexxuMa BBeJleHUsl NpenapaTa M3-3a 3aJepkKKU
IOCTaBKM MpenapaTa B perdoH. B oboux cayya-
X MOTpeboBasach rOCHUTAJU3aLUsA NallMeHTa
U NpoBeJieHUe TPaHCPY3UH OTMBITBIX 3PUTPO-
LJUTOB.

Ha koHTposibHOM BU3UTe B MIoHe 2016 roga
COCTOSIHUE  YA0BJIETBOPUTEJbHOE, CaMOYyB-
CTBUE XOpolllee, xayiob HeT. YpoBeHb JI/II' B ipe-
Jenax HopMbl (550 Ef/n). lemorno6un 122 r/x,
sputpouuthbl 3,2x10'%/51, ypoBeHb JIEHKOIM-
TOB B npejiesiax HOpMbI: 5,92%10°/n1. [Ipumeua-
TeJIbHO, YTO TPOMOOLUTO3 KYNMUPOBAJICH U ypo-
BEHb TPOMOOIUTOB TaKXKe HOpPMaJu30BaJICs
(132x10?/n). [layueHT HAXOAUTCA MOA HAGJIIO-
JleHeM Ha MOMEHT HalKCaHUSs CTaThU.

O6cyxxaeHue

[lapokcusmanbHass HO4YHasgd TIeMOTJIOOUHY-
pusi — 3TO XpPOHUUECKOE 3a60/1€eBaHUE, ACCOLUU-
POBaHHOE C )KU3HEYTPOXKAIIIUMHU OCJ0XKHEHUS-
MU Y BbICOKOM CMEPTHOCTbIO MALUEHTOB [7].

Haubosiee omacHbIMH Cpefd OCJA0XKHEHUH
[THT aBasitoTCcA TpOMO03bl, MPUBOASAIIME K CMEP-
TH MaLUEeHTOB B 22-67 % cayyaes [7, 10, 15, 28].
HecmoTps Ha TO, 4TO HanboJIee HaCTO TPOMOO3bI
y nanueHToB c [IHI' sokanusywoTcsa B ry60Kux
BEeHax U Me3eHTepHaibHbIX BeHax [29], 70 6,5 %
c/ly4yaeB NMPUXOAUTCSA HAa TPOMOO3bI JIETOUHBIX
cocyzoB. 60 % nanueHTOB, NepeHeCIINX NepBbIX
TpoM603, MOTUbaT B TeYeHHUE NepPBbIX 4 JieT
nocjie TpoMb6oTu4yeckoro coobitus [30].

[lo JaHHBIM NPOBEZEHHOTO aHa/u3a Bce Ma-
[[UEHTbI UMEJIU KaK MUHUMYM OJJHO OCJIOXKHEHU e
[THT. ¥ 9 u3 10 nauueHTOB ObLJIO 3apervucTpu-
pOBaHO 2 W 6oJiee OCA0KHEHHH 3a00JieBaHUS.
Benyiee mecro cpeau nocaencrsuit [IHI' 3aHu-
MalT TPOMOOTHUYECKUE OCJ0KHEHUS, KOTOpbIe
HauboJsiee 4YacCTO JIOKaJM30BaJMChb B COCYAax
JIETKUX.

B 65 % caydaeB y nauuenToB c [IHI' guarHo-
CTUpyeTCsd XpOHU4YecKass 6osie3Hb mnovyek [31]
v oT 8 1o 18 % cayyaeB cMepTH CBs3aHBbI C MO-
BpexeHueM novek [11, 32]. [loBpexeHue no-
yek y nayueHTOoB ¢ [THI' MoxkeT 6bITh Kak OCTpOe,
TaK U XpOHUYecKoe. B ocHOBe moBpex/ieHus no-
YyeK JIEXKUT MpsiMasi TOKCUYHOCTb reMOIVIOOHUHa,
TUIIOBOJIEMUSI U UIIEMHUS TKaHU IMOYKH, 3aKy-
IOpKa KaHaJblleB reMOM U KpUCTaJlaMU Mo4ve-
BOU KuCJIOTHI [33]. BHyTpucOCyqUCTbINA TreMo-
JIU3 NPUBOJAUT K MACCUBHOW TeMOIJIOOMHYPUU
U OCTPOMY KaHa/bLleBOMY HEKpO3y, KOTOPbIA
SIBJISIETCSA IPUYUHOU OCTPOTr0 NOBPEXAEHUS N0-
yek y nanueHToB c [THI' [34-36]. XpoHuueckui
remoJsin3, xapakrtepHbld A [IHI, npuBogut
K OTJIOXKEHHUI0O TeMOCHJIeEpUHA B MPOKCUMaJlb-
HOM 4YaCTHU KaHaJ/Ibl[eB MOYKH U HApPYLIEHUI0 UX
¢ynkuuu [37, 38]. I[lo gaHHBIM JUTEPATYpPBHI,
y nanyeHToB ¢ [IHI' anu3o04b1 ocTporo noBpex-
JleHUs1 NI04YeK CONPOBOXK/JAAJINUCh JIabOpaTOPHBI-
MU IPHU3HAKaMU BHYTPUCOCYAHUCTOr0 reMoJin3a:
CHUXKEHUE TeMOrJIOOWHA, MOBBbILIEHWE YPOBHS
JI/II, reMoryio6MHypUs, TUIlepOUINPYOUHEMUS
[39, 40].

B HauieM aHa/M3e OCTpoe MM XPOHHUYeCKoe
NOBpeX/JeHue MNo4YeK OblLJI0 JUAarHOCTUPOBAHO
y 7 nauveHToB U3 10. B npejcTaB/iieHHOM KJU-
HUYECKOM cJlyyae B IOC/eOoNepalMoOHHOM Ile-
puojie y maluueHTa HabJI0JaluCh KINHAYECKUE
U J1abopaTOpHble NMPU3HAKU OCTPOTO MOBPEX-
JleHus1 moyek. Kpome Toro, o6paTu/io Ha cebs
BHHMaHHe HapacTaHWe aHeMUHU. Tak Kak onepa-
TUBHOE BMeIIATEeJNbCTBO SBJISIETCI (QaKTOPOM,
aKTUBUPYIOUIMUM KOMILJIEMEHT, MOXXHO NpeAIo-
JIOXKUTb, YTO OCTPOE MOpPaKeHHe MOYeK U Hapac-
TaHUE TSHXKEeCTH aHEMHUHU OblJI0 BbI3BAHO [eMOJIU-
TUYECKUM KPHU30M.

CeMb MayMeHTOB TpebOBa/d MpPOBeLeHUS
TpaHCPY3UH 3PUTPOLUTAPHON Macchl. Y Tpex
M3 HUX MOTPEOHOCTh B reMoTpaHCcPy3UsxX Oblia
006ycJi0oBJIeHA reMOJIM30M, TaK KaK 3TH MalleH-
Thl CTpajanu kuaccuyeckorl ¢opmoit IHI 6Ges
NPHU3HAKOB allJla3ul KPOBETBOPEHHUS.

CornacHo HanuoHa/nbHBIM KJIMHHUYECKUM
peKoMeH/JalUsM N0 JUAarHOCTUKE U JIeYeHUIO
NapOKCU3MaJIbHOW HOYHOW TeMOIVIOOMHYPHH,
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B c1y4yae o6HapyxeHus kjiaoHa [THI 2 0,01 % na-
[IUEHT MOJJIEXXUT JaJbHellleMy HabJ/0eHUI0
¥ MOHUTOpUpOBaHUIO [1]. laHHBIN MOAXOJA, MO-
3BOJISIET CBOEBpEMEHHO pacno3HaThb e60T [THI
Y IpeJJOTBPATUThb XKU3HEYTPOXKaKIIMe MOCae/-
CTBUsI 3abosieBaHUs. B suTepaType BcTpeua-
I0TCA ONUCAHUA CJIy4daeB, B KOTOPbIX Ka0H ITHT
B TeueHUe 5 JjieT yBesnyuBasics ¢ 5% o 67 %,
YTO MPHUBEJO K MHOXECTBEHHbIM TpPOMO03aM
KOPOHAapHBIX apTepud M rubesu NayueHTKH
[19].

Y 2 nanyeHTOB B HabJil0jaeMoOM KOTopTe 00-
Hapy>KeHO HapacTaHKe KJIoHA. B ToM yucse y ox-
HOTO NallMeHTa B Te4YeHHe JBYX JIeT IPOU30LIJI0
HapacTaHMe MUHOPHOTO KJoHa A0 89 % Ha rpa-
HYJIOLIMTAaX C pa3BUTHEM KJWHUYECKOW KapTu-
Hbl [IH[, moTpe6oBaBiueit Tepanuu. PerynsipHbii
MOHUTOPHHI pa3Mepa KJIOHA MO3BOJIMJ CBOEB-
peMeHHO HauaThb Tepanrio B 060UX CaydasiX.

B TeueHue fecATUIETUN AJi JledeHUs Naliv-
eHTOB c [IHT 6bL71a 0CTYIHA TOBKO MOAAEPKHU-
Ballllasg Tepamnusi, BKJ/OYawLasg TpaHCPy3Uu
OTMBITBIX 3PUTPOLUTOB, TJIOKOKOPTUKOUJBI,
npenaparThl XKeJjie3a, aHaboJIUYeCKUEe CTEPOU/BI,
npemnaparsl AJisl CTUMYJISALAY 3pUTPOI0I3a, aH-
TUKOAryJsSHTHI [29, 41, 42].

PagukanbHbIM MeTogoM u3aedyeHus [IHI
SBJISIJIACh M OCTaeTCsl Ha HACTOSIIUU MOMEHT
TpaHCIJIAaHTalMsA KocTHOro Mmo3ra (TKM). Opgxa-
k0 TKM comnpsikeHa ¢ BBICOKMM PUCKOM OCJIOX-
HEHUU U CMepPTH, B CBA3U C YEM JJaHHbIA METOJ
He SIBJISIeTCS Tepanued MepBOoro BbIGOpa MpHU
kJaccudyeckoi ¢popme IMTHT [1, 43].

C 2011 ropa B Poccuu 6b11 3aperucTpupoBaH
Y pa3pelleH K IpUMeHEeHHUI0 3KyIM3yMab — npe-
napat naroreHerudeckod Ttepanuu IIHI, mo-
JlaBJIIOUIUNA aKTUBHOCTb KOMILJIEMEHTA NMyTeM
6sa0kaapl C5 komnoHeHTa. [losBaeHUe 3Ky/IU-
3yMaba 3HAYUTEJbHO MOMEHSJIO KaK MOJAXO/bI,
Tak U pesysbraThbl Tepanuu [THI. Kak nokasan
a”anus M. Loschi et al,, BbkMBaeMoCTh nalueH-
TOB, OJIy4aBUIMUX 3Ky/aAM3yMab, cocTtaBuaa 92 %
npoTuB 68 % B rpyInie UCTOPUIECKOTO KOHTPO-
Jil B Te4eHHUe 6 JieT. 3Ha4YUTeJIbHO CHU3UJIaCh Yya-
CTOTAa TPOMOOTHYECKUX COOBITUN Y NALlUEHTOB,
noJly4yaBIIMX 3KyJau3yMao: 4% mnpotuB 27 %
B FpyIIle HICTOPUYECKOT0 KOHTpOJIA [44].

[Ipu npoBeZieHNM aHa/IKM3a KOTOPThI MalUeH-
TOB OblJI 3aperuCTPUPOBAH OJUH CJy4ald cMep-
TH, He cBaA3aHHbIN ¢ [IHI. B faHHOM ciy4dae Ha-
3HayeHue TapreTHod Tepanuu [THI' no3Bosnio
JIOCTUTHYTb 3HAUYUTEJNbHOrO 3gdeKTa: Kynupo-
BaJics reMoJiu3 (cHuxeHue ypoBHs JII ¢ 5503
El/n no 673 En/n nocne nepBoit UHPY3UH, HOP-
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MaJIu3alUs MoKa3aTeJsisd Ha 31 Mecdl, Tepanuu),
CHU3WJACh TpaHCPY3HOHHAsA 3aBUCHMMOCTb, Na-
I[MeHTKa BepHyJach Ha paboTy. Ho maHudecra-
U TSKeJIOM alllaCTUYeCKOW aHeMHUM NpHUBeJia
K UHQEKIMOHHBIM OCJIO)KHEHHUSIM U Tubesu mna-
nueHTKU. OcTa/IbHble NALlUEeHTHI )KUBBI.

OfHoOM U3 1esier NPpOBOAUMOrO HaMHY aHaJHU-
3a Obl1a oueHKa 3pGEeKTUBHOCTH TepanuM 3Ky-
Jn3yMaboM. 3a KpuTepruu 3G PeKTUBHOCTU Mbl
NPpUHAJIA u3MeHeHUe ypoBHA JI/IT, kak Mapkepa
reMoJiu3a, U YpoBHSl TeMOIJIOOMHA B CpaBHe-
HUU C UCXOAHBbIM. CHUKeHHE WJIM NpeKpallleHue
TpaHCPY3MOHHOU 3aBUCHUMOCTH TaKXe OLIEHU-
BaJIOCh, HO KaK KOCBEHHbIN NpPU3HaK 3 PeKTUB-
HOCTH.

JvuHamuka cpeaHux nokasatesei JIAT u re-
MOIJIOOMHA 3a BeChb Nepuo/, HabJIo[eHHs B KO-
ropTe NalMeHTOB OTPaXKeHa Ha pucyHke 1.

[Tocsie mepBOroO BBEJIEHUS CPEeJHEE CHXKEHUE
ypoBHs JI/II' B KoropTe HabJil0JjaeMbIX MallUeH-
TOB cocTaBuo 68,2%, B TOM 4ucje y O4HOrO
nanyeHTa O6blj1a JOCTUTHYTa HOpMaJiku3alus 1o-
KasaTeJid Y ellle Y TpeX NalieHToB ypoBeHb JIJT
He MpeBbllliaJl BEpXHIOW rpaHully HopMbl (BI'H
paBHa 351 En/n). TakuM o6pa3om, npuMeHeHUe
TapreTHOM TepanuM 3KyJIU3yMaboM MO3BOJIUJIO
OBICTPO KYNMUPOBATb BHYTPHUCOCYAUCTBIN reMo-
au3. BoaHom caydae y nauueHTku ¢ [IHI Ha poHe
MUEJIOJUCIJIACTUYECKOTO CHHJpPOMA COXPaHs-
eTcsl Bbicokui ypoBenb JIAT (689 Ex/n— 1624
En/n), 4To MOXeT 0ObACHATBCSA KaK 3KCTpaBa-
CKYJIIPHbIM T€MOJIM30M, TaK U CaMOBOJIbHBIM
HapylleHHeM peXrMMa NpUMeHEeHHUs Npenapara.
B ocTanbHBIX ciaydyasax HOpMaJu3alus ypOBHSA
JIAT' 1 KynupoBaHHe reMoJin3a OblJIA JOCTUTHY-
Thl Yepe3 1-3 Mecsilja IpUMeHeHUs Ipenapara.

Kak M0XHO BUZeTb Ha pucyHke 1, BOCCTaHOB-
JIeHHe YPOBHS reMOIrJIo01MHa MPOUCXOAUT 3HAY M-
MO MeJlJleHHee B CPaBHEHUHU C HOpMaJu3alnven
JIAT, oco6beHHO y NaleHTOB C CONMYTCTBYIOLIEN
ansia3ued kKpoBeTBopeHHs. CpenHee MOBbIlIe-
HUe YPOBHSI reMOIJI00MHa Ha oTMeTKe 21 Mecsl1l
coctaBuio 21,6 % OT UCXOAHOTO.

B To ke BpeMmd, U3 7 MalUEeHTOB, KOTOPbIM
TpeboBasoCh NpOBeJieHUue TpaHCPY3UH [0 Ha-
yajia Tepanuu, 3 NalMeHTa CTaJu MOJHOCTBIO
TpaHC)Y3MOHHO HE3AaBUCHUMBI U B OZJHOM CJiydae
NOTPeOHOCTh B TpaHCPY3UsAX 3HAYUMO COKpa-
THJach. Bce manueHThbl, Y KOTOPbIX COXPAHSETCS
noTpebHOCTh B TpaHcy3usx, uMetoT [IHI B co-
YeTaHUM C allJla3ued KpOBeTBOPEHHSL.

[THI' npuBOAUT K MHOXECTBY OCJO0KHEHHH,
NOpaXKalLUX pa3MiHble OpraHbl U CUCTEMBI.
Y 6osbLIMHCTBA NMAlMEHTOB B HallleM aHaJu3e
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BCTpeyaeTcss 2 U OoJsiee OC/IOXHeEHUs 3aboJie-
BaHUs OJHOBPEMEHHO, YTO 3HAYUTEJbHO YXYJ-
IIaeT COCTOAHME NMalyeHTa U MOXXeT NPUBeCTH
K [IpeX/ieBpeMeHHOU CMepTH.

C 2014 roga B Poccun cywecrByroT Hanuo-
HaJIbHble KJIMHAYEeCKUe peKOMeHJalMu 1o Aua-
THOCTHKE U JIeYeHUI0 IapOKCU3MaTbHOM HOYHOH
reMorJioGMHYpUH, NOMOrawlhe MpPaKTUKYI0-
IIMM BpayaM CBOEBPEMEHHO JUAarHOCTUPOBATb

3TO KHU3HEyrpoXxariiee COCTOAHHE W Ha3Ha-
YUTb AJI€KBATHYIO TEpaIllluI0 COIVIACHO YyKa3aH-
HBbIM B JOKYMEHTE IIOKA3aHUAM. CBOBBpeMeHHO
HasHa4Y€HHad Tepalnnud MOXXeT CHU3UTb PUCK I10-
BTOPHBIX TpOM6030B U CMEPTHU IMALIMEHTOB.

KoHiuKT nHTEpEecoB
ABTOp 3asBJ/sieT 06 OTCYTCTBHE KOH(QJIMKTA
MHTEpPeCoB.

in a patient with paroxysmal nocturnal hemoglobinuria.//ClinNephrol
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RETROCHORIAL HEMATOMA AS A RISK FACTOR FOR HEMATOLOGICAL
COMPLICATIONS DURING PREGNANCY

Pe3siome.

Ileab McciaeaoBaHMsi. BoisgBieHUe reMaTo-
Jlorn4yecknx GaKTOPOB pUCKa Pa3BUTUS PeTpPoO-
xopuasibHOU rematombl (PXT).

Martepuas u metoabl. O6cieoBaHo 157 Ge-
peMeHHbIX, 70 UX KOTOpPbIX UMeJM B aHAMHe3e
cuHgpoMm notepu mioza (CIII), y 35 661U BbI-
siBJIeHbl pakToOpbl pucka Bo3HUKHOBeHUs CIIII.
Y 36 (34,3 %) KeHIUH OT OOILero 4yucJjaa Ha-
6/10aeMbIX NMALMEHTOK Obljla JUAarHOCTUPOBA-
Ha peTpoxopuasnbHas rematoma (PXTI). /luaruo-
CTHUKA [IPOBOJMJIACh Ha OCHOBAaHUM Y3U opraHoB
Masioro Ta3a. JlabopaTopHoe ucclef0BaHUE
BKJIIOYAJIO OMNpefiesieHue MOJIEKYJISIPHO-TeHe-
THYECKUX MAapKepOB TPOMOODUINU U PYHKIU-
OHaJ/IbHYIO OLIEHKY CHUCTEeMbI reMOoCTa3a.

PesynbraThl. [eHeTHYECKUN aHA/IU3 B I'PYII-
1e BbISIBUJI BBICOKYI YacCTOTY MYJIbTUI€HHbBIX
dopM TpoMboduINM, KOTOpPblE ObLIM O0OHApY-
keHbl y 77,8 % OepeMeHHbIX. [eTepo3urotrHoe
HOCHUTeJAbCTBO MyTauuu ¢paktop V Leiden y mna-
uueHTOK ¢ PXI' BcTpedasioch OCTOBEPHO Yallle,
yeM B 370poBOM nonyasauuu. Cpeay nagueHTOK
C peTpoXopHaJbHOW reMaTOMOW N0 CPaBHEHUIO
¢ koHTposibHOU rpynno#t (KI') 310poBbIix Gepe-
MEeHHBIX yKe B | TpuMecTpe BBIIBUJIUChH U3Me-
HEeHUSs], CBUJETENbCTBYIOINE O HAJIMYUU Yy HUX
TUIEPKOAryJIsiHU.

3axksrouyeHue. CoyeTanve peTpoOXOpHATBbHOMU
reMaToMbl C HacJeACTBEHHONW TpoMO60odUIU-
el MOBbIIIAaeT PHUCK PeNpOAYKTUBHBIX MOTEpPb
3a cyeT OpMUpPOBAHKSA NEePBUYHOM IJIalleHTap-
HOW HeJOCTaTOYHOCTHU. BhisiBiieHHe (aKTOpoOB

22

Abstract.

Objective. Identification of the hematological
risk factors for the development of a retrochorial
hematoma.

Material and methods. 157 pregnant
women surveyed, 70 of whom had a history of
miscarriage, 35 had risk factors for miscarriage.
36 patients (34,3 % of atotal number of observed)
had a retrochorial hematoma on ultrasound
examination.  Laboratory tests included
determination of molecular-genetic markers of
thrombophilia and functional evaluation of the
hemostatic system.

Results. A multigenic form of thrombophilia
was detected in 77,8 % of the pregnant women
on a genetic test. Carriers of Leiden mutation
were observed more often among patients with
retrochorial hematoma than among patients
without it. Patients with retrochorial hematoma
had changes correlating with the existence of a
hypercoagulable state more often than pregnant
women without it even in the first trimester of
pregnancy.

Conclusion. The combination of retrochorial
hematomaand hereditary thrombophiliaincrease
the risk of miscarriage due to the formation of
primary placental insufficiency. Identification of
risk factors for the development of retrochorial
hematoma is the key to the timely prevention of
reproductive losses.




OPUTNHAJIBHBIE CTATbU

pucka pa3sutua PXI' aBisgeTcd 3a710romMm CBOeB-
peMeHHON NpPOPUIAKTUKU PENnpoAYKTUBHBIX
N0Tepk.

KimroueBble ciioBa. PeTpoxopuasibHas rema-
TOMa, KOoaryJorpammMa, HacJie[CTBEHHasd TPOM-
60dunus.

OpHoM M3 HauboJiee aKTyaslbHBbIX MpPo6JeM
COBPEMEHHOT0 aKyllepCcTBa 0CTaeTCs NpobJiemMa
pPEeNpoOAYKTUBHBIX MOTePb. AKTyaJlbHOCTb 3TOU
3a/1a4¥ 00yC/I0BJIeHA HE TOJbKO KOJIMYEeCTBEH-
HbIM CHW)XXeHUeM HacesieHUs1 P®D, HO U TeH/eH-
[[Mel K YMeHbIIEHUIO B NOMYJISLUU 0011el 01
JleTel M MOJPOCTKOB, T.€. CHUKEHUEM pe3epBa
penpoaykuyu. CBA3b MeXx Ay penpoAyKTUBHbIMU
NOTEPSIMU Y HApyIIEHUSMU B CUCTEME reMOoCTa-
3a cerofiHs NpUBJeKaeT 0c060e BHUMaHHUE aKy-
1IepOB-TMHEKOJIOTOB U remartoJsioroB. Hanbosiee
IIMPOKO B 3TOM acClleKTe 06Cyk/JaeTcs mpodJiemMa
TPOMOOTHUYECKHUX HapYLIEHUH, 0COGEHHO Ha CTa-
Aurn GopMupoBaHUs XopuoHa. Cpeau NpUYMH
CaMONPOM3BOJILHOTO NpepbIBaHUsl GepeMeHHO-
CTU U BOSHUKHOBEHUS MO3/JHUX aKyLIEPCKUX OC-
JIOXKHEHUH B MOCJIeJHUE T'O/ibl CTa/IU BbIJIEATh
TaK Ha3blBaeMbId «MaTOYHbIK (aKTop», KOTO-
pbli MOXET OBbITb NpPeJCTaBJEH He3PeJOCThI0
3HJOMEeTpUs U HapyLIEHUsSIMU B CUCTeMe reMo-
crasa. [1, 2]. Yka3aHHble U3MeHEeHUsI TPUBOASAT
K HEIOJIHOLEHHOCTU MPOIeCCOB UMIJIaHTalUU
U IJaneHTauuu. YacTblM NMPU3HAKOM MNATOJIO-
rMYeCcKOro pa3BUTHUsS XOpHUOHA fBJSAETCA 006-
pa3oBaHUe pPeTPOXOpPHATbHBIX rematoM. B 06-
ey Nony/as Uy 6epeMeHHBIX 3TO OCJ0XKHEHUE
BcTpeuaeTcsa B 3 % ciaydaeB [10]. Eciu He npo-
U30iJieT rubesib IMOPUOHA, TO B JAaJIbHENILEM
BO3MOXXHO pas3BUTHE IJIALLEHTApPHON HeNOo-
CTAaTOYHOCTU B 24 % ciiy4aeB, NpexJeBpeMeH-
HbIX poZoB B 16-19 %, npeaknamincuu — B 8 %,
3a/lepKKA pa3BUTUA maoda—B 7% ciaydasax
[9,10]. Beicokas yacToTa aKyllepCKUX U IepUHa-
TaJIbHbIX OCJI0KHEHUH MPU NAaTOJIOTUU XOPHUOHA
Ha paHHUX CpOKaxXx 6epeMeHHOCTU JUKTYeT He-
06X0UMOCTb 60Jiee IJIyOOKOT0 U3y4YeHUs JaH-
HOM mpo6/ieMbl. 3HAYMMYI0 POJib B Pa3sBUTHUHU
TPOMOOTUYECKHUX OCJIO)KHEHUH BO BpeMsi bepe-
MEHHOCTU M, COOTBETCTBEHHO, B HapylleHUU
deTomIaLeHTapHOr0 KPOBOOOPpAleHUsSI UTPAIOT
pa3/iMuHble BPOXJEHHble U TNPUOOpEeTeHHbIe
TPOMOOQUINY — COCTOSIHUSA, TpejpacioJiara-
ole K TUNepKoaryJslUOHHbIM H3MeHeHHU-
aM. [lo pasHbIM JJaHHBIM, Ha JOJII0 MOC/JAEJHUX
B CTPYKTYpe NPUYHH NOTEPHU MJI10a IPUXOJUTCS

Keywords. Retrochorial hematoma,
coagulation, inherited thrombophilia,
hypercoagulation.

The authors have no disclosures.

oT 40 1o 75 % cay4aeB [3,5]. Cpeau BpoxaeH-
HbIX TPOMOODUINUN MyTaluu reHoB ¢pakTopa V
(bakTop V JlelizeH) u npoTpoM6HHaA (MPOTPOM-
6uH G20210A) 60/1bIIMHCTBOM HCCefjoBaTeeN
paccMaTpUBaIOTCSl KaK He3aBUCHMMble PaKTOpPbI
pHCKa NOBTOPHBIX 3MU30/0B NOTepH maoga. Ha-
JIUYMEe MHOXECTBEHHbIX TPOMOOUINYECKUX
ZlebeKTOB NOBBILIAET PUCK MpepbIBaHUA Oepe-
MEHHOCTH B 9-14 pa3 1o cpaBHEHHIO C 4-KpaT-
HbIM PUCKOM B IPUCYTCTBUU OJHOTO JedpeKTa.

3HaHUA 3aKOHOMepHOCTell (GOpMHUPOBaHUA
3MOpHodeTasbHON CUCTEMBI SIBJSIOTCS MpU-
OpPUTETHBIM HallpaBJIEHUEM B COBPEMEHHOU
penpoaykTtosiorud. VIMeHHO B paHHHE CpPOKHU
6epeMeHHOCTHU 3aKJIa[blBAlOTC OCHOBBI ILIa-
[IeHTapHOM HEeAO0CTAaTOYHOCTH, KOTOpasl SIBJS-
eTcs epBOUCTOYHUKOM HebJuiaronosydus Bo Il
u lIl TpuMecTpe 6epeMeHHOCTH. B cOBpeMeHHBIX
JIMTEePaTypPHbIX UCTOYHUKAX MpeACTaBJIEHO He-
JlOCTaTOYHOE KOJIMYeCTBO JAaHHBIX O MaTOTeHe-
3e OTCJOWKHM XOpPMOHA U CBSI3aHHBIM C HeW 00-
pa3oBaHUEM PETPOXOPHAIbHOUW reMaTOMBbl, KaK
O/IHOT'0 U3 OCJIOXKHEHUW paHHEro nepuoja bepe-
MEeHHOCTHU. B CBSI3U C 3THUM BbIsiBJIeHHE HAKTO-
POB pUCKa pa3BUTHSA PETPOXOPHUAJIbHOU reMaTo-
Mbl SIBJIIETCS 3aJI0TOM aJIeKBaTHOM, a IJIaBHOE,
CBOEBpEMEHHOW NPOPUIAKTUKU PenpofyKTUB-
HbIX IIOTEPb.

Marepuasa u meTogbl. OCHOBHbIMHU UCTOUYHU-
KaMU MHGOpMaLUU [/l NPOBeJeHUs] UCCIefi0-
BaHUs SABUJINCH 157 UHAUBUya/bHBIX KapT Ge-
peMEeHHbIX, KOTOpble HabwAanuch B CII6I'BY3
«KeHckas koHcynbTauus Ne 22». Cpenu Hux, 105
6epeMeHHbIX UMeau B aHaMHe3e CIIII uau dpak-
TOPBI PUCKa ero BO3HUKHOBeHUs. Y 36 (34,3 %)
>KEHILIMH OT OOIero 4yvcsja HaoOJloJaeMbIX Ia-
[IMEeHTOK Obljla JMAarHOCTUPOBAHA PETPOXOPH-
asibHag remaTtoMma. /luarHocTuka NpoBOZWJIACH
Ha ocHoBaHuM Y3U masoro Tasa. Cybxopuab-
HYI0 reMaToMy, KaK IpaBUJI0, AUAarHOCTUPOBAIHU
B 7 HeJleJlb 6epeMeHHOCTH (4YTO COOTBETCTBYET
BpeMeHHU perpecca xesaToro tesa). [I[pu oneHke
npeHaTa/lbHbIX (GAKTOPOB pUCKA GepeMeHHble
C peTpoXOpHUaJbHOM reMaTOMON UMeJId BBICO-
KUM 6asa— 28,9, COOTBETCTBYIOLIMU BBICOKO-
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My pucKy. Haindyre BbICOKOro NnpeHaTaJbHOTO
pucka otimyasno ux ot K[, rae cpegnuit 6asn co-
ctaBuJ Bcero 9,9, uto no mkase O.[. @posioBoit
COOTBETCTBOBAJIO HU3KOM CTENEeHU pUCKa.

PesynbTaThl uccaefsoBaHud. KinHudeckas
XapaKTepUCTHKa OepeMeHHbIX C peTpPOXOpHU-
aJIbHOM TreMaTOMOM HECKOJbKO OTJMYajiach
OT TAaKOBOW y »KEHIIMH, He UMEKIIUX JaHHOTO
ocnoxxHeHud. B 47,2 % cay4yaeB cpegu 36 xeH-
IIMH C pPeTPOXOpHaJbHON reMaTOMOMN JaHHYIO
NaTOJIOTUI0 HMeJu OepeMeHHble B BO3pacTe
30-35 sieT. Y 6epemenHbIx ¢ PXI' B mpoiiyioM 3Ha-
YUTeJIbHO 4alle, B 55,6 % c/y4aeB, B OCHOBHOM
B | TpuMecTpe 6epeMeHHOCTH, BCTpeyasiach He-
pa3BHBawOIlascs 6epeMeHHOCTh, YTO JOCTOBEP-
Ho yaile, yeM B KI' (p<0,001). B 41,7 % cny4yaeB
nepes HacTylJIEeHWEM HacTosiluied 6epeMeHHO-
CTU UMeJIO MeCTO NpepbiBaHUe OGepeMeHHOCTH
1o >kesiaHuto. O6pailaet Ha ce6s1 BHUMaHUE TOT
daxT, uTo cpeau xkeH1uH ¢ PXI' c nepBoi 6epe-
MEHHOCTbI0 HabOJI0JaJUCh BCero 6 ManueHTOK
(16,7 %), uTo 3HAYMTeNbHO pexe, ueM B KI. ITu
JlaHHble TO3BOJIAIOT MPeJIOJOKUTh BIUAHUE
BHYTPUMAaTOYHbIX BMeIIaTeJbCTB HAa pa3BUTUE
PXI' B TeyeHHe nocieaywmux 6epeMeHHOCTEN.
Hacrosujas 6epeMeHHOCTb Y KeHUIUH C PETPO-
XOpHaAJIBHOM TeMaToMOM mnpoTekasa B 94,4 %
C/lydaeB C peUJUBHPYIOLIel yrpo301 npepbiBa-
HUS B paHHUeE CPOKM rectanuu. Takoe ocioxHe-
HUe 6epeMeHHOCTH, KaK Mpe3KJIaMIICUsl JIETKO!
CTelleHH, pa3BUJIACh y MOJIOBUHbI GepeMeHHBbIX
c PXI. CuHppoMm 3ajiepKKU pa3BUTHUA ILJIOJA
OblJ1 JUAarHOCTUPOBAH y OepeMeHHbIX JaHHOH
rpynnsl B 19,4 % caydaeB. B mpouecce cb6opa
aHaMHe3a y 6epeMeHHbIX ¢ PXI" 6bl/1a BbIsiBJIeHA
HebJ1aronpusaTHasA Hac/leCTBEHHOCTD 110 TPOM-
O0TUYECKHUM OCJIOXKHEHUSIM CpeJU OJIMKAUIIUX
poAcTBeHHUKOB. Tak, cpeau 36 »KeHIMH C yKa-
3aHHOM matoJsiorueit 27,8% (10 6epeMeHHBIX)
MMeJIM POJICTBEHHUKOB C TpPOMOO3aMH W MH-
Cy/JIbTaMU Pa3/JIMYHOM JIOKAJIU3aL UK, YTO 3HAYU-
TeJIbHO 4alle, 4yeM B KI, rae faHHag naTtosiorus
BcTpeyasiach Bcero B 5,8 % (p<0,01).

HecMoTpsi Ha OTCYyTCTBHE CYLeCTBEHHbBIX
pas3/IM4ui N0 OT/AEeJbHbIM NOKa3aTelsIM MeXAy
rpylnnamMy, CpaBHUTEJIbHbIA aHaJU3 MO3BOJIUJ
BbISIBUTb CTaTUCTUYECKU 3HAUYUMble COYEeTaHUS
NapHbIX KJWHUYECKUX I[PU3HAKOB, KOTOpbIE
ObLJIM XapaKTEepHbI TOJIbKO [Jis OGepeMeHHBbIX
C reMaTOMOW. 3HAUUTEJbHO 4allle y 3TUX KeH-
IIIUH 3a60JieBaHUe IUTOBUAHOM Kese3bl (AUT)
coueTtasioch ¢ 6ecriogueM (p = 0,018), u36bI-
TO4YHOM Macco#t Tesa (p = 0,03), xpoHUYeCcKOU
a"Hemue (p = 0,03), pasBUTHEM MHOTOBOJUS
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(p = 0,03). ¥ 6epemeHHbix ¢ PXI' kK pa3sBUTHIO
C3PIl yaue npuBOAWJIO HAJMYUE XpPOHUYe-
ckor aHemuu U Al coorBetrcTtBeHHO, p=0,03
U p<0,05. 3ga0MeTpPHO3 OPraHOB MaJjoro Tasa
B Co4YeTaHUU C BbigBJeHHbIM ['C/[ BcTpeydasicsa
TOJIBKO Y 6epeMeHHbIX ¢ reMaToMoi (p = 0,03).
KpomMme Toro, B rpynne ¢ PXI' mo3gHas yrposa
BbIKHK/IbIIIA Yallle BCTpeyaach y 6epeMeHHbIX,
MMeIOLIMX He61aronprusaTHbIN TPOMOOTHUYEeCKUI
aHaMmHe3 (p = 0,002).

[laToreHes ¢opmupoBanus PXI, koTopblH,
[0 JAaHHBIM JIMTEPATyphl, CBA3aH C U3MEHEHU-
MU reMOJUHaMUKHU B 3HAoMeTpuu [1], a Tak-
»Ke BBICOKMU MPOLLEHT GepeMeHHbIX, UMelL[UX
B aHaMHe3e CIIIT u TpoM60oTHUYECKHE OCT0XKHE-
HUS Y POACTBEHHHUKOB, SIBUJIUCh MOBOJOM JJis
o6cJielOBaHUS MALMEHTOK C PeTPOXOpUaIbHOM
reMaTOMOM Ha HOCHUTEJBbCTBO NOJUMOpPH3Ma
reHOB, aCCOLUHUPOBAHHBIX C HacCJeJCTBEHHOU
TpoMb6oduueii [5,6]. AHa/IU3 JaHHBIX 110 BbISIB-
JIEHHI0 MyTalluy reHOB, CTPOr0 acCOLMUPOBaH-
HbIX C TPOMOO30M, NOKa3aJ, YTO reTepOo3UroT-
HOe HOCUTeJNbCTBO MyTanuu ¢aktop V Leiden
y NMalUeHTOK C peTpOoXOpUaJbHOW reMaTOMOMU
BCTpeYaoch OCTOBEPHO Yallle, YeM B 3[J0pOBOM
nonyasanuu (13,89 u 4,40 % cOOTBETCTBEHHO;
OR=0,28;95%CI0,89-0,91;p <0,05).TeTepo3u-
roTHoe ke HocuTesIbcTBO MyTanuuu 20210A rena
IpPOTPOMOUHA UMEJIO JIMUIb TEH/EHIIMIO K TOBbI-
IIEHUI0 Y OepeMeHHBbIX KEHIIUH 10 CPAaBHEHUIO
c I'TIP (5,56 u 2,20 % cooTBeTCcTBEeHHO). [OMO3U-
rOTHOE HOCUTEJbCTBO nosuMopdusma 677 T/T
B reHe MTHFR BrigaBsJIOCHE JOCTOBEPHO Yallle,
yeM B nonyjaauuu xkeHWUH CeBepo-3amnagHo-
ro pervosa (27,78 u 10,10 % cooTBETCTBEHHO;
OR=0,29;95%C10,13-0,68; p=0,003).'omo3u-
rOTHOE HOCHUTebCTBO noumopdusma C/C reHa
Gpllla 6bL10 OOHapykeHO yalle y MalUEeHTOK
C peTpoxopuasbHOU reMmaToMoit (2,78 %), Torga
KaK B rpyIie MonyJasiiMOHHOTO paclpeseeHus
JlaHHBIK mosinMopdusM umes mecto B 0,90 %
cnydaeB. OHAKO 3TO He ObLJIO CTAaTUCTHUYECKHU
3HAYMMO.

[eHeTUYeCKMN aHa/JM3 B LEJOM MO TpyIl-
1e BbISIBUJI BBICOKYI YacTOTY MYJIbTUT€HHbBIX
dbopM TpoM6b0dUIMH, KOTOPBIE OBLIN OOHAPYKe-
Hbl Y 77,8 % 6epeMeHHbIX. CoueTaHUe [BYX pas-
JIMYHBIX OJIMMOPPU3MOB BCTpevyanocb y 47,2 %
O6epeMeHHBbIX KEHIIUH C PeTPOXOpPHUaJIbHOU re-
MaToMo#. Yaule Bcero 3TO ObLIM pas3/iMyHbIE
KOMOMHAaIMU NoJrMopdu3Ma reHa MHTHUOUTO-
pa axktuBatopa mnsia3muHoreHa (PAI-I): PAI-I
u MTHFR—13,9%; PAI-1 u ¢ubpuHoreH —
8,3 %; PAI-I u Gpllla— 8,3 %; dakTop V Leiden
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u PAI-1—5,6%. CoueraHue nosuMopdursma
renHoB MTHFR u ¢ubpuHoreHa ycTaHOBJIEHO
B 8,3% csyyaeB. CoueTaHWe TpexXx IeHOTHUIIOB
BcTpevyasoch y 25,0 % O6epeMeHHBIX C peTpo-
XOpHUaJIbHOM reMaTOMOM B CJIeAyHOLIUX KOMOU-
Hauusx: PAI-I, MTHFR, ¢ubpunoren — 8,3 %j;
Gpllla, MTHFR, ¢pubpunores — 2,8 %; ®akrop V
Leiden, PAI-I, ¢ubpunoren — 2,8 %; Paktop V
Leiden, PAI-I, MTHFR — 2,8 %; 20210A reH npo-
TpoMmb6uHa, Gpllla, MTHFR—2,8% cay4aes.
Y 2 GepeMeHHbIX BbISIBJIEHO coyeTaHUe 4 pas-
JIMYHBIX NOJIUMOPPHU3MOB.

B naHHOM paboTe OblI IPOBE/IEH CPAaBHUTE I b-
Hblil aHaJIU3 3aBUCUMOCTU Pa3BUTHUS KJIUMHUYeE-
CKOTO COCTOSIHMSI OT Ha/IMuusl y OGepeMeHHbIX
HOCHUTEJbCTBA OINpeJieJIEHHOT0 MoJUMOpQHU3-
Ma reHoB. O6paujasio Ha cebss BHUMaHUe, YTO
obpa3oBaHHe peTPOXOPHAJbHOM TeMaTOMBbI
y KEHIUH NpU NepBod OGepeMeHHOCTU UMEeJO
3aBUCUMMOCTb OT Ha/IMYUSl y HUX FeTEPO3UToT-
HOr0 HOCUTeJbCcTBA MyTanuu ¢paktop V Leiden
(p = 0,024). Kpome Toro, coueTaHue PeETPOXO-
pHUaJIbHOU reMaTOMbl U HOCUTEJbCTBA MyTallun
daktopa FV Leiden gocToBepHO 4yalie NpUBO-
auio k pazutvio XMIIH (p = 0,02). [logo6Hast
3aBUCUMMOCTb He BbISIBJISJIAaCh Y MALUEHTOK Oe3
06pa3oBaHUsl pPETPOXOPUAIbHOW TeMATOMBI.
YcTaHOBJIeHA CBSI3b MeXJy 0Opa3oBaHUEM pe-
TPOXOPUAJbHOW IeMaTOMbl U HOCHUTEJbCTBOM
nosiumopdusma 677 T/T B rene MTHFR p =0,02.

Bcem 6epemenHbIM ¢ PXI' 6bl1a mpoBesaeHa
OlleHKa COCTOSIHUS reMocCTasa. B 1jesiom no rpym-
ne yxe B [ TpuMecTpe BbISIBUJIMCh U3MEHEHMUS],
CBU/IETEJbCTBYIOLIME O HAJUYUU Y HUX TUIEp-
Koarynsinud. CTaTUCTUYECKU JOCTOBEPHO ObLI
cHUXeH uHJeKc AIITB 1 noBblllieHa aKTUBHOCTD
dakTtopa Buanebpanpga. BeisgBUnace Takxke
omnpejesieHHas TeHJEeHLUs U K YCUJIEeHUI0 BHY-
TPU COCYAWCTON aKTUBALUK TPOMOOLMUTOB, YTO
BbIPAXXaJI0Ch B HEKOTOPOM YBEJMYEHHUU CYMMbI
aKTUBHBIX GOPM KpOBSIHBIX MJACTUHOK U YMC-
Jla TPOMOOLUTOB, BOBJIEYEHHBIX B arperarhbl.
Bo Il TpuMecTpe n3MeHeHHe B CTOPOHY rumnep-
KOaryJisiLiud COXPaHUJIOCh TOJIbKO 10 MOKa3aTe-
saM AIITB. IIpu aToM o6paljaia Ha ceb6s1 BHUMa-
HUe 60Jiee BbICOKAsi aKTUBHOCTb aHTUTPOMOHHA
y KEHIIUH C TeMaTOMOM MO CPaBHEHMIO C KOH-
TpoJieM. Y4uTbiBad, 4YTo co Il TpumecTpa 4yacThb
YKEHIIVH 0Jly4yaja aHTUTPOMOOTHYECKYIO Tepa-
NMI0, aHa/IU3 M0Ka3aTeJiel reMocTas3a B 1[eJI0M
10 TPYIIe MOXXHO ObLJIO CYUMTATh HEJOCTATOYHO
00 bEKTUBHBIM. B CBSI3U C 3THM, Y KEHIUH C pe-
TPOXOpHUAJIbHOM reMaToOMOM 6blJ1 NPOBEJIEH HH-
JUBU/lyaJIbHbIMA aHa/IM3 IapaMeTPOB reMOCTa3a,

KOTOPBbIM MO3BOJIMJI YCTAaHOBUTH CJEeJyIOLIee.
Y 20 KeHW|HWH NapaMeTpbl reMocTa3a He BbI-
XOAWUJIW 32 Mpefesibl HOpMaJibHbIX KOJ1ebaHUH,
YCTAaHOBJIEHHBIX JJI1 JAHHOT'O CPOKAa HOPMaJIbHO
npoTekawliei 6epemeHHOCTH. Y 16 (44,4 %) Ge-
peMeHHbIX IPU3HAKU TMIIEPKOAaryasiliiu UMeJn
MecCTO ye B [ TpuMecTpe, 4YTO NpPOSBJISIOCH 10-
CTOBepHbIM cHUKeHHeM unzekca AIITB go 0,85
110 CPaBHEHHUIO C KOHTPOJbHOM rpynnoi — 0,95
(p<0,05). Bo Il TpumecTtpe no cpaBHeHuUto ¢ KI
TaK)Ke oTMedaJioCchb CHMXeHHe HHJekca AIITB
Jo 0,86, 4To CcBUAETeJbLCTBOBAJO O HapacTa-
HUY KOAryJsilJMOHHOTO MOTeHIjhala KpoBU. Jlyis
KEHIIMH C W3HA4YaJIbHO BbISIBJEHHBbIMU MpPU-
3HaKaMH TUIEPKOoary/siuu Obljla XapaKTepHa
HauboJIbIIasi YAacTOTAa BCTPEYAeMOCTH TMOBbI-
meHHoOro ypoBHs D-gumepa. [Ipu aToM ypoBeHb
D-aumepa B npegenax oT 2000 u 6osee 3000
HT'/MJI ,OCTOBEPHO 4allle BbisBJsaca Bo Il Tpu-
MeCTpe Y KEeHIIIMH C IPU3HAaKaMU TMIepKoaryJis-
I[UM [0 CPAaBHEHUIO C 6epeMeHHbIMH, HE UMEIO-
IIMMH MAaTOJIOTUYECKUX CABUTOB B | TpumecTpe
(p=0,035).

CTaTUCTHYECKMMU MeTOZaMHU OBbLIU BbISBJIE-
Hbl KOppeJSIUOHHbIE CBSI3U MEXJy U3MeHeHU-
MU [OKa3aTeJied reMocTa3a U KJIUHUYECKUMU
npusHakamu. Cpeju 6epeMeHHbIX, Y KOTOPbIX
ObLIM BbISIBJIEHbI T€ WU WHble MPU3HAKH THU-
nepkoaryasuuu (cHmwxeHue AIITB, noBbillieHUE
noKasaTeJiel NpOTPOMOUHOBOIO TeCTa, MOBbI-
lleHWe KOHIeHTpauuu ¢(GuOpHUHOreHa), BbIsB-
JiIeHa J[0CTOBepHasl 3aBUCHUMOCTb OT BO3pacTa
NalMeHTOK (cTeneHb TeCHOThI cBSI3U —1r=0,12,
p<0,05). Cpeau >XeHILUH, UMEIOIUX MPU3HAKU
rUIepKoaryisiiuy, ObL11 6epeMeHHble CTapllei
BO3PACTHOW IPyNIbl C BbISIBJIEHHBIM HOCHUTEJIb-
ctBoM MyTanuu ¢akrtopa FV Leiden (r = 0,124,
p<0,05), uMerle BapUKO3HOE pacUIMpeHUe
BeH HWXXHUX KoHeyHocTeH (r = 0,04, p<0,05).
Cpeau HUX 4Yallle BCTPEYaIUCh KEHIUHBI, UMe-
IolMe B aHaMHe3e UCKYCCTBEHHbIE abopThI (I =
0,144, p<0,05) 1 caMmonpou3BOJIbLHOE MpeEpPhI-
BaHHe 6epemeHHOCTH (r = 0,106, p<0,05). Kak
NpaBWJIO, THUIEPKoary/asyusi KoppeadpoBaja
C runepToHUYecKol 6oJiesnbio (r=0,1,p<0,05).
OTMeyeHa KOppeasALIMOHHAsA 3aBUCUMOCTb MeX-
Zly 3aboJieBaHUEM IOYEK y GepeMeHHbIX U IOo-
BbIIIEHMEM II0KasaTesel YypoBHA D-aumepa
Bo II u IIl Tpumectpe 6epeMeHHocTU. CpaBHU-
TeJIbHbIM aHaJIu3 03BOJIWJI BbISIBUTb CTATUCTU-
YeCKU 3HAaYUMble COYeTaHUS MapHbIX KJIUHUYE-
CKMX MPU3HAKOB, KOTOpblEe ObLIM XapaKTepHbI
TOJIBKO JIJis1 6epeMeHHbIX C FUIepKoary/syen.
HocutenbctBo MyTtanuu ¢akrtopa FV Leiden
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KOppeJMpoBaJio Y 3TUX KEHLUH C pa3BUTHUEM
XMIIH (p <0,05), Hannuyue I'b npuBesio K pa3Bu-
tuio C3PII (p <0,05), npexxaeBpeMeHHbIe PO/ibl
yalle BCTpedyasucb y OepeMeHHbix ¢ BPBHK
(p<0,05).

[lepeunicieHHble OC/IOXXKHEHHUSI B COYETAHUU
C TUnepKoaryJ/siuel paclileHUBaIuCh KaK MoKa-
3aHUS K Ha3HAYEeHUIO TellapuHOTEPANHUH.

B 29 cayyasx (77,8 %) npousouivd CpouyHble
poabl, y 5 6epeMeHHbIX (13,9 %) OblLIM mpe-
»KJleBpeMeHHbIe POo/ibl HAa CPOKaX 6epeMeHHOCTH
31-36 HezeJb, YTO HECKOJIBKO Yallle, YeM B IpyII-
ne 6epeMeHHbIX 6e3 reMaToMbl (8,7 %), B TO Bpe-
Ms kakK B KI' mpex/ieBpeMeHHbIX POJ0B He ObLJI0
(p<0,05).

O6cyxxaenue. [IpoBeieHHbIM aHA/U3 TOKa-
3aJ, YTO Pa3BUTHUI0 PETPOXOPUAIbLHOU remMaTo-
Mbl CHOCOOCTBYIOT cijefylouide GakTopbl pu-
CKa: 4aCTOTa BHYTPHMATOYHbIX BMEILIATEbCTB,
HaJlMyMe 3MMU30/l0B MOTEpU IJIOJAa BO BpeMs
npeJlecTByOLell 6epeMeHHOCTH Ha pPaHHUX
CpOKax recTalluy, UCKYCCTBEHHOE NpepbIBaHUE
6epeMeHHOCTU IepeJsi HACTyIlJIEHUEeM HaCTOfl-
el 6epeMeHHOCTH, Heb1aronpusiTHasi HacJe-
CTBEHHOCTb [10 TPOMOOTHUYECKUM OCJI0’)KHEHUAM
cpeau OJMKAWIIMX POACTBEHHUKOB, BbICOKAs
4acTOTa MYJbTUTeHHBbIX GOpPM TPOMOGOPHUIUH.
B nepuop 6GepeMeHHOCTH, ocjioKHeHHOU PXT,
ObLIM JUAarHOCTUPOBAaHbl M3MEHEHHUS] B CUCTe-
Me TIeMOCTa3a, KOTOpble XapaKTepU30BaJIUCh
cumkeHueM AIITB, nosellleHreM MoKasaTesied

IPOTPOMOUHOBOTO TECTa, MOBBIIIEHHWEM KOH-
IeHTpanu GUOpPUHOreHa, MOBbILIEHUEM MOKa-
3aTesiell ypoBHs D-pumepa. [lpusHaku runepko-
ary/isijiu ObLIM XapaKTePHbI AJis OepeMeHHBbIX
CTapuied BO3pacTHOU TpyNIibl C BbISIBJEHHBIM
HOCUTeJIbCTBOM MyTauuu ¢akrtopa FV Leiden,
MMEIIMX BapUKO3HOe paCllMpeHHe BeH HWX-
HUX KOHEYHOCTEeH, C TMIepTOHUYEeCKOU 6oJies-
HbI0O B aHaMHe3e WM MaHUPeCTUPOBAHHOU
B Iepuos OepeMeHHOCTH, NpPU OOOCTpeHUHU
XPOHUYECKOM I0Ye4YHOM maToJioruu. Ilepeuuc-
JIEHHbIe OCJI0)KHEHUS1 B COUETAHUU C TUIIePKOa-
TyJsLUeNd paclleHMBaJIUCh KaK I0Ka3aHUA K Ha-
3HAYEHUIO rerlapuHOTEPAIUH.

3akuouyeHnue. [losiBaeHne peTpoxoprUaibHOU
reMaToMbl y »EeHIIUH C NpU3HAKaMH yrpo3bl
npepbiBaHUs 6epeMeHHOCTH MOXKHO pacCcMaTpH-
BaThb KaK OTAroumawuui GpakTop HapylleHUH
B Ilepyo/ie paHHEeN U MO3JHeHN CTaJAuU UMILJIaH-
TallU¥, CBA3aHHBIX C U3MEHEHUAMH B CUCTEMe
remocTtasa. CoyeTaHue peTpPOXOpPHUAJbHOU re-
MaTOMbI C HacJe[ACTBEHHOU TpoMboduIren no-
BbIIIAeT PUCK PENPOAYKTHUBHBIX IOTEPH 3a CUET
dbopMHpOBaHUS NEPBUYHON MJalleHTapHOU He-
JlOCTaTOYHOCTU. BrisAiBieHHe (aKTOpOB pHCKa
pPa3BUTHUA PETPOXOPHUAJIBHOU reMaTOMbl ABJISA-
eTCsl 3aJIOTOM CBOEBPEMEHHOW MpPOPUIAKTUKHU
penpoAyKTUBHBIX IOTEPb.

ABTOpBI 3asBJSAKOT 00 OTCYTCTBUM BO3MOX-
HbIX KOHQJIMKTOB UHTEPECOB.
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6uos102u4eckozo azeHmcemaar», Cankm-Ilemep6ypz

Tepmuuowm [THI'-K/10H Ha3bIBalOT KJIOHBI KJle-
TOK CO CBOE0Opa3HbIM HapylleHUeM CTPYKTYpbl
MeM6paHbl — CHUKEHHOH 3KCIIpeccuei UM oT-
CYTCTBUEM Ha MOBEPXHOCTU KJIETOK OEJIKOBBIX
CTPYKTYp — TaK Ha3bIBaeMbIX SIKOPHbIX MPOTe-
MHOB, 00ecreyrBamIIUX 3alUUTy COOCTBEHHBIX
KJIETOK OT JIeCTPYKTHBHOI'O BO3/leHICTBUS aKTH-
BUPOBAaHHOro KoMIjeMeHTa. Hanudue nopmo6-
HOT'O KJIOHA JIEXKHUT B OCHOBE Pa3BUTHUSA TAKOTO
peAkoro 3aboJsieBaHHUs, KaK MapoKCU3MaJsibHas
Ho4yHas reMmorniobunypus (ITHI), B cBsA3u ¢ ueM
aHOMaJIbHbIN KJIOH C JedeKTOM SIKOPHBIX Ipo-
TEMHOB TMOJIy4uJ CBOE Ha3BaHMe. [IpuynHOMU
NOSIBJIEHUS MATOJIOTUYECKUX KJIOHOB fIBJISAIOTCA
coMmatuyeckue mytauuu PIGA-reHa, Koaupyro-
mwero cuHte3 GPI (rnukosun-pochatugua-uHo-
3UTOJIbHBIX) SKOPHBIX IPOTEUHOB B F€eMOMO3THU-
yeCcKUX CTBOJI0BbIX KieTKax (['CK). B pesynbTaTe
NOSIBJISIETC aHOMaJsIbHasl MOMYJSLUS 3PUTPO-
LJUTOB, XapaKTepU3yLUXCA MOBbIIIEHHON YyB-
CTBUTEJIbHOCTBIO KJIETOYHOM 000JIOYKH K KOM-
IJIEMEHTY 3a CUET HapylIeHUs PUCOeJUHEHUS
«3alUTHbIX» 6eskoB ¢ GPI-akopsiMu K moBepx-
HOCTHU KJieTKU. Hanbosiee 3HaYMMbIMHU IKOPHBbI-
MU 6enkamu saBasTcsa CD59 (Protectin; MAC-
inhibitor), koTopbiii ¢opMHUpyeT 3aUUTHBIN
b6apbep 3pUTPOLMTOB OT JM3UCa NPU aKTHBA-
UM CHCTeMbl KOMIIJIEMEHTA U NpeJoTBpallaeT
obpa3oBaHHe MeMOpaHOATaKYIOIIEr0 KOMILJIEK-
ca (MAK) u CD55 (DAF — decay-accelerating
factor), npeporBpamarumuii popMHUpoBaHUE
koHBepTa3 C3, 4To ocnabJssgeT Kackaj peakyuiu
KOMILJIEMEHTA.

[Tockonbky B ocHoBe ¢dopmupoBaHus [IHI-
KJIOHA JiexxaT u3MeHeHus Ha ypoBHe ['CK, Ha-
pylleHHass 3KCIpeccusi SKOPHbIX MPOTEHWHOB
MOXeT ObITb OOHapy>XeHa Ha pa3J/IMYHbIX KJie-
TOYHBIX JINHUAX. BHeipeHre B IPaKTHUKY MeTO-
Jla TPOTOYHOM IUTOMETPHUU C HUCHOJIb30BAHMU-
€M CKPUHUHTOBOM naHesu ¢ Mapkepamu CD55
u CD59 (/11 peTUKYJIOLMTOB U 3PUTPOILMTOB),
CD24/FLAER (pgna rpanynouutoB), CD14/
FLAER (/11 MOHOLIMTOB) MO3BOJISIET OIpeje-
JIATh MONYJSALMI0 KJIETOK KPOBU C AePULIUTOM
GPI-akopHbix npoteuHoB ([IHT-ka0H) ¢ ToOY-
HocThio 10 0.01 %. B HacTofee BpeMs cepTU-
burpoBaHHble J1abOpPaTOpPUM, NPOBOASAILUE
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K/IMHUYECKOE 3HAYEHHUE ITHI'-K/IOHA. TPUHIMIIBI BEAEHWA BOJIbHBIX

nccaengoBaHusad Ha Haaudde [IHI-kaoHa B 1e-
JIIX MEePBUYHOW JUArHOCTUKH U NOCJeAyIolle-
ro MOHUTOPHUHIA, pabOTaldT B COOTBETCTBUU
¢ MexxayHapoaHbIM nnpotokosioM [CCS. IIpotoko-
JIOM MpeAycCMOTpeHa olpejeséHHass MeTOoAWKa
NpOBeJleHUs] HCCIe0BaHUs, peKoMeHJAyeMas
NaHeJb peaKTHUBOB, popMa NpeacTaBJeHHUS pe-
3yJIbTaTOB aHajiu3a. B mosiyyaemoM wu3 sabo-
paTopuM pe3yJbTaTe YKa3blBaeTCHd HaJlU4ue
kJseTok [THI'-k/i0Ha B IpOLeHTHOM OTHOLIEHUHU
KO BCEM HMCCJIe[JOBAaHHBIM KJIeTKaM JJaHHOU KJie-
TOYHOM JIMHUHU, 2 IPUMEHUTEJIBHO K 3PUTPOLIU-
TaM OTMe4daeTCs NPOLEeHT SPUTPOUJHBIX KJIETOK
cyactuyHoi (Tun II) v mosiHow (Tum 1) yTpaToi
GPI-akopHbix npotervHOB. Pasmep IIHI-kyoHa
OLleHMBAETCA 0 JIeUKOLMTapHbIM MOKa3aTessIM
(06bIYHO — pa3Mepy KJIOHA IO TPaHYJIOLUTAM),
MOCKOJIbKY pa3Mephbl KJIOHA Cpeiyu 3pUTPOLUTOB
BecbMa BapuabesibHbl Y OJHOTO U TOTO e 60JIb-
HOro0. JTO 06YCJIOBJIEHO MOTepeN YaCTHU KJIETOK
KJIOHA 3a CYET reMoJiM3a, a y TpaHCPY3UOHHO-
3aBUCUMBIX OOJIbHBIX — HaJIMYMEM B IJUPKYJIS-
UM JOHOPCKUX 3PUTPOLIUTOB.

Pasmep kJjioHa MeHee 1% OOGBIYHO KJIMHHUYE-
CKOTO 3HAaYe€HUSI He MUMeeT U CylleCTBEHHBbIMU
OTKJIOHEHUSIMU B KJIMHHUKO-/1ab0paTOPHbBIX IO-
Ka3aTeJsIsIX He CONPOBOXJAeTCs, a NpOsIBJAeHUS
3a00JIeBaHUdA, CBA3aHHble ¢ HasuyueM I[IHT-
KJIOHA, HAaYMHAKOT BBISBJIATHCH, KaK HpPaBUJIO,
npu ero pasMmepax cBbliie 10 % o6b1iero KoJiu-
yecTBa KJIETOK KpoBHU. [I[poBe/ieHHble UCCIe[0-
BaHUS MOKa3al, YTO KJIMHHUKO-/1ab0paTOpPHbIE
NpU3HAKM XPOHHUYECKOTO HWHTPABACKY/ISPHOTO
reMoJiu3a UMelTCs, KaK NpaBuJio, IpU NaToJo-
ruyeckoM KJioHe Gosiee 20-25 %. Knunuuecku
MaHUQPECTHBIM TreMOoJIN3 C M3MEeHEeHHEM IBeTa
KOXXM U MOYM, OWUJIUPYOHHEMHEH pa3U4HOMN
CTeNeHHU BBIPAXKEHHOCTH, OCTOSIHHBIM MpPEeBbI-
1IeHueM HOpMaJsibHOTO ypoBHA JI/I[' cbIBOPOTKH
KpOBHU B 3-4-5 pa3 u 60s1ee, 3aKOHOMEPHO COMPO-
BoxkaaeT [THI' ¢ ki1oHoMm 70-80 % u BeIme. [Ipu
IpPOMeEKYTOYHBIX pa3Mepax KJA0Ha Yallje HabJito-
JlaeTcsl TpaH3uTopHoe noBbienue JIII B 1,5-2
pa3a OT HOpMaJibHbIX 3HAYEHHU M.

[lapokcusmasibHas HOYHAsA TeMOIJIOOUHYPHUS
KaK OT[esibHasg Ho3o0Jioruyeckass ¢opma -pep-
Koe (To4yHee — yJbTpapeAKoe) 3ab0/eBaHUE,



B ITOMOLLUb ITPAKTUYECKOMY BPAYY

B OCHOBe IIaTOreHe3a KOTOPOTO JIEXKUT INOsABJIe-
Hue [IHI-kyonHa. ¥ crpagaromux [THI' nanHbIN
fledpeKT SIBJSIETCS CaMOCTOSTEJNbHOM MaToJIO-
rved U pa3Mep KJOHa Ko0JiebseTcsl B UIMPOKUX
npenesiax. KpoMe Toro, BO3M0XHbl pa3/iMyHbIe
BapUaHTbl COOTHOLIEHUS B IMpejesax KJOHA
KJIETOK C TIOJIHBIM U YaCTUYHbBIM JlePEKTOM IKC-
NpEeCCUM SIKOPHBIX MPOTEMHOB Ha HAPYXKHOU
MeMOpaHe KJEeTOK. XpOHHUYecKass aKTHUBalus
a/JibTepHAaTUBHOro nyTH npu Aedunute GPI-
SIKOPHBIX NPOTEUMHOB MNPUBOAUT K Pa3BUTHIO
[IHI' ¢ TakuMu XapaKTepHBbIMU NPOABJIEHUA-
MH, KaK reMOJIMTUYECKasA aHEMHUS C TUIIUYHBIM
BHYTPHUCOCYAUCTBIM T'€MOJIM30M U TPOMOO3BI.
[Ipruém TpoMOGOTHUUECKHE OCJI0KHEHUS HAOJIIO-
fawTtca y 29-44 % 6osbHbIX U 40-67 % cay4a-
€B JIETAJIbHOTO MCX0Ja MPU TKENIOM TeYeHUU
[THT' 06ycsioBJieHbl UMEHHO TPOMOOTHUYECKHUMU
cobbiTUAMU. HccienoBaHUSMU NOCAEAHUX JIET
nmokasano, yto [1HI" aByisgeTca ofHUM U3 HaHUbO-
Jiee OMaCHbIX NMPOTPOMOOTHYECKUX COCTOSIHUH,
a TpoM603bl nipu [THI' 06yc/oBa€HBI CI0KHBIM
naTopu3n0J0TMYeCKUM MeXaHU3MOM (C couye-
TaHUEM MOBbIIIEHHOW aKTUBAaLUW TPOMOOLU-
TOB U 3HJ0Te/Ms, HapylieHneM GUOPUHOJIN3A,
Ba30KOHCTPHUKIIMEN U JIp.) U XapaKTepPU3YIOTCS
IeJblM psiJioM oco6eHHOCTed. BO3MOXHbI Kak
BEHO3Hble, TaK U apTepuaJbHble TPOMOO3bI
pas3avM4yHOM JokKanusanuu. [Ippuuém Tpomb6OTH-
yecKUe COOBITHSI MOTYT UMETb MECTO NpPHU He-
6osb110M padmepe [THT kjoHa U MUHUMa/IbHOM
reMoJiu3e, 1 00bIYHas aHTUKOATYJIsIHTHas Tepa-
1Sl He KOHTPOJIUpPyeT TpoM603bl npu [THI, yTo
ObLJI0 [TOKAa3aHO B psjie uccaenoBanui. Cienyer
oTMeTUTb, uTo [THT (koa mo MKB10 D59.5) BHe-
ceHa B «[lepeyeHb *KHU3HEYTPOXKAOLIUX U XPOHU-
YeCKH Nporpeccupymoiiux pejkux (opdaHHBIX)
3a60JieBaHUM, MPUBOASAIIMX K COKpAIlleHH IO ITPO-
JIOJKATEJIbHOCTH YKU3HU I'PaXKJaH UJIM UX UHBa-
JugHocTh». COOTBETCTBEHHO, IPU BbISIBJIEHUHU
6osibHBIX ¢ [THI, oHM BK/IHOYAKOTCA IO OOIIMM
npaBWJaM B pervuoHasbHbli cermMeHT Peje-
pPaJIbHOTO perucTpa Jul, CTPafarLUX KU3Hey-
rpOXKAKLMMU YU XPOHUYECKHMMU NIPOTPECCUPYIO-
KMMH opdaHHBIMU 3a60JIeBAaHUSMU.

Hapsigy ¢ camocTosiTe/IbHBIM 3a60JieBaHUEM,
[THI-k/i0oH pa3/iMYHON BeJUYMHBbI BCTpeYaeTcs
TaKXe y Onpeje/IEHHOW 4acTU GOJIbHBIX allja-
ctuyeckord aHemuedl (AA) (mo 70 % 60/bHBIX)
U MUeJIOAUCIIAaCTUYECKUM cuHJpoMoM (M/IC)
(10-25% no pAaHHBIM pa3JUYHBIX aBTOPOB),
pexxe MpU APYrUX OHKOTeMaTOJIOTUYECKUX 3a-
6os1eBaHUAX. B CBSI3W € 3TUM, COIJIaCHO peKo-
MeH/JlalUsIM MeXyHapOAHbIX PYKOBOJACTB U OT-

e4eCTBEHHbIX KJHWHHWYECKUX peKOMeHJaluH,

knaccuukanus [HI npepycmaTtpuBaeT cneny-

Iollle BApUAHTHI:

e KkJaccuyeckasd ¢opMma, XapaKTepu3ylolas-
Cl KJIMHUKO-1ab0paTOPHbIMU NpPU3HAKaAMU
BHYTPHUCOCY/JUCTOTO reMoJ/in3a 6e3 MpH3Ha-
KOB /IpyTUX 3a60JieBaHUH, CBSI3aHHBIX C He-
JlOCTaTOYHOCTBI0 KOCTHOI'O MO3ra;

e [IHI, puarHoctupyeMas y nauuMeHTOB ¢ AA
(AA/IIHT), MAC (MAC/IIHT) u kpaiiHe pea-
KO — MHesiopubpo3oM  (UAUOMATHUYECKUU
muenopubpos/IHI), korga mpu 3TUX 3a-
0oJieBaHUAX HUMEITCA KJUHUYecKue u/
WM JlabopaTOpHble MPHU3HAKU BHYTPUCO-
CYAYCTOTO reMoJIM3a, a B nepudpepudeckoin
KpOBH olpejesisieTcd KJI0H KJeTok ¢ [THI-
deHoTHUIIOM;

e cyOkguHHYecKkass ¢opMa 3abosieBaHus (AA/
cI[THI, MZIC/clIHI, uanonaTuyeckui Mueso-
¢ubpos/cllHI'), anarHocTupyeMas y mnauu-
€HTOB 0e3 KJIMHUYECKHUX U JIabopaTOPHBIX
NPU3HAKOB reMoJ/iM3a, HO MPU HaJIMYUU MU-
HOpHOro KJioHa KJieTok c¢ [IHI-¢peHoTHmoOM
(xaxk mpaBuJio < 1 %). CnefyeT OTMETHUTD, 4TO
cyokanHuyeckoe Teyenue [THI' MmoxeT oTme-
4aThCs U NIpU 60JIbILIEM pa3Mepe KJIOHa.

3HaueHue BbigBJeHUs [THI-kioHA 06yci0B-

JIEHO TeM, YTO NP pa3/IMYHbIX BapUaHTax 3abo-

JIeBaHUS KJIOH JJINTEJbHO CylLleCTBYeT JIaTEHT-

HO U KJIMHUYECKH NPOSIBJASIETCS NPU PAa3BUTHUU

TSOKEJIBIX  OCJIO)KHEHUHM (TpoM603bl, MovyeyHas

HEeJI0CTaTOYHOCTh) WJM 3abojieBaHHEe NpOTeKa-

eT Mo/, MaCKOU JIpyrux NaTOJIOTUH, a KJIOHbI He-

O60JIPLIMX pa3MepoB MOTYT MpPOrpecCUpPOBaTh,

M y 4acTH OOJIbHBIX C COYeTAaHHOW MaToJIOrHeln

HabJtoZaeTcs TpaHchopMaLUsl B KIACCUYECKYIO

[THT.

Koro »xe o6csiefoBaTh Ha Hajd4yhe H3Me-
HEHHBIX KJeTOK? VMeeTcs mnepedyeHb NaTOJIO-
TMYeCcKUX COCTOSIHMM, OCHOBAaHHBIM Ha 4acToTe
BbIsAiBJIeHUA [IHI-K/J0Ha y pas/ju4yHBIX Tpymn
60/IbHBIX. B 3TOM mepeuHe QUTIypUPYIOT Takue
3ab60J/1eBaHUSA U IATOJIOTUYECKUE COCTOSHHUS, KaK
[IMTONEHUU HEsSICHOTO reHe3a, aHeMUH C BHYTPHU-
COCYAMCTBIM reMOJIM30M, TPOM603bl HEOOBIYHOM
Jiokanusanuu. CoOTBETCTBEHHO, NMOKa3aHUAMHU
aJid ckpyuHuHra Ha [THI aBasiroTcs:

e BHyTpUCOCYJUCTBIA TeMOJIU3 MO JAaHHbIM
reMorJIoOOMHYPUHU WUJIM MOBBILIEHUIO YPOBHSA
reMorsiob1Ha B IJia3me.

e HeoOGbsICHUMBI TreMoJiM3 B KOMOWHALUU
C OJIHUM W3 CJeJyILUX NPU3HAKOB: Aedu-
LUT KeJie3a, 60JIU B KUBOTE, TPOMOO3, Ipa-
HYJIOLATONEHUS U/UIA TPOMOOLUTONEHHS.
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e Ilpo6peteHHas Kymb6c-HeraTuBHas reMoJiu-
TU4YecKas aHeMus (6e3 LIU301[MTOB B aHAJIU-
3€e KpPOBH, He CBfI3aHHasl C UHPEKIUSAMHU ).

e TpomM603 Cc HeEOOBIYHBIMM NPOSIBIEHUSMH,
TaKMMHU KaK HeOoOblYHas JiOKaju3anusa (me-
YeHOYHbIE U JIpyrue BHYTPUOPIOLIHbIE BEHBI,
1epebpasibHbIe CHHYChI, KOXKHbIE BEHBI ), TPH-
3HAaKaMM COMYTCTBYIOIEH TeMOJUTUYECKON
aHeMHUH, HEOO'bSICHUMbIMU LIUTONEHUSIMHU.

e [I[pr3HaKu HEJOCTATOYHOCTH KOCTHOT'O MO3-
ra, B TOM 4McJje npy AA, UH/I0JIEHTHBIX popMax
M/IC.

[Ipu BbISIBJIEHUMU TOW WU UHOU PopMbl 3a-
6osieBaHusl ¢ HasumuyueM I[IHI-kjJoHa TakTHKa
BeJleHHUs MaldeHTa 3aBUCUT KaK OT KOHKpeT-
HOM HO30J1I0TU4YeCKOU GOpPMbI, TaK U OT pasMepa
Y KinHu4Yeckour 3HaduMocTu [THI-knoHa. B niep-
BYIO o4yepenb, Kak npu kuaccudyeckou [THI, Tak
M NpPU COYETAHHBIX MATOJIOTUSAX, HEOOXOJUMO
onpeAeJUTh MPU3HAKU BHYTPUCOCYAUCTOTO Te-
MOJIM3a U OLeHUThb CTelleHb aKTUBHOCTU UMEIO-
merocs remosrsa. OnpesesieHUI0 oKa3aTeJsel,
OTpaXKaIIUX CTelleHb BbIPa)KEHHOCTHU MaTOJIO-
rudyeckux npoueccos npu IIHI' u pucka passu-
TUS TSXKEJIbIX OCJA0XKHEHUH, BKJIIOYasi TPoMO6o-
TUYEeCKHEe OCJIOKHEHHS, MOYEeYHYI0 NaTOJIOTHIO,
NOBbILIEHHE JIEFTOYHOTO JaBJIEHUS, NOCBAILLEH
LeJbld psSJ UCCAeOBaHUM. YCTaHOBJIEHO, YTO
ypOBEHb TeMOIVIOOMHA, HECMOTPS Ha 3aKOHO-
MepHOe IOBbILIEHHOE pa3pylleHue 3PUTPO-
IIUTOB C JlePEeKTOM 3KCIPECCUU SKOPHBIX MPO-
TEUHOB, CJYXUTb HWHJWKATOPOM aKTHBHOCTHU
npouecca He MOXeT, nockoJibKy npu [IHI ot-
CYTCTBUE aHEMUH He TOBOPUT 00 OTCYTCTBUH
KJUHUYECKH 3HAaYMMOIr0 TreMoJiM3a U He CHU-
»KaeT pHUCKa pPa3BUTUS TPOMOOTUYECKUX CO-
obiTui. [lokasaTesu KoaryJorpaMMbl TaKxke
He OTpaXKalT IyOUHY HU3MeHeHUH B CHUCTeMe
CBEPTBhIBaHUsI KPOBU U PUCK Pa3BUTHUs TPOMOO-
30B B JlaHHOM rpymnne 60JibHbIX. Haubosiee HH-
dbopMaTHBHBIM NOKa3aTeJieM — OMOMapKepoM
reMoJiu3a — OKa3aJiCi ypOBeHb JIaKTaTAeru-
JAporeHassl (JIA') B cbIBOpOTKE KPOBHU, MOCKOJIb-
Ky JI/II' HanpsAMy10 KoppeJaupyeT ¢ ypOBHEM CBO-
60/HOrO remMorsio6uHa, a nosbimenue JIJAI' =2 1.5
pasa Bblllle BepxHel rpaHulbl HopMbl (BI'H) npu
IOCTAaHOBKe JIUarHo3a MoYTH B 5 pa3 yBeJUYU-
BaeT PUCK CMepTHOCTH y 60sbHbIX [THI. Kpome
TOr0, ObLJIO IOKA3aHO, YTO IOPOrOBOe 3HAaYeHUe
JIAT >1,5 BI'H — HauboJsiee 4yBCTBUTEJbHBIN
NpeaUKTOpP TPoM6030B. [laleHThl C KpUTHYe-
CKUM IIpeBbIIIEHHMEM YPOBHS 3TOr0 MOKa3aTess
TpeOyIOT TLAaTeJbHOr0 HAOJ/I0JeHUsl U aKTUB-
HOM Tepamnuu.
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[Tockonbky ITHI" AB/II€TCA XpOHUYECKUM, JIU-
IIAIOUIMM TPYAOCIOCOOHOCTU U ONACHBIM JJisl
»KU3HU 3abojieBaHUeM, TO omnpenesieHue [THI-
KJIOHQ, KOHTPOJIb €ro pasMepa U IOKasaTeJseH,
XapaKTepU3yLMX aKTUBHOCTb NATOJIOTHYe-
CKOro0 Ipoliecca B JJUHAMHUKe Ba)XHbI HE TOJBKO
C TOYKH 3pEHUS AUAarHOCTUKU U IPOTHO3MPOBaA-
HUS, HO Y JJIF ONpeJie/IeHUs] TAKTUKH TepanuH.
TpagunyoHHble cpefcTBa NOAJEP>KUBAOILEN
Tepanuy, BK/I4Yass TeMOKOMIIOHEHTbI, METO/bI
IKCTPAKOPNOPaJbHON T'eMOKOPpPEeKLHH, aHTHU-
KOary/JsiHThl, KaK IOKa3aJld MHOTOYHCJIEHHbIe
ucc/aeJ0BaHUs, CYLeCTBEHHO He BJIMSAIOT Ha Te-
yeHUe 3a00J1eBaHUsl U He NpPeLOTBpAILAIOT Ts-
KEJIble KU3Heyrpoxawuiue oca0XHeHud. [Ipo-
BeZleHWe TpPAHCIVIAHTALlMKM KOCTHOrO MoO3ra
(TKM) conpsikeHO NMPH HAJAYUMU XPOHUYECKO-
ro BHYTPUCOCYAMCTOTO reMoJiM3a C BBICOKUM
PHCKOM OCJIO)KHEHUH, B CBA3U C YEM B JIEYEHUU
[IHI' TpaHcnyiaHTanysa, Kak CaMOCTOSATEJbHbIN
MeTo/, He peKoMeHAyeTcd. B To ke Bpems, nMe-
I0TC BO3MOXXHOCTM INPUMEHEHHUA TapreTHOU
Tepalnuy, KapAWHaJIbHO MeHAWIled TeyeHHue
v nporHo3 I[IHI. Ha3znauyeHue Takou Tepanuu
JIUMHATHPOBAHO BBICOKOW €ro CTOMMOCTBIO U SIB-
JI1eTCd, B IPUHLUIIE, NIOXKU3HEHHBbIM. B cBA3n
C 9TUM OCOOEHHO Ba)XKHO OL|€HUTb PUCKU Y KaXK-
Jforo 6osbHoro ITHI' 1 onpenenuTh nokaszaHus
K Ha3HAa4YeHUIO NI0Ka eJJMHCTBEHHOTO TapreTHO-
ro npemnapara — JKy/u3ymaba. Ikyausymao (Co-
JIUPUC) TpeACTaBAsieT CO60M MOHOKJIOHAJIbHOE
aHTUTeJIo, 6JIOKUpYIolllee 06pa3oBaHUE TEPMHU-
HaJIbHOT'0 KOMILJIEKCA aKTUBALMU KOMILJIEMEHTA
Ha 3Tane akTuBauuu C5 — KoMIOHeHTa U op-
MHPOBaHUA MeMOpaHOaTaKyHIlero KoMIeKkca
(MAK — C5b-9). [Ipenapat He u3JjiedrBaeT 3a60-
JileBaHve U He yMeHbuaeT pa3Mmep [IHI-kioHa,
HO $IBJIIETCS €JAUHCTBEHHBbIM 3(pQdeKTUBHBIM
CpeZCTBOM NIaTOreHeTUYECKOMN TepaluH.

CorslacHO JAaHHBIM KJIMHUYECKUX MCCIIef0-
BaHuii (TRIUMPH, SHEPHERD) 3kynu3yma6
N03BOJIET CYLIeCTBEHHO YMEHbUIUTb HWHTEH-
CUBHOCTb remosinsa y 6osbHbIx [THI, crabuiu-
3MpOBaTh YypPOBEHb reMOIJIOOMHA, CHU3UTh IO-
TPeOHOCTb B TeMOTpaHCPy3UsIX U MOBBICUTH
KayeCTBO »KM3HM CTPAZAIOILUM JaHHBIM 3a00-
JieBaHueM. B coorBeTcTBUM ¢ «HanimoHaibHBIMU
KJIMHUYECKMMH PeKOMeHJALMUsMU M0 JAUarHo-
CTUKe Y JIeYeHUID MapOKCU3MaJIbHOW HOYHOU
reMorJIoOUHYpUN», IKYJIU3yMab peKOMeH/,0BaH
JIS1 BKJIIOYEHHS B NPOrpaMMy JiedeHUs Nalu-
eHTOB ¢ [IHI' mpu HaJIM4uM TPOMOGOTHUYECKUX
OCJIOXKHEHHUH, XpOHUYECKOM TeMoJih3e, COINpo-
BOXKJA0IlleMcsl HapylleHMeM QYHKLUMU oOpra-




B ITOMOLLUb ITPAKTUYECKOMY BPAYY

HOB U CHUCTEeM, TPAaHCPY3UOHHOU 3aBUCUMOCTH
BCJIe[ICTBME XPOHUYECKOr0 TreMoJiM3a U IpH
6epeMeHHOCTH y mauueHTok c [THI. BepemeH-
HOCTb SIBJISIETCSI CaMOCTOSITeJIbHbIM MOKa3aHU-
€M K TapreTHOM Tepamnuy, NOCKOJbKY OHa caMma
U TMOCJEPOJOBBIA NEepUo/, KaK MpaBUJIO, acco-
[UMPOBaHbI C 6oJsiee TshKeAbIM TedueHueMm [THT
M KpaillHe BBICOKMM PHCKOM pa3BUTHS KU3He-
yIpOKAWIIUX OCJOKHEHUU M MaTepUHCKOU
cMepTHOCTU. Takxe [THI' yBesimuuBaeT BeposAT-
HOCTb OCJIOXKHEHUH CO CTOPOHHI Iy1oJa. YacToTa
cay4yaeB rubesiu maoaa y xkeHujuH c [THI coctas-
JsieT oT 4 % 10 9 %. [Ipouecc niaHupoBaHus be-
PEMEHHOCTH U OKa3aHUs aKyllepCKO-TUHEKOJIO-
rM4ecKoil NoMoIlu GepeMeHHbIM MaljMeHTKaM
c [IHT Heo6x0AMMO NMPOBOAUTHL B paMKax MyJib-
TUAUCHUIJINHAPHOTO MOAX0/a C y4YacTUEM aKy-
IIEPOB-TMHEKOJIOTOB, FeMaTO0JIOFOB U aHECTE3U-
0JIOTOB-peaHUMaTOJIOTOB.

JKy/M3yMab, Kak NpaBUJIO, XOPOLIO Hepe-
HOCHUTCA NManueHTaMu. [Ipu nepBbIX BBeJeHUAX
MHOTJa HabJuiofaeTcs Npexofsduias ToJIOBHas
60J1b, pexxe MOTYT HabJ/I04aTbCs ApyTryue 10604-
Hble JencTBUA. CXxeMbl Ha3HaYeHUs MpenaparTa
CTaHJAPTHBI U BKJIIOYAIOT 4-X HeJeJbHbIM 3Tal
HACBILLEeHUA C IepexX0/l0M Ha NOAAEePKUBAIOLLYI0
Tepanuio. Y oT[eJbHbIX 60JbHbIX B 3aBUCUMO-
CTH OT MHAUBUAYAJbHbIX 0COOEHHOCTEeN papMa-
KOKMHETHUKU WU B CUTyalUsIX, CBSI3aHHBIX C aK-
TUBaLMel CUCTEMbI KOMILJIEMEHTa (B YaCTHOCTH,
olnepaTHBHblE BMellaTeJbCTBa), CXeMa BBeJe-
HUS MOXET MeHATbCA C YBeJIMYEHUEM [103 WU
YKOpPOUYEHHEM UHTEPBAJIOB MeX/y BBeJleHUSAMMU.
MexaHu3M [JeWcTBUA MpenapaTta JKyJU3ymabd
MOXKEeT NMPUBOAWTH K IMOBBILIEHUIO PUCKa pas-
BUTHS] MEHMHTOKOKKOBOW uHOekuu (Neisseria
meningitidis), B cBsi3u c yeM [0 HavyaJsia Tepanuu
NPOBOJAMUTCS BaKILMHAIMSA, @ BO BpeMs JieYeHHUs
JKy/1M3yMaboM Heob6XOJUMO KOHTPOJMPOBATh
NosIBJIeHMe CUMINITOMOB UHQEKIMU CO CBOEBpe-
MeHHbIM Ha3HauyeHHWeM aHTUOHWOTHUKOTepanuu
Py HEOOXOUMOCTH.

[Ipu AA/IIHI, ecnu KJIOH HEGOJIBIIOTO pas-
Mepa U KJHUHUKO-JabOpaTOpHble NpPU3HAKHU
reMoJ/iu3a OTCYTCTBYKOT WJIM BbIpaXXeHbl CJia-
60, TO KpoMe JAWHAMHUYECKOTO0 HabJ/0JeHus
3a 60sbHBIM C KoHTpoJsieM [IHI-kyioHa 1 pas
B 6-12 MecdALeB, AONOJTHUTEJLHBIX Mep He Tpe-
6yetca. H3BecTHO, 4YTO COIJIACHO MHEHMUIO
OOJIBIIMHCTBA HccaefoBaTesel, Haanyue [THT -
KJIOHA Y 60JIbHBbIX AA siBJIsieTCs NpeJUKTOPOM
NOJIOKUTEJNLHOTO OTBeTa Ha HWMMYHOCYNpec-
CUBHYI0 Tepanuio. /[uHamMHuueckoe HabJI0JeHUe
HEeo0X0ZMMO B CBfI3U C BEPOSITHOCTbIO Hapac-

TaHUS KJIOHA, 0COOEHHO Ha 3Tarne BOCCTAaHOBJIE-

HUS reMomno33a.

[Ipu couyetanuun AA u remoautudeckou ITHT
TaKTUKa JIeYeHHUs] MOXKeT ObITb KOMOWHHUPOBAH-
HOU W HallpaBJIeHHOM KakK Ha JieYeHHe allJla3uiu
C WCNO0JIb30BaHMEM CTaHJAAPTHBIX METOJOB, TaK
Y Ha KOPPEeKLHUIO NaTOJIOTUYeCKUX MPOSBJIEHUH,
obycnoBsaeHHbix [IHI, BkJ/wo4yas wucnosib3oBa-
HUe TapreTHOW Tepanuy B OTJEeJbHBIX CJAy4asx
TAXKEJIOr0 KJIMHHUYECKH 3HAYMMOIr0 TreMoJiM3a.
B nocnengHue rojbl NMOSIBIASAIOTCA NyOJIMKALUH,
coobujawiue 06 ycnemHoMm U 6e301acHOM NpU-
MeHEeHUH COYeTaHHOW MMMYHOCYTIPECCUBHOM Te-
panuu 60sbHbIX AA/TIHI' aHTUTHMOLUTAPHBIM
IJIOOYJIMHOM, IUKJIOCIIOPUHOM U JKYJIU3yMaboM.

[lokazanusa k npoBegeHutro TKM npu coye-
TaHHbIX BapHaHTax 3ab0JieBaHUsl ONpeJessoT-
ca TsKecTblo AA, T.e. OOLENPUHATHIMU CTaH-
JAapTHbIMM NOKa3aHUSIMM K TpPaHCIJIAHTALAU
npu Tsoxénon AA. lemonntudeckas popma ITHT,
KaK TaKOBasd, TPAHCIJIAHTALUU He NOAJIEeXUT
B CBfI3U C BBICOKUM PUCKOM OCJI0KHEHUH, BKJIIO-
yasi HeNpW:KMBJIEHUe TPaHCIJIAaHTaTa, TPOMOO-
TUYEeCKHe 0CJIO)KHEHHUS U BBICOKYI0 CMEPTHOCTb.
OfHako B HacTodllee BpeMs yCHeLIHOe Mpo-
BegeHne TKM n/1g 6oJIbHBIX C IOJOOHBIMU Ba-
pPUAHTAMHU CTAJI0O BO3MOXHBIM IIPU BKJIIOYEHUU
B [IPOTpPaMMy Tepallluy TapreTHbIX IpernaparTos,
NO3BOJIALUX KOHTPOJUPOBATh BHYTPHUCOCY-
JUCTBIN reMoJIu3.

Takum 06pa3oM, MOAXOAbI K BeJEHUIO 00JIb-
HbIX ¢ Hasu4yueM [IHI'-ks10Ha 3aBUCAT OT HO30-
Jlornyeckoi $opMbl, pasMepa KJOHA, HaJIUYUSA
Y CTelleHU aKTUBHOCTU BHYTPUCOCYJUCTOrO re-
MOJIM3a, HaJU4us U/WUJIU NOBBIIIEHHOIO pUCKA
OCJIOKHEHHWH, CBA3aHHBIX C FeMOJIM30M.

CorsacHO COBpeMeHHbIM peKOMeHJalUsAM
Heo0X0AUMO:

e Briaaarte [THI-kJIOHBI, PpOBOAA COOTBET-
CTBYIOLME UCCIeJOBAaHUA B IpyINax pyUcKa.

e MoHnuTopupoBaTh pa3Mmep kJoHa [1HI, a Tak-
»Ke KJIMHUYeCKHe U JlabopaTopHble NpU3Ha-
KA BHYTPUCOCYIUCTOrO TeMOJIM3a y BCeX
60JIbHBIX NPU HAJUYUHU KJIETOK C AedUIHU-
TOoM GPI-CcBSI3aHHBIX GEJIKOB.

e (CBOEBpeMEHHO OLIeHUBATb PUCK TAMKEJBIX
Y J)KU3HeYTPOXKaKMX OCJI0XKHEHUN U ollpe-
JleJISITh TPy 60JIbHBIX, KOTOPbIM MOKa3a-
Ha TapreTHasl Tepamnusl.

e TapretHas Tepanus [IHI, kak Hau6osiee 3¢-
$eKTUBHBINA MeTO/, KOHTPOJIs 3a60JieBaHuS,
Jl0JDKHA ObITh 4YaCThI0 COTVIACOBAaHHOM CTpa-
Teruu U TaKTUKH BeJleHusI nanueHToB ¢ [THI
BBICOKOT'O PUCKa.
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s obecriedeHUsi €MHOrO MOJX0/JA K Be- | CTBOBAaThbCS PETYJASPHO OOHOBJISIEMBIMH KJIU-

A€HHUIO IMallUMEHTOB AaHHOﬁ KaTeropuH, OCHO- | HU4Y€CKMMHU PEKOMEHJAllUAMU, l'[y6JII/IKyeMbIMI/I
BAHHOI'O HaA COBPEMEHHBIX IpPeACTaBJIEHUAX | B MEANIMHCKUX XYPHaJIdX, 4 TaK¥Xe AJaHHBbIMH,
O I1aToreHe3e 3a6OJIeBaHI/IH, AWArHOCTHKE U BO3- | UMEKOIINMHCA Ha ClIEeUAJIU3UPOBAHHBIX MeAHN-
MOXHOCTAX Tepallnuy, U,eJ'IeCOO6pa3HO PYKOBO/- | HTHMHCKHX canTax.
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BO3MOXHOCTU UCII0JIb30BAHUA ITAPAMETPOB MUKPOLIUPKYIALIUU

AJ11 OODEHKHW YPOBHA TNINOKOAT'YJIAIWHU B JIEYEHUU TPOMBO30B IVIYBOKHUX BEH

BBeseHnue. BeHo3Hble TpoM0603MObOIHYeE-
ckue ocaoxHeHus (BTI0), k KOTOPBIM OTHOCAT
TpoM603 ry6okux BeH (TT'B) u Tpom6Goam6Go-
JIMIO JieroyHoH apTepuu (TIJIA), npu3HaHBbI OJI-
HOU U3 OCHOBHBIX IPUYMH CMEPTHOCTH, yCTynas
1o yactoTe ¢paTa/lbHbIX CIy4aeB TOJbKO UHPAp-
KTy MUOKap/a U UHCYJAbTY. O4eBU/IHO, YTO NpU-
OPUTETHBIMU KJIUHUYECKUMHU 33/la4aMU B Be/le-
HUM TAaKHUX NMaLMEeHTOB SIBJSETCA NpaBUJbHOE
Y CBOeBpeMeHHOe Ha3HayeHue aHTUKOaryJsHT-
Holi (AK) Tepanuu. Besyiiee MecTo B cOBpeMeH-
HoU AuarHoctuke TI'B npruHag1e:KUT CKpUHUH-
rOBOMY Y/IbTPa3BYKOBOMY AYIJIEKCHOMY CKaHHU-
POBAHHUIO C LIBETHBIM aHT'MOKAaPTUPOBAHHUEM, TTO-
3BOJISIOILEMY MOJYYUTh JOCTOBEPHYIO MHPOD-
Mal{Io0 0 CTPYKTYPHBIX U QYHKIIMOHAJIbHBIX U3-
MeHeHHUsIX BeHO3HOoro pycsa. OfHaKo [0 HacTo-
AlIero BpeMeHu B MEPUOJAUYECKON JIUTEpAType
HeT MHPOPMALMU O BO3MOXHOCTSAX HUCCJIeI0Ba-
HUsA MUKpouupkyasauuu (ML) npu TI'B Ha BbI-
cote nedyeHus AK, 4To c Halleld TOYKU 3peHUA
MOIJIO Obl BHECTH JONOJHUTEJNbHYIO SICHOCTb
B OllpeJiesieHMe TaKTUKU JiedeHUs. Bonpoc o Me-
TOJAHKe U cXeMax JiedeHHUs 60ybHbIX ¢ TT'B HuXK-
HUX KOHEYHOCTEH CTOUT CerofHsi 0co60 oCTpo.
JTO CBA3aHO C YaCThIM pa3BUTHEM 3a60JieBaHUS
B aKTMBHOM paboTocnoco6HoM Bo3pacTte. Oco-
60e 0eCOKOUCTBO BbI3bIBAE€T WHBAJIUAU3ALMA
6osbiield yactu 60sbHbIX TI'B. OyeHb BaxHO
CBOEBPEMEHHO ONpPeAEJUTHCS C BbIOOPOM J03U-
poBkHU U AK, HasieKHO 06ecrneyrBarOUMMHU J0-
CTAaTOYHBIA ypOBeHb rumnokoaryasnuu. Hecmo-
TPA Ha IIMPOKOe BHeJpeHUe B KJIMHUYECKYIO
NpaKTUKy opasibHbIX AK, BbIOOpD KJIMHULIUCTOB
He BCer/ja CBSI3aH C UX IPUOPUTETHLIM Ha3Haye-
HUEM, B CBSI3H, KaK C 9KOHOMHUYECKUMHU CO0Opa-
»KEHHUSIMH, TaK U CJIEP>KaHHOCTbIO B HA3HAYEHUHU
AK B cBSI3U C PUCKOM pa3BUTUS KPOBOTEYEHUM
y 0COOBIX I'PyNIl GOJIbHBIX, 0COGEHHO OO0JIbHbBIX
CO CHUKEHHBIM KJIMPEHCOM KpeaTHUHHHA.

Iesnb. OueHUTb YpOBeHb T'HUIOKOATYJSLUA
B npoiiecce jiedieHus: 60abHbIX TI'B ¢ HOpMasib-
HbIM M CHIKEHHBbIM KJIMPEHCOM KpeaTHHHHA
(amke 50 MJ1/MUH) Ha OCHOBAaHUHM NapaMeTpPOB
MII ¥ conocTaBUTb UX C JaHHBIMHU JIaOOPATOPHO-
ro obcinenoBanus (AYTB) v uBeTHOro AynJekc-

Horo ckaHupoBaHusa (LJ/IC). BeiaBUTH npeumy-
IlecTBa TAaKOM OLIEHKU JJis Bblbopa Mocjaeayo-
el TAKTUKHU JIeYeHU .

MaTepuasibl 1 MeTOAbIL. B aMbOy/1aTOpHBIX yC-
JIOBUSX ObLJIO 06cesoBaHo 98 nanuenTa ¢ TI'B
HWXHUX KOHE4YHOCTeH, noATBepxgeHHbIM L/IC,
U3 HUX 35 MyXYMH U 63 XeHIMHb]l B BO3pacTe
ot 31 g0 89 net. CpeaHuit Bo3pact 65 JieT. Y Bcex
NallMeHTOB TPOMO ObLI IJOTHO (GUKCHPOBAH
K CTeHKe, He UMeJ NpU3HaKoB ¢uotauuu. [Ipu
NepBUYHOM ob6OpamieHuu npousBoauau L/IC
c onpejie/ieHHUEM YPOBHS OKKJI03U M. [IpoBepsiiu
KJIMHUYEeCKHe CUMIITOMBI XapakTepHble AJid TI'B,
v3MepAIu nokasartesau ML ¢ nomoubo yabTpa-
3BYKOBOI'0 BBICOKOYACTOTHOIO JonIjieporpada
«MuHuMakc-gonmaep K» 1 HenmpepbIBHOTO YJIb-
Tpa3ByKoBoro aatyuka 15 MI'n. Jlokanuio npo-
M3BOJWJIM Y HOTTEBOTO JioXKa | masiblia BepxHel
KOHe4YHOCTU. KauecTBeHHBIN aHa/IN3 [ONIJIEPO-
rpaMM NPOU3BOJAUJIY 1O popMe U CHEKTPY KpH-
BbIX. KOHTpO/IbHOE 06cC/iefjoBaHHE BBINOJIHAIU
nocse Ha3HayeHUs AK Tepanuu yepes 4 u 8 He-
JleJib OT Hadvasa JiedeHus. | rpynne- 69 6o0Jb-
HbIM ObLJ1 HA3HAY€H pUBapokcabaH B Jj03e 15 mr
2 pasa B ieHb Ha 3 Hegesiu U 3aTteM 20 mr 1 pas
B JleHb Ha 3 Mecsla, a Il rpynne — 29 60/1bHBIM
CO CHMXXEHHbIM KJIUPEHCOM KpeaTHMHHUHA ObLI
Ha3HaueH pUBapokcabaH B A03MpoBKe 20 Mr
Ha 3 HeJead C NOCAEAYIOIIUM IepexosoM
Ha 15 mr 1 pa3 B cyTku Ha 3 Mmecsua. [lony4den-
Hble JJaHHble CONOCTABJISAJIUCH C pe3yJbTaTaMH
[I/IC BeH HMXXHUX KOHEYHOCTeW U jabopaTop-
HbIMU JJAHHBIMU B JJUHAMUKE.

PesynbraTtel. B | rpynne, npyu KOHTPOJIbHOM
vccieJOBaHUU Yepe3 4 HeZle/1d JIeueHUs 10 1aH-
HbIM [[/IC, BbIsiBJIeHA peKaHa/k3al sl BEHO3HO-
ro npocBeTa B cpeiHeM Ha 64 %, a Bo Il rpynne
Tosibko Ha 50 %. Yepe3 8 Hefeib OT Havyasa Jie-
yeHus, B | rpynne —Ha 78 %, a Bo Il Ha 56 %.
BrisiBeHa TeHJEeHIUSA K NpSIMON KOppessluu
napameTpoB MIl ¢ ganHeiMu LIJIC ¥ comocra-
BUMOCTb pe3y/ibTaTOB ¢ ypoBHeM AUTB. MeHb-
Kk % peKaHa/M3alUMM BEHO3HOI'O0 IpOCBeTa
y 60JibHBIX I rpynmbl, cornacHo JaHHbIM UCCe-
Jl0BaHUs1, 06yCJI0BJIEH HEJJOCTATOYHbIM YPOBHEM
TUIIOKOAry/IsiqUM NpPU CHWKEHHOU [03UpOBKE
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pUBapokcabaHa, YTO OCOOEHHO CKa3blBaJOCh
Ha pe3yJibTaTaX, KOHTPOJUPYeMBbIX dyepe3 2 Me-
cALa JeYyeHusl.

BeiBoa. Ilapamerpnr MI] xopouio koppenu-
pytoT ¢ gaHHbiMU LI/IC 1 1abopaTOpHBIMU JaH-

HbIMU. KoHTposb cocTosiHuss MIl y 60/bHBIX
aMOyJIaTOPHOTO 3BeHa N03BOJIIeT BOBpeMs 3a-
NOJO3PUTh HEJOCTATOYHBIM YPOBEHb I'MIIOKOA-
TYJALLUH, YTO MOXKeT OBITh [10JIE3HBIM JJI JaJIb-
Helllel TAKTUKU BeJleHU 3TUX O0JIbHBIX.

besnosa H.H.%, Bopo6veea H. A. *?

CegepHblii puauan Iy «HMHUL] cemamosaozuu» MuHzdpasa Poccuu,
2 @IBY BO «CesepHbilli 2zocydapcmeeHHblil MeduyuHckull yHusepcumem MuH3dpasa Poccuu», ApxaHzensck

MEXAHH3MbI TEHETUYECKOM AJIANITALIMM OBMEHA TOMOIIMCTEMHA

Y HEHHEB HEHELIKOI'O ABTOHOMHOTI'O OKPYTA

BBegeHue. HeHilbl — KOpeHHOE HaceJieHUe
apkTuyeckoro peruoHa Poccuiickoir ®epepa-
M. MUx o6pa3 »XKU3HU U TeHeTHYeCcKue 0COOeH-
HOCTH aJ]laliTallMy K CYPOBbIM YCJOBUSM KU3HHU
Kpaitnero CeBepa ¢popMHUpPOBaIMCh HECKOJIBKO
ctosieTud. CKyAHBIH TpaAUIMOHHBIA palUOH
NUTAaHUS W Treorpapuyueckue JeTepMUHAHTHI
omnpefesisiii HampaBJieHUEe eCTEeCTBEHHOIO OT-
6opa B CTOpOHY, I'Zie B yCJA0BUAX JedULIUTA He-
3aMeHHMbIX MaKpO- U MUKPO3JIEMEHTOB, UX yC-
BOEHHeE OblJI0 6bl MAKCUMAJIbHO 3(pPEKTUBHBIM.
K TakvM He3aMeHUMbIM HYTPUEHTaM OTHOCSAT-
cs1 dosaTel — BUTaMUH B9, nedunut koToporo
IPUBOAUT K AucOasaHCcy $POJaTHOIO U MeTHUO-
HUHOBOTO I[MKJ/Ia U HAKOIIJIEHUIO TOMOI[MUCTENHA.
[TocnenHuii, HaKaMJIMBasCh B KPOBHU, SABJISETCS
daKkTOpoM pHCKa pa3BUTHUA CepAeYHO-COCY[HU-
CTbIX 3ab6osieBaHUU. IPPeKTUBHOCTb PabOThI
dosiaTHOrO 06OMeHa 3aBUCHUT He TOJIbKO OT KO-
JIMYeCcTBa MOCTyNawIIux C nuuei ¢osiaTos,
HO ¥ 3pdeKTUBHOU paboThl pepMeHTOB osaT-
HOrO LMKJIa — MeTUJIeHTeTparugpodosat pe-
ayktasbl (MTHFR), MmetnonuncunTassl (MTR)
Y peaykTasbl MeTHOHUHCUHTAa3bl (MTRR). Hapy-
HieHUe paboThl JaHHBIX PepMEeHTOB Yallle BCETO
CBSI3aHO C MOJIUMOPPU3MOM TEHOB, UX KOAUPY-
rouux. TakuM 06pasoMm, Iesibl0 HUCCeJ0BaHUS
SIBUJIOCh M3y4yeHHe OCOOEHHOCTed MOoJUMOp-
¢du3ma reHoB GpepMeHTOB PoJIaTHOrO OOMeEHa.

Matepuasibl 1 MeToAbl. O6bEKTOM HCCJie-
JIOBaHUS fIBJISLIaCh NOMYJALMS HEHIEeB — KO-
peHHOro HacesieHUs1 HeHellkoro aBTOHOMHOTO
OKpyra, MpoXuBamwllasi B Moceskax HenbMuH
Hoc, TenbBucKa, Jlaboxckoe, BesimkoBUCcOYHOe,
Uckartenen, YcTb-Kapa, Beayias ocenbld UIn
noJiykoueBod 06pa3 xu3Hu (n = 196). AHke-
TUPOBAaHHWE YYAaCTHUKOB OCHOBHOM TpYIIbI MC-
cae/loBaHUs U 3a060p KPOBU [IJis1 UCCJIE/J0BAHUS

34

INPOBOJMJICS BO BpeMs MJIAaHOBBIX MeIULMHCKUX
OCMOTpPOB, NpoBoguMbIX MY3 «lleHTpanbHas
paliOHHas MOJIMKJIMHHUKA 3aloJIAPHOr0 pahoHa
HAO u skcnegunui «KpacHblil 4yyM» B MepUO[,
2011-2012 rr. [IpoTokos uccaeOoBaHUS ObLI
0l00peH JIOKaJbHBIM 3TUYECKUM KOMHUTETOM
Cr'MY (mpotokosa N2 6 ot 8.06.2011r1.). Kpure-
pUsIMUA BKJIIOYEHUS B OCHOBHYIO Tpynny (HeH-
I[bl) SIBJISLJIMCh: 3THUYECKasg NPUHAAJIEKHOCTb
[0 4-11 cTeleHU POACTBA K KOPEHHOMY HaceJie-
HUio (HeHubl) HAO; mocTosiHHOe NpOXKUBaHUE
Ha Tepputopuu HAO; Haiu4yve A0OGPOBOJILHO-
ro MHGOPMHUPOBAHHOTO COIJIACUSI Ha y4yacTue
B HcciefoBaHUU. JlabopaTopHble HCCAeI0Ba-
HUS IPOBeJieHbl HAa 6a3e LeHTPaIbHOM HAay4YHOHU
uccaesoBatesbckod Jsabopatopuu ['BOY BIIO
CeBepHOro rocyAapCTBEHHOI0 MeIWIIMHCKOTO
yHuBepcuteTa. Onpegenenue mnoauMopdusMa
renoB MTHFR C677T u A1298C, MTR A2756G,
MTRR A66G npoBoAuIM B X0Z€e MOJIEKYISAPHO-
reHeTU4YeCKOro aHajiM3a MeTOJ0OM I0JIMMepas-
HOM LeNHOW peakUUH C HUCHOJIb30BAaHUEM aJl-
Jiesib-cielMPUUHBIX NpaliMepoB C JeTeKLuen
MeTO/0M 3JieKTpodopesa B arapo3HOM reJie.
Pe3ynsTaThl McciegoBaHuA. B HameMm wuc-
cle/loBaHUM Obljla MpOaHaJUM3UpPOBaHa Paclpo-
CTPaHEHHOCTb MoJIMMOP¢PU3Ma FeHOB OCHOBHbIX
dbepMeHTOB $OJIATHOrO IUKJIA B BbIOOPKE KO-
peHHoro 3THOca (n = 196): MeTUJeHTETparu-
apodonat peaykrasdsl MTHFR (C677T, A1298C),
MeTtuoHUHCcUHTa3bl MTR (A2756G) u peaykra-
3bl MeTUOHUHCUHTa3bl MTRR (A66G). Pe3ysbra-
ThI UCCJIEJOBAHUS MTOKa3aJy, YTO B JJAHHOU BbI-
O60pKe HeHIleB HauboJiee pPacIpoOCTPaHEH ObLI
TaK Ha3blBaeMbIH «JJUKUH TUI» OJUMOpdU3Ma
BO BCeX MPOaHaJM3MPOBAHHBIX aJlJIeJIbHbIX Ba-
pUaHTaxX TeHOB, 32 UCKJIYEHUEM TeHa pelyK-
Ta3bl MeTUOHMHCUHTA3bl MTRR, rae rereposu-
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roTHbBIA BapuaHT A66G BcTpevaeTcs yaule (29
[23,0; 36,1]).

BbIBOABI. BbisiBJieHbI 0COGEHHOCTHU Paclpo-
CTPaHEHHOCTU NoJJuMopdu3Ma reHoB pepMeH-
TOB (OJIATHOTO LIMKJIA B MONYJISILIUA KOPEHHOTO
aTHoca. Hebosibliasi BcTpedyaeMoCTh HauboJiee
3HAYMMOTO B Pa3BUTUU THUIEPTrOMOIMCTEUHE-
mMuu nonumopdusma rena MTHFR T677T B usy-
yaeMOU BbIGOpKe HEHIIEB 110 CPABHEHUIO C €BPO-
NelCKOM nmonyJssiuei, BO3MOXXHO, 00ycI0BJIeHa

NpoLeccaMu 3BOJIOLMU JJaHHbIX NpeJACTaBUTe-
Jiel KopeHHoro HacesneHusi Kpaitnero Cesepa.
[lo HallleMy MHEHM 10, 3HAYUMOE JlaBJIeHUE ecTe-
CTBEHHOTO OT60Opa MPOTUB HOCHUTEJIeH TeHOTHU-
noB T677T B nonyasiuy HeHLIEB MOXET OBIThb
00yCJI0BJIEHO UCTOPUYECKHUM HEZ0CTAaTKOM do-
JIATOB B paljMOHe MHUTAHUS U ynoTpebJieHueM
60JIBILIOT0 KOJIMYECTBA MPOJYKTOB XKUBOTHOTO
NPOUCXOXKAEHUSA — OCHOBHOIO MCTOYHHMKA TO-
MOIIMCTEeHHA.

2

BBegenue. ®osaTbl He3aMeHUMBI JJi OCy-
I1eCTBJIEHUS OCHOBHBIX OOMEHHBIX IPOLECCOB
U nojJep:kaHus romeocrasa. Kak H3BecTHO,
dosiaThl cofepkaTcsl B MUBHBIX JAPOXiKax, 3e-
JIEHU, CBexKel neyeHU U ginax. [Ipu gucbanan-
ce ¢osaTHOro OOMeHa HapyllaeTcs Mpolecc
peMeTUIMPOBAaHUSA TOMOLMCTEMHA C HaKOILJIe-
HUEeM ero B opraHusMe. [Ipu yBesimyeHnu ypos-
Hf FOMOLIMCTEWHA B KPOBHU IMOBBIIIAETCH PHUCK
TPOMO60DUINYECKHUX OCT0KHEHUHU. BuTamuu B9
OTHOCUTBHCSI K HEe3aMEHUMbIM MHUKPOHYTPUEH-
TaM M JJOJDKeH N0CTYyNaTh B OPTaHU3M C IHUILEH.
Bo MHOruX cTpaHax Ha CeroAHALIHUMN JIeHb BHe-
JipeHbl porpaMMmbl o GpopTUPUKALUU TPOAYK-
TOB MMTAHUA C LjeJIbI0 NPOPUIAKTUKH AePULIU-
Ta $osaToB, ogHaKo B Poccuu Takas mpakTUKa
OTCYTCTBYeT. B palioHax ApkTuku Poccumickou
depepaniud HCTOYHMKOB [JIAaHHOTO BUTaMHHaA
KpalHe MaJjo B CHJIy COLMAJbHbIX U reorpadu-
YeCKUX YCJIOBUH, I03TOMY MCCJIe[JOBaHUS 110 U3-
y4eHHI0 ¢oJsIaTHOro 0OMeHa /il JAHHOTO peru-
OHa O4YeHb aKTyaJIbHbl, 0COOEHHO /Jis1 KOPEHHO-
ro HaceJIeHUsI — HEHIIEB.

llenp Hallero uccaef0BaHUSA — aHAJIU3 CO-
Jlep>kaHusl BUTaMUMHOB (oJIaTHOrO LiMKJIa — B9
v B12 B nonysnauuu HeHueB HeHeukoro aBToO-
HOMHOTrO0 oKpyra P®.

MaTtepuasibl U MeTOAbL. 06bEKTOM HUCCIE0-
BaHUs sIBJIsJIaCh NMOMYJISLUSI HEHLEB — KOPEH-
HOr0 HaceJieHUs1 HeHellkoro aBTOHOMHOTO OKpy-
ra (n=287).Co6op anuJeM1oJ0ru4ecK1ux u 61oJo-
IrMYeCKUX JJaHHbIX OblLJ BBINOJHEH 10 IpaBUIaM
MeXJYHapOoJAHOIr0 CTaHAAapTa 3TUYECKUX HOPM
Y KayeCTBa Hay4HbIX UccaenoBaHui — GCP c no-

benoea H.H., Bopo6vesa H.A. 2

CegepHulii puauan Iy «HMHUL] eemamoaoauu» Munzdpasa Poccuu,
@I'BY BO «CegepHbili 20cydapcmeetHtblll MeduyuHckull yHugepcumem Mun3ddpasa Poccuu», ApxaHzeabck

®OJIATHBIH CTATYC KOPEHHOT'O HACEJIEHUS HEHELIKOTO ABTOHOMHOTI'O OKPYTA

JlydueHHeM UHPOPMHPOBAHHOI'O COIJIACUS y4acT-
HUKOB Ha HUccaefoBaHud. [IpoTokos uccaenosa-
HUSA ObLI OJ00pEH JIOKaJbHBIM 3TUYECKUM KO-
muTteToMm CI'MY (npotokos N2 6 ot 8.06.2011 1.).
Onpepenenve ypoBHA (QOJIMEBONM KHCJOTHI
(n = 81) u BuTamuHa B12 (n = 87) B cbiBOpOTKE
KpPOBU NpPOBOAUJIOCH Ha 6a3e «IlepBoi ropopa-
CKOH KJIMHHU4YecKol 6osbHUILBI UM. E. E. Bosoce-
BUY» I. ApxaHreJ/ibCKa C TOMOLIbI0 UMMYHOJIOTU-
yeckoi cucteMbl Roche Diagnostics Cobas-e411
C UCHOJIb30BAaHUEM TEXHOJIOTUU 3JIEKTPOXEMU-
JIIOMHAHUCLIEH LU H.

PesyabsraThl. KoHlleHTpanus $¢o1aToB B Kpo-
BU HeHLeB (n = 81) cocraBusa M=4,43+1,7
Hr/MJ npu pedepeHCHbIX 3HayeHUdax oT 4,6
Hr/ma go 18,7 ur/ma. [nasa keHwuH (n = 70)
IO0KasaTeJb KOHLEHTpauuu ¢oJiaToB COCTa-
BUaI Me =4,27 [3,06; 5,15] Hr/MJ, A8 My>XYUH
(n = 11) —Me=5,3 [3,86; 6,34] ur/mua. B uc-
ciaenyeMoil BbIOOpKe KOpeHHOro 3THoca HAO
52,68 % (AN95 % [37,04;60,43]) (n = 37) xeH-
mwuH 5,5 % (AN95 % [19,22;74,86]) (n = 5) Mmyx-
YUH uMesu aepuuT gosatoB. ComepkaHue BU-
TaMuHa B12 B kpoBu HeH1eB (n = 87) cocTaBuio
Me =584,3 [353,6; 757,6] nr/mJ, 4TO yKJIaJblBa-
Joch B pu3HO0JIOrHYecKre 3HaYeHUsl. Y My>KUUH-
HeHIeB (n = 12) KOHIeHTpauus BUTaMmuHa B12
coctaBuaa Me =565,65 [343,68; 697,82] nr/mu,
y xkeHIUH (n = 75) —Me =580,4 [351,6; 721,1]
nr/mia. lepuuut ButamuHa B12 6bi1 oTMeueH
y TOJIbKO TPeX XeHIIUH U OJJHOTO MY>KUHHBI.

BeiBoabl. [lo pesynbTaTaM uccaeLoBaHUA
OblJ1 BbIsABJIEH AePUUUT (POJAaTOB B BbIOOpKeE
KopeHHoro 3tHoca KpaiiHero CeBepa, 4TO fIB-

35



BECTHUK TEMATOJIOINU, rom X1V, N° 1, 2018

JsieTcs GaKTOPOM PHUCKA PAa3BUTHS TUIIEPTOMO-
[IUCTEMHEMHH M TPOTPOMOOTHUYECKUX OCJIOXK-
HeHUH. B cBA3M ¢ 3TUM, A/ AAHHOIO peruoHa

aKTyaJlbHa pa3paboTka nmporpaMmbl GpopTUU-
Kal UM NpopuIaKTUKU AebunyTa $posaToB.

ApxaHzesnvck

Boasixuna /1. C.', Mapycuii A.A.?, Bopo6bvesa H. A. '

@I'BY BO CesepHblil 2ocydapcmeenHblil MeduyuHckull yHusepcumem MuHnadpasa Poccuu,
2 @IBY CesepHulil puauan «HayuoHaabHbIl MeOUYUHCKUU Uccaedosamensckull yenmp eemamoozuu» Munsdpasa Poccuu,

HACJIEACTBEHHAA TPOMBO®WJINA U TPOMBOTUYECKHUE OC/IOKHEHUA

BBeaeHnue. 3a nocsesHee BpeMs 3Ha4YUTEb-
HO M3MEHWJIMChb NpeJCTaBJeHUs 06 OCHOBHBIX
IpUYMHAX Pa3BUTHUS TPoM6030B. U3ydyeHHe Mo-
JIEKYJISIPHBIX MEXaHM3MOB TPOM6006pa30BaHUsA
Y IPOTUBOCBEPTHIBAIOILEN CUCTEMBI NO3BOJISIET
C YBEPEHHOCTbIO TOBOPUTBH O TOM, UTO CYILECTBY-
I0T KaK HacJeZlyeMble, TaK U NpPUOOpeTeHHble
B IIpoliecce XKU3HU JlepeKThl 6JIKOB, U 00yCJIaB-
JIUBawllMe TMpeJpaclnooKEHHOCTb 4YeJsloBeKa
K TPOM0O0O0OOpa30BaHHUIO, T.e. ONpeJessAlT Ha-
JIM4Mhe y Hero UCTUHHOM TpoMboduauu. B oTiu-
4yrde OT MepBbIX [IBYX NMPUYUH, BblJBUTABILIUXCS
P. BupxoBoM (maToJiorusi COCyJJUCTOM CTEHKH
U HapylleHHe KpOBOTOKA), 3TU JepeKThl sIB-
JIAIOTCS TeHETUYeCKU JeTePMUHUPOBAHHBIMHU.
3.C. bapkaraH omnpege/sisi TEpMUH TPOMOOQU-
JIUSI KaK HapylleHue CUCTEMbI reMoCcTasa U re-
MOpPEOJIOTUH, KOTOPbIE XapaKTEPU3YIOTCS MOBbI-
IIEHHOW HaKJIOHHOCTBIO K Pa3BUTHUI0 TPOMOO-
30B KPOBEHOCHBIX COCY/IOB U MLIIeMUEN OPraHoB,
B OCHOBE KOTOPBIX JIeXKaT HapylLleHH!s B pa3Jiny-
HbIX 3BE€HbSIX CUCTEMBbI reMoCTa3a U reMopeo-
Jiorud. HanboJsiee 4acTo B eBpOINENCKON U aMe-
PUKAHCKOW MONYJSLUSAX BbISBJASAIOTCS JBE TO-
YyeyHble FeHeTUYeCKue MYyTalluH, NPUBOASALIMeE
K MOBBIIIEHHOMY TPOM6006pa3oBaHUIO: MyTa-
s V pakTopa cBepThIBaHUS KPOBU U MyTalysl
G20210A rena npotpoMbrHa. [eTepo3UTroTHY10O
myTayuio (G1691A) B reHe ¢pakropa V, mosay4us-
IIyI0 Ha3BaHUe JIeJeHOBCKOM, 0OHAPYKUBAIOT
y 20 % napuenTtoB CIIA u 3anagHon EBponbl.
[Ipy faHHOUN MyTalMU MPOUCXOAUT 3aMeHa ap-
TMHUHA Ha [VIMIUH B MOJUNENTUAHON ey Hy-
KJeoTruaa ¢akropa V, B CBAA3U C YeM NOABJAAETCS
YCTOMYUBOCTb (aKTopa K pacllelJIeHUI ak-
TUBHUPOBAHHBIM NpoTeuHOM C, C MOBBILIEHUEM
YPOBHSl aKTUBUPOBaHHOro ¢akTopa V B m1asme
Y ycuJeHueM obpa3oBaHUsa TPoMOMHA. MyTanusa
(G20210A) B reHe npoTpoM6HHA, 06HApy>KH1Bae-
Masl B reTepO3UroTHOM COCTOSIHUHU Y 6 % manu-
€HTOB C TpoM603aMy, JIOKaJKU30BaHa B 3-KOHIle-
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BOM HEKOAMpYIOLer YaCcTHU I'eHa U He U3MEeHseT
NOJIUIENTUAHON LieMU NPOTPOMOMHA, HO, TO-
BU/IUMOMY, IIOBBIIIAET CTabUJIbHOCTb ero MPHK
Y, COOTBETCTBEHHO, YPOBeHb OeJsiKka B IJIa3Me.
TeM He MeHee, Tpe/icTaB/IeHHbIE B COBPEMEHHOU
JIUTepaType JlaHHbIEe 0 YaCTOTEe BCTPEYAEMOCTHU
OTZAEJIbHBbIX aJljiesied, COMPSDKEHHBbIX C MOBbI-
IIEHHbIM PHUCKOM TPOMO006pa30BaHUs, BeCh-
Ma MPOTHUBOpPeYUBbL. KpoMe TOro, OTCyTCTBYET
OZlHO3Ha4YHasA UHPOpMaLUs O HOCUTEJIbCTBE OT-
JleJIbHbIX BUJIOB TPOMOOQUIINU U UX COUETAaHUU
y 60JIbHBIX Pa3HOTO [0J1a U BO3pacTa.

Ilesib. AHa/IM3 BJAUSIHUS HaCJleAyeMbIX Hapy-
IIeHUH CUCTEeMBbI TeMOCTa3a y JIML, — HOCUTeJel
MyTaunui B reHax ¢aktopoB V u Il Ha nposiBie-
HHEe TPOMOOTUYECKHUX OCJIO)KHEHUH.

MaTepuasibl U MeTOAbl. PeTpocrieKTUBHbBIN
aHa/IM3 6a3bl JAaHHBIX 52 manueHTOB, HabJII04a-
IOLUXCSl LIEHTPe reMocTa3a U aTepoTpomb0o3a
I. ApxaHre/sibCKa € TPOM0O03MOOJUYECKUMH OC-
JIOXKHEeHUSIMU Ha poHe Hac/leCTBEHHO — JIeTep-
MHUPOBAaHHOW TpoMbopuanu. Kputepuun BKJIIO-
yeHUss — Hasnmuue MyTtanuu (G1691A) B reHe
¢dakTtopa V (Leiden), mytayuu (G20210A) B rene
npoTpoM6uHa. B cOOTBETCTBUU C peKOMeHJalU-
aMu BO3, mauueHThl paHKMPOBAaHbI HA IPYIIIIBL:
Jlo 44 net (n = 46), ot 45 g0 59 sieT (n = 5), cTap-
me 60 jget (n = 1). 43 mauueHTa UMeNH «JIUY-
HbI1» TPOMOOTHUYECKUN aHAMHe3, 110 TOBOAY KO-
TOPOTO OHU NOJIyYaJu MPOJJIEHHYI0 aHTUTPOM-
6oTUUecKylo Tepanuto. Tepanusi BapdapuHOM
B cpejHeM mnpoBoguaachk Me=2 [0.8-2.2] roga
c MoMeHTa HaoOJswoaeHus (36,54 % o6caenye-
MbIX), KcapeaTo B TedeHue Me =9 [3,1-9,2] me-
canes (3,85 % obcnenyeMbix), 3MkBUC — Me =6
[2,3-6,1] mecsineB (3,85 % o06cnenyeMbIx).

Pe3ynbTaThl MccaeaoBaHMA. AHaiu3 pas-
HbIX BO3PACTHbIX Py MOKa3aJl, YTO HauboJiee
4acTO TPOMOOTHUYECKHE COOBITHUS], CBSI3aHHbIE
CHOCUTeNbCTBOM MyTauui Il u'V gaktopos, npo-
SIBJISLIMCh Y JIUL, MoJiofoTo Bo3pacTa (88,46 %).
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[Ipu aHa/M3e TPOMOOTHUYECKUX COOBITUM BBISB-
JIEHO, YTO Y >KeHIIUH yYallle HabJoajicsad TpoM-
603 riy6okux BeH (n = 18) u CHHAPOM MoOTepHU
maoja (n = 14 XeHIMH), y My>KYUH — TPoM6O3
rJyO0KHUX BeH (n = 7) U 0OCTpOe HapylleHue MO3-
roBoro KpoBoob6paieHus (n = 4). Cpeau o6ce-
JIOBaHHBIX OJIMHOYHble MyTauuu no V ¢paktopy
BblsiBJIeHbl y 25 naunueHToB (48,08 %), cpeau
HUX TeTepO3UrOTHOEe HOCUTEJbCTBO BCTpeya-
JIOCh B 24 (96 %) cinyyasix, rae HauboJiee 4acTbIM
OCJIOXKHEHUEM SIBJISIJICS TPOM6O3 TJIyOOKUX BEH
(v 62,5% HocuTeneld, n=15) u OoTArOLIeHHbIN
akyuiepckuid aHamHe3 (20,83% HocuTesieH,
n=>5). [oM0O3UroTHOE HOCUTENBCTBO MYTalLlUU
Jleiinena—B 1 cayyae (4 %), KOTOpoe OCJI0XK-

HSJIOCh TPOMO030M Y60KUX BeH. OJMHOYHbIE
myTtanuu no Il ¢aktopy BoeisiBiaeHbl B 43,40 %
caydyaeB (n = 23), cpeju HUX TeTepO3UTrOTHOE
HOCUTEeJIbCTBO oTMedasnoch ¥ 91,30 % (n = 21),
HauboJiee YacTble 0CJI0XKHEHUS: TPOMOO3 I1y60-
KuX BeH (33,33 %, n=7), OTATOLeHHbI} aKyllep-
ckuii aHamHe3s (28,57 %, n=6). [oMo3urotTHoe
HocuTeabcTBO B 13,04 % cayvaeB (n = 3). Co-
YyeTaHHOE HOCUTEJIbCTBO BCTpevyasnoch y 7,69 %
o6cnenyeMbix (n = 4) U ocnoxHsAnAochb B 100 %
cay4aeB TPOMOO30M IJIyOOKHUX BEH.

BbiBOAbI. AHa/1M3 NOKasaJ CylleCTBEHHbIN
BKJIA/T Ma)XOPHbIX MyTauuid B ¢GOpMHUpOBaHUE
TPOMOOTHUYECKUX OCTIOKHEHUH.

BBeaeHue. [lo MHEHHIO GOJILIIMHCTBA aBTO-
pOB, Haub0Jiee BAXXHbIM TECTOM /JJIs IMAarHOCTHU-
KU U OoLleHKU TsaxecTH /IBC-cuHapoMa aBJdgeTca
MOHUTOPHUHI aKTUBHOCTU aHTUTpoM6buHa (AT)
[II. BaxxHo oTMeTuTh, 4TO B 2016 T. ANMOHCKUE
aBTOPbI BKJIIOYU/IN 00513aTe/IbHYI0 JlabopaTop-
HYI0 OlLleHKY QYHKIIMOHA/JbHOM aKTUBHOCTU AT
[II B 06GHOBJIEHHYIO LKAy AUarHoctuku /IBC-
CUHJpOMa.

Ilesib. AHanM3 3QpPeKTUBHOCTHU HCIOJIb30Ba-
HUs KoHLeHTpaTa AT IIl y naneHTOB ¢ OCTpBIM
JABC-cunipoMoM Ha pOHe HU3KOW aKTUBHOCTHU
AT III (Hmxe 50 %) B peasbHON KJIMHHUYECKOU
NpaKTHKe.

MaTepuanbl M MeTOAbl. BbiloJIHEHO paH-
JIOMU3MPOBaHHOE KJIMHUYECKOe HCCaeJ0BaHue
CpaBHUTEJNbHON 3 PEKTUBHOCTU UHTEHCHBHOMN
Tepanuu octporo IBC-cuHApoMa ¢ UCIoIb30Ba-
HueM koHLeHTpaTta AT IIl u cBexeszamopoxeH-
HOM m1a3Mbl. KpuTepuu BK/IIOYEHUSA B UCCE0-
BaHUe — DIC JAAM. B npocrniekTUBHOE HCCJIES0-
BaHUe BKJIIOYEHO 28 nayueHTOB ¢ ocTpbIM /IBC-
CUHZAPOM Y HU3KOU aKTUBHOCTHIO AT III.

PesynbraTthel. HccienoBaHue mokasasio, 4To
y nanyeHToB ¢ /IBC-cuHpOoMOM, UMeBIIUX YpO-
BeHb AT IIl 52,6 +9,7% oT HOpPMbI, BBeJieHUE
koHUeHTpaTa AT Il fo BoccTaHOBJIEHHMA HOp-

Bopoé6vesa H. A. %, Bopo6vesa A. H.*

CesepHulii puauan PIrbY «HMHIL] zemamoaozuu» MuHzdpaea Poccuu,
2 @I'BY BO «CesepHblil 2ocydapcmeeHHbll MeduyuHcKkull yHusepcumem MuHzdpaea Poccuu», ApxaHzeabck

K BOITPOCY 2®PEKTUBHOCTU KOHUEHTPATA AHTUTPOMBHHA IIPU ABC-CUHAPOME

MaJIbHOTO YPOBHSI MHTUOUTOpA ObLIO 3HAYU-
TeJIbHO 60Jiee KIMHUYEeCKU 3G PeKTUBHBIM, YEM
JleueHUe CBeXXe3aMOPOKeHHOH MJ1a3Moi (1o no-
Ka3aTeJsIsIM MapKepoB MOJMOPraHHOW HeAoCTa-
TOYHOCTH, NIOKa3aTeJNsIM KOaryJasilijiu U KUCJIO-
poAHOro o6mMeHa).

[lokazaHna 6oJsiee BbicOKasA 3PpPeKTUBHOCTH
BBeJleHHs Hebobiux 03 npenapata AT II1 (500
EJ) HecKoJIbKO pas B CYTKU NlepeJi OlHOKPATHbIM
BBeJleHreM Bcel cyTouHou 03bl (1500 Ex). [Ipu
Hasnuuu [JIBC-cungpoma koHueHTtpat AT III
B CPaBHEHHUHU CO CBEXKE3aMOPOKEHHOH IJIa3MOU
JIOCTOBEPHO CHUKaJl JeTaJbHOCTb Ha 14,6 %
(p=10,02).

[lokazaHa oOpaTHasi KOppeslusi MexAy
akTuBHOCTBIO AT Il 1 ypoBHeM KpeaTHHHUHaA
(r=-0,6,p=0,06), ko1M4ecTBOM 6aJIJIOB IO LIKA-
jie SOFA (r =-0,48, p=0,16), ypoBHEM MOY€EBU-
Hbl (Mosb/n) (r = -0,56, p=0,05) nosokUTENb-
Hasl KoppeJsus ¢ ypoBHEM GUOPHUH-MOHOMe-
pa (r = 0,52, p=0,12), ypoBHeM ¢uUOpUHOreHA
(r=0,56,p=0,058).

BbiBOAbI. B peasibHOM KJIMHWYECKOM IMpakK-
THUKe MPOJAEMOHCTPHUPOBaHA KJAMHUYECKas U Jia-
6opaTtopHasts 3pPeKTUBHOCTb MCI0JIb30BAHUS
KOHI|eHTpaTa aHTUTPOM6UHA npu ocTpoM /IBC-
CUH/IpOME.
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Bopoé6vesa H.A."?, Bopo6vesa A. H.?, KapnyHos A. A.? lllankoes A.A.?

Cesephulii puauan PIrbY «HMHL] zemamoaozuu» MuHzdpasa Poccuu,
2 @IBY BO «CesepHbilii 2zocydapcmeeHHblil MeduyuHcKkull yHueepcumem MuHn3dpasa Poccuu», ApxaHzensck

HEHTPA/IN30BAHHAA CUCTEMA MOHUTOPHWHTA

AHTUTPOMBOTUYECKOM TEPAIIUU B APXAHTE/IbCKOX OBJIACTHU

BBegenue. [lo MHeHMI0 3KCepToB, 6oJiee
88 % mauueHTOB ¢ QUOPUANALUEN UMEIOT ab-
COJIIOTHbIE TIOKa3aHWUs K MPOJJEHHOW aHTHU-
KOaryJssHTHOW Tepanuu, U ToJibKo 23 % nauyu-
€HTOB IOJIy4aloT ee B peajbHOW KJIWHUYECKOU
npaktuke. OJHUM U3 QaKTOpPOB, OrpaHUYMBA-
IOLUX JIOJITOCPOYHOE HCIO0JIb30BaHME AHTUKO-
ary/siiHTOB (B YaCTHOCTU aHTAaroHUCTOB BUTa-
MuHa K) B aMOy/1aTOpHOU MpaKTHKe, ABJASETCS
HeoO6XOAMMOCTb ObOecreyeHHs] HelpepbIBHOTO
MOHUTOPHHIA 6€30MacHOCTU U 3P PEKTUBHOCTHU
Tepanuu aHTaroHucramu BuTamMuHa K (ABK)
C UCN0JIb30BaHUEM JIabOPATOPHOTO MOKa3aTe s
MeX/IyHapOoJHOT0 HOPMaJIM30BaHHOTO OTHOIIIEe-
HUus (MHO). PeasbHasi K/IMHUYecKas MpPaKTHU-
Ka IOKa3bIBaeT, YTO TOJIbKO TPeTb NMAaLlUeHTOB
Ha (OHe TepanuHW AaHTAaroHUCTaMHU BUTAMHHA
K HaxozasiTCA B LleJieBOM TepaneBTUYeCKOM JAua-
nazoHe MHO.

Ilesb. AHanu3 paboThl CUCTEMBI LEeHTpa-
JIM30BaHHOI'O0 MOHUTOpPUHra mnokasatensd MHO
Ha ¢oHe dapMakoTepanuu BappapuHOM B Ap-
XaHTeJIbCKOU 06J1acTH.

Marepuasbl u MmeToabl. B 2015 roay Ha Tep-
pUuTOpUU ApXaHTreJbCKOU 06J1aCTH OblJI peaain3o-
BaH MUJIOTHBIM MPOEKT — CUCTEMA LIEHTPAIU30-
BaHHOI'0 MOHUTOPHHIA 6e30MacHOCTU U 3 dek-
TUBHOCTU MPOJJIEHHON aHTUTPOMOOTHYECKOMN
Tepanuu. B 28-Tu MeAMIIMHCKHUX OpraHU3alUsaX
06s1acT¥ OBLIM OPraHU30BaHbl AaHTUTPOMOOTHU-
yecKUe KabOWHEThI, TJle NMPOBOAUTCS KJIWHUYe-
CKMUW U JIabOpaTOpPHBIA KOHTpPOJIb 3a NMpPUBEp-

»KEHHOCTbIO0 NAallMeHTOB K BapdapUHOTEPATIUUH.
Bce manueHThl, nosyvarwue BapdapuH, BKJIIO-
YyeHbl B pervoHaJbHbIA peructp (n = 5407).
Onpepenenue jabopaTopHoro nokasartesss MHO
BBINIOJIHSIETCA Ha 0a3e aHTUTPOMOOTHUYECKUX
KabMHEeTOB C HCIOJb30BaHUEM MNOPTATHBHBIX
npu6opoB CoaguChek XS Plus, nogkitoyeHHbIX
K IleHTPaJM30BaHHOMY aHTUTPOMOOTHUYECKOMY
LeHTpy ob6JsiacTh Ha 6a3ze WEB-cepBepa, soka-
JIN30BAHHOTIO B I. ApxaHTreJibcKe. Bce marueHThl,
noJiydyawoiue BapdapuH, NOMHUMO JabopaTop-
HOT'O KOHTPOJIs, IPOXOAAT 0Oy4yeHue, HalesleH-
HOe Ha MOBbILIEHWE NPUBEPKEHHOCTHU K Tepa-
UM aHTUKOATYJISIHTaMU.

PesynbraThl. Pe3ysbTaThl paboThl B LjeHTpa-
JIN30BAaHHOU CeTU AaHTUTPOMOOTHYECKOU Tepa-
IUM NpPOJEMOHCTPUPOBAJU NOBBILIEHHWE IpU-
BEPXKEHHOCTH MalUEHTOB K JJAHHOM Yy BUJY Te-
panuy, Tak nokasartesb TTR y faHHBIX MalUeH-
TOB AocTuran 64-66 %. KpoBoteueHus Ha ¢poHe
npoaseHHor Tepanuu ABK 3a 2017 rog coctaBu-
au 1,8 % oT Bcex HAGJIIOAAIONUXCS MTALMEeHTOB,
TPOMOOTHUYECKUX OCTI0KHEHUH He OTMEY€eHO.

BbiBOABI. [IepBbIil ONBIT IeHTPAJIU3AIUX Ha-
6JII0ZIeHUST U JIabopaTOPHOTO KOHTPOJIs 3bdek-
TUBHOCTH U 6€30MaCHOCTU MPOJAJIEHHON aHTHU-
KOAaryJsiHTHOM Tepamnuu aHTAaroHUCTaMU BU-
TaMuHa K B peajibHON KJIMHUYECKOW MpPAKTHKE
B OT/Zle/IbHOM pervoHe P® mokasan cBolo LieJie-
COOOpa3HOCThb U NEePCIEeKTUBHOCTD Jla/IbHeNIIe-
ro pa3BUTHS.

I'amvipkuHa /. P.?, Bopo6wveea H.A.*?

CegepHblii puauan PI'bY «HMHUL] eemamosaoauu» Munzdpasa Poccuu,
2 @I'BY BO «CesepHblil 2ocydapcmeeHHbIl MeduyuHcKull yHusepcumem MuHzdpaea Poccuu», ApxaHzeabck

BJIUAHUE TEHETUYECKUX IIOJIUMOP®U3MOB HA CUCTEMY ®UBPUHOJIN3A

HA ®OHE IPUEMA KOMBUHHUPOBAHHBIX OPAJIbBHBIX KOHTPALEIITUBOB

BBeaenue. ®UOpPUHOIU3 SIBJSETCS HEOTb-
eMJIEMOH YaCThl0 CUCTEMbI T'eMOCTa3a U Bcerza
COMPOBOX/JAET MPOLIECC CBEPThIBAHUS KPOBM.
AxTuBanusa ¢ubpUHOIN3a (YKOPOUEHHE BpeMe-
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HU PaCcTBOPEHHs CTYCTKA) BCTpevyaeTcs PeiKo
Y CBSI3aHA, KaK MPABUJIO, CO CHIPKEHHEM YPOBHS
bubpUHOreHa WJM yBeJUYEHHUEM COJlepKaHHUS
MJIa3MUHOTeHA U ero aKTHBATOPOB.
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Cankr-MeTtepbypr
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KoMOHUHUpPOBaHHbIE OpaJibHble KOHTpAallen-
TuBbl (KOK) —onHu u3 HaubGosee adpdeKkTun-
HbIX M 4YaCTO HCIOJIb3yeMbIX METOJOB NpeJo-
XpaHeHUsl OT HeXeJlaTeJbHONW OepeMeHHOCTH.
[lo naHHBIM OJHHX aBTOPOB, GUOPUHOJIUTHYE-
CKasi aKTUBHOCTb KPOBU Ha $OHe mpuema rop-
MOHaJ/IbHBIX [IpenapaToB BO3pacTaeT, UTO 4acCTO
OOBSICHAIIOT KOMIIEHCATOPHBIM YCUJIEHUEM aK-
TUBHOCTHU GUOPHHO/IM3a HA GPOHEe pa3BUTHUS TU-
nepkoaryasauud. [lo apyruMm naHHelM, Ha ¢QoHe
npuema KOK Hao60poT NpouCXoAUT yrHeTEHUE
GUOPUHOMUTUYECKON CUCTEMBI 3a CYET CHU-
YKEHUs] CUHTe3a TKaHeBOIO aKTUBaTopa Ijias-
MUHOTreHa 3H/A0TeJUaIbHbIMUA KJEeTKaMU U TO0-
BbilleHUs ypoBHA PAI-1 remarouurtamu. Takxke
B IocCJefHee BpeMs MHOTMe HCCIe[0BaTeNln
yIAeJs0T 00JbIIOe BHUMaHWEe HacJeACTBEH-
HbIM (dakKTopaM, npejpacrnoJjararmiujdM K BO3-
HUKHOBEHHUIO HapylleHUH B CUCTEME reMOCTa-
3a U TPOMOOTUYECKUM OCJOKHEHHUSIM Ha poHe
npuema KOK.

Ilesb. U3yynTh BIMSHUE TeHeTUYECKHX IO-
JUMOpPPU3MOB Ha CUCTeMY PUOpPUHOIM3A NpPHU
MCII0JIb30BAaHUM KOMOWHUPOBAHHBIX OPaJIbHBIX
KOHTpaLeNnTUBOB.

MaTtepuasibl M MeTOABL. HaMu IpoBeieHO 1o-
nepeyHoe KJUHUKO-1abopaTopHOe HcCCJief0Ba-
HHUeE, B KOTOPOM NpUHAAU ydyacTue 100 KeHIMH
B Bo3pacrte 29,0 (23,3-35,0) sieT. B 3aBucumMocTu
ot npueMa KOK xeHIIMHBI ObLIN pa3jiesieHbl

Ha ABe rpynmsl (n = 50 B kaxxa0i rpynne). B xone
vccaeoBaHus Oblia onpejesieHa GUOPHUHOJIU-
TUYeCKasi aKkTUBHOCTb IJIa3Mbl KPOBU METO/0M
JIM3UCA 3YTJIOOYIMHOBOU QpaKIUH MJ1a3Mbl IPHU
CTUMYJISILIUU CTPENTOKUHA30M.

BbIM NMpoaHa/JM3UpPOBaHbI JAHHbIE MOJIEKY-
JIIPHO-TEHETUYECKOT0 MCCe0BAaHUSI LIECTU
noAMMOpPPHU3MOB, O0OYCJOBJIMBAKIIUX CKJIOH-
HOCTb K COCTOSIHUIO TUNEePKoaryasuu: ¢akTop
[-455 G/A, daktop 1120210 G/A, pakTopV 1691
G/A, PAI-1-675 4G/5G, reHbl, TpOMOOLIMTaPHBIX
penentopoB — Gpllb/Illa 1565 T/C; renb MmeTu-
JeHTeTparuzpodosnart pegykrassl (MTHFR) 677
C/T. lns BbIsABJIeHUS] BJIUSHUS TE€HETUYECKUX
noJIMMOpPH3MOB HaA 3IYIVIOOYJIUHOBBIN GUOPU-
HOJIU3 OBLJI UCNOJIb30BaH MEeTO/, JIUHENHOH pe-
IpeccU.

PesynbraThl. Hasnnuue romosurotHout ¢pop-
Mbl nosMMopdusMa ¢ubpuHorena (-455 A/A)
CTAaTUCTUYECKU 3HAYMMO MPUBOAMUJIO K yTHETe-
HUI0 GUOPHHOJIM3A B 0JHOGAKTOPHOM aHaU3e
(p = 0,045). B MHOroakTOpHOM aHa/M3e ypo-
BeHb 3HAYUMOCTHU ObIJI HECKOJIbKO HUXKE CTaTH-
ctudecky 3Hauumoro (p = 0,054).

BeiBoAbI. Ha Hall B3I/, MOBbILIEHHAS SKC-
npeccusi reHa pUOpUHOreHa y HOCUTeJed ajl-
Jens -455 A/A u, Kak cieACTBUe, yBeJUYEeHHE
KOHIIeHTpalui GUOPUHOreHa, MOXET SIBJISATbCS
OJIHOM U3 MPUYHUH YyrHeTeHUs1 GUOPHUHOIHU3A.

6uos02udeckozo azeHmcemaea», Cankm-Ilemep6ype

BBeaenue. [loBbllleHWe pHUCKa pa3BUTHUA
TPOMOOTHUYECKHUX OCJI0KHEHUN XapaKTepHO JJ1d
BCeX NMalMeHTOB C OHKOJIOTMYeCKUMHU 3a60J1eBa-
HUSIMM BCJIe/ICTBUE CYOKJIMHUYECKOM TUIlepKoa-
TYASAILLMY, 2 YaCTOTa UX (OCTI0)KHEHUH ) pa3BUTHUSA
3aBHCUT OT THUIA OMYXO0JIH, CTaJUU ONyX0JIE€BOTO
npolecca U NpUMeHsIeMOro BapyaHTa Je4eHHUsl.
Pa3BuTHe BeHO3HbIX TPOMOO30B U TPOMOO3IM-
60J1MM TPpU MHOKeCTBeHHOH Muesiome (MM) Ba-
poupyetT oT 3 % 10 10 %, 4TO NPUBOJHUT K yXY/-
IIEeHUI0 KauyecTBa KU3HU U yJJIMHEHUI0 UHTep-
BaJIOB NPUOCTAHOBKH Tepanuy M, B KOHEYHOM
cyeTe, YBEJMYEHUIO KOJMYECTBA WHBaJHU/AU3a-
MU U CMepPTHOCTU 6oJibHBIX. Hcnosb3oBaHKe
MMMYHOMOZYJSAITOPOB, BBICOKMX J[03 JeKcaMe-

TIapugpynnunu A. 1., BoaowuH C. B, Kyewunoe A. 10., eccmeavyes C. C.

@I'BY «Pocculickuli HaQyuHo-Uucca1e008ameabCKUull UHcCmumym ezemamo.Jio2uu u mpaucgysuoaozuu PedepassbHoz2o Meduko-

TPOMBOTHYECKHUE OCJIOKHEHHUSA Y BOJIbHBIX MHOKECTBEHHOW MUEJIOMOH

Ta30Ha, 3pUTPOINOITUHOB NIpu MM conpsxeHo
C pa3BUTUEM TPOMOOTHYECKHUX U TPOMOO3IMOO-
JINYECKHX OCJIO)KHEHU .

Ilesb. OLeHUTb YacTOTY pa3BUTHUS TPOMOO-
TUYECKUX OCJIOXKHEHUH y 60/1bHBIX MM npu uc-
N0JIb30BAaHUU MMMYHOMOAYJISATOP-COAEePKaLIUX
NporpaMM JieYeHUsI U SPUTPONOITUHOB.

Matepuanbl M Metogbl. O6cienoBaHo 52
nanueHta ¢ MM (MenuaHa Bo3pacta 57 JeT,
Auana3zoH 40-73; cooTHolleHWe MYKYHWHbI/
keHIIMHbI — 1:1,62). Tepanus penuauBa/npo-
rpecCMpoBaHMs BKJIOYaJia UCHOJIb30BaHUE Ta-
augomuga 200 mr (n = 1), neHaaugomua 25 Mmr
(n = 30), momanugomMuja 4 mr (n = 2); JeHaIH-
foMuja (moazepkuUBarwllasi Tepanus IMocje
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ayTOJIOTUYHOW TPaHCIJIAHTALlUKM KOCTHOT'O MO3-
ra) 10-15 mr (n = 19). Bce nayueHThI noJy4a-
JIU UMMYHOMOJYJSITOPbl B KOMOWHALIMU C exe-
HeJleJIbHBIM NPUEMOM JieKcaMeTa30Ha B Jj03e
10-40 mr. B kauecTtBe npodUIaKTUKU TPOM6OO-
TUYECKUX OCJIOXXKHEHUM y BCeX MalUeHTOB MC-
N0J1b30BaJIaCh alleTUJICAJULUIOBAass KUCI0Ta
(kapAnMOMarHuJ, acCnMpUH-KapA1uo, TpoM6b60-acc)
75-100 Mmr, exxeiHEBHO. YPOBEHb TPOMOOIMTOB
He npeBbimaa 400x10°/1. i OLleHKH CUCTe-
MbI reMOCTa3a UCI0J1b30BaJach KoaryjorpaMmma
(dubprHOreH, npoTpoMObUHOBBIN UHAeKC, MHO,
AYTB, Tpom6uHOBOe BpeMs, /JI-numep). Y 12 na-
[IMEHTOB MPUMEHSJIUCh 3PUTPONOITUHBI C Iie-
JIbIO KOppPEeKL U aHEMUH.

Pe3ynbTaTrhl. OTK/JIOHEHHMH B KoOaryJorpam-
Me Iepej, HauyaJoOM Tepanud UMMYHOMOJYJs-
TOpP-COAEepKallMMHA NporpaMMaMu y OOJIbHBIX
MM BbisiBJieHO He ObLI0. TpoMOGOTUYECKHE OC-
JIOXKHeHHUs ObLIM BbisiBJeHbl y 3,8 % (2/52) na-
[IMEeHTOB: TPOMO03MOO/IMS JIETOYHOU apTepuu
(T3JIA) u TpoM603 ra1y60Kkux BeH (TI'B) rosenu.
[Ipy cpaBHeHMU Tpynn NaLMEHTOB C pasJ/ihy-
HbIMU PEXUMaMU Tepanuu AOCTOBEPHBIX OTJIU-
YHMU B 4aCTOTe HACTYIJIEHUS] TPOMOOTHUYECKUX
OCJIOXKHeHUU He BbisBjaeHO (p>0,05). [Ipu wuc-

MOJIb30BaHUM «JeHanugoMuyg 10-15 mr», «mo-
MaIuAOMUA 4 MI» JJaHHbIE OCJIO>)KHEHHS He Bbl-
sIBJIEHbI, IPU Tepanuu «JeHaJTUAOMHUA 25 Mr»
BbisiBJieHa TJJIA, moaTBep:KAeHHasA AAaHHBIMH
KOMIIbIOTEPHOW TOMOTpadru; NpU TEPANUU «Ta-
augomug, 200 Mr» KOHCTaTUPOBAHO pa3BUTHE
TI'B, nogTBepjeHHOE YIbTPa3ByKOBBLIM HCCJIe-
JIOBaHMEM Be€H HMXKHHUX KOHEYHOCTeHU. PazBuTture
T3JIA u TI'B notpe6oBasio oTMeHbl UMMYHOMO-
AyNSTOPOB. B rpynne nauueHTOB, MOJyYarOUIUX
3PUTPONOITHH Ha POHE Tepaluu UMMYHOMOJY-
JISTOPAMHU U JIEKCAaMeTa30HOM, OTMEUY€EHO yBeJu-
YyeHHe 4YaCTOThl TPOMOOTHUYECKHUX OCJIO0KHEHUU
110 CPAaBHEHUIO C IPYNION NAlMeHTOB «6e3 Tepa-
UM 3pUTponosTuHoM» (p < 0,05).

BbiBoabl. YacToTa pasBUTHUS TPOMOOTH-
YeCKUX OCJ0KHEHHUH y MalMeHTOB C MHOXe-
CTBEHHOU MHEJIOMOW He 3aBUCHUT OT BapUaHTa
VMMYHOMOAYJIATOP-COAepKallled MpOorpaMmbl
JledyeHus. [lpuMeHeHMe aLleTHJICAIULUIOBOU
KHUCJIOTBI He UCKJII0YaeT BePOATHOCTb Pa3BUTHUA
TPOMO030B U TPOMOO3IMOOJUNA. IPUTPONOITHH
JIOJDKEH MCII0JIb30BaTbC C OCTOPOXKHOCTBIO
y OG0JIbHBIX, MOJYYaIOIIMX UMMYHOMOAY/ISTOPDI
B KOMOMWHAIUH C JleKCAMETA30HOM.

MeduKo-6u0/102u4ecko20 azeHmcmaar», Cankm-IlemepGypez

I'eavyep H. B., CmupHosa 0.A., MameueHko 0. I0., lTonoeuna O. I, llanasH JI. I1.

@I'BY «Pocculickull HaQyYHO-UCCc/a1e008amMeAbCKUll UHCMuUmMym zemMamo.Jio2uu U mpaucgysuosozuu PedepasbHozo

AHAJIN3 TAPAMETPOB TECTA TEHEPAIIUM TPOMBHUHA Y IIAIIMEHTOB,

NMPUHUMAIOIIINX PUBAPOKCAGAH

BBeaeHue. BHacTod1ee BpeMa HOBbIe OpaJib-
Hble aHTUKOoaryassHThl (HOAK) Hauwiv mupokoe
IpUMeHeHUe B JIeYeHUU U TPodUIaKTUKE TPOM-
603Mb0siM4ecKkux 3aboseBaHuil (TI3) kak ajb-
TepHaTHBA Tepaluu aHTAaroHUCTaMU BUTAaMHUHA
K. Ouenka antukoarynsgsHTHoro gercteusa HOAK
3aTpyAHEeHa B CBA3HU C OTCYTCTBUEM crieludpuye-
ckux TecToB. Cpe/ii pyTUHHBIX TECTOB [1J151 OLlEH-
KU JIeMCTBHS IPSIMOr0 0O0paTUMOro UHIUOUTOpPA
dakTopa Xa, B YaCTHOCTU puUBapoKcabaHa, Hau-
6oJsiee 4YYBCTBUTEJbHBIM SIBJSETCS MNPOTPOM-
6uHOBOe BpeMs. PuBapokcabaH MpOJIOHTHUPYET
ero KOHI[eHTpPaIl[MOHHO3aBUCUMO. OJIHAKO 3TO
He MO03BOJISIET OLlEHUTb YPOBEHb aHTUKOATY/s-
uu. Mcnosb3yeMblil r106a/bHbIA UHTErpasib-
HbIM TecT — TecT reHepauuu tTpomb6uHa (TI'T),
OTpaKawIlui JUHAMUKY TeHepaluu TpoMOHHaA
B 1[€JIOM C Yy4eTOM B3aUMO/IeHCTBUS KOATYJISII[U-
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OHHBIX U AHTHUKOATYJSHTHBIX (QaKTOPOB, y4H-
ThIBaeT U3MeHeHHe 0011ero reMoCcTaTUYeCcKOro
NOTeHI|MaJla KPOBHU 10/, BO3/leiCTBUEM HUHTUOU-
Topa ¢Xa. [IpoBeeHHbIE paHee HUCCe0BaHUS
II0OKa3aJ/iy, YTO He y BCexX MaleHTOB, NoJy4alo-
IIMX pHUBapoKcabaH, OTMedasioCh BbIpaXKEHHOE
CHUXKEHME BCeX KOJIMYEeCTBEHHbIX MOKasaTeJel
TI'T: 3sauenue ETP Moryio octaBaTbca B npee-
Jlax HOpMaJibHbIX KoJie6aHUH.

Iesb. [IpoBecTu aHanu3 KOJHWYECTBEHHBIX
napaMeTpoB reHepalUy TPOMOWHA y MNalHeH-
TOB, Y KOTOpPbIX Ha poHe MpreMa puBapoKcabaHa
nokasatesib ETP He BbIXOAWJI 3a IpaHUIbl HOP-
MaJIbHbIX 3HAYEeHUU.

Martepuanbl U MeToAbl. O6caes0BaHo 29 na-
1MeHTOB (16 keHIUH U 13 My>xuuH) ¢ T33. Bce
obcyieloBaHHble ObLIM paszesieHbl Ha 2 Tpyn-
Obl B 3aBUCUMOCTU OT BpPEMEHH, NMPOILEAIIero
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OT IIpHeMa Ipenapara /jo0 MOMeHTa B3 TUSI KPOBH.
[IepBy!o rpymnny coctaBuau 13 nanyveHToB B BO3-
pacte oT 16 g0 67 sieT (Me - 48,0, 95 % JU: 17,2-
65,5), y KOTOPBIX B3THE KPOBH OCYILIECTBJISJIOCH
yepe3 1,5-4 yaca nocse npuemMa puBapokcabaHa
(Ha MakcMMaJibHOM KOHIleHTpaluy MNpemnapara
B KPOBH ); BTOpYI0 rpynny — 16 naiieHToB B BO3-
pacte ot 19 g0 80 sieT (Me — 55,0, 95 % /IU: 22,2-
79,2), o6cenoBaHHbIX yepe3 11-15 yacoB nocie
npyveMa puBapokcabaHa. KoHTpoJibHy0 rpynmy
COCTaBUWJIY 28 NpaKTUYECKU 3/J0POBbIX JIUII,

C nomowbio TI'T oneHHWBaNU BJAWSIHUE pUBaA-
pokcabaHa Ha OOIIMM reMOCTaTUYECKUH MMOTEH-
[[MaJ KpOBH METOJIOM KaJMOpPOBAaHHOW aBTO-
MaTU3HWPOBAHHON TpoMOuUHOTrpaduu B GeHOU
TpoMboLMTaMu IJ1a3Me KpoBU. Omnpegensiiu
KOJIMYeCTBEHHble IIOKa3aTeJd: 3HJOTeHHbIN
noteHuuan tpombuna (ETP, HM*MuH) u makcu-
MaJIbHbIM ypOBeHb reHepaluu TpoM6uHa (Peak
thrombin, HM). [losydyeHHble pe3ynbTaTbl 06-
pa6otanbl ¢ nomouibio STATISTICA 6,0. Omnpe-
Jlesisiiv 3HayeHUs1 Mmearanbl (Me) u 95 % goBe-
putenbHblil UHTepBaa (JH). OueHky foctoBep-
HOCTH pa3jIM4Mi Mex/y IByMsl He3aBUCUMbIMU
BbIOOPKAMH MPOBOAUJM C MCIO0Jb30BaHUEM
KpuTepuss MaHHa-YUTHH, pa3jiMiusl CYUTAIUCH
JIOCTOBEPHBIMU pH ypoBHe p < 0,05.

Pe3yabTaThl. Y KaXXJ0ro M3 nanyMeHTOB pac-
CMaTpUBAEMbIX I'PYNI HUHAWBUAYAJbHbIE MOKa-
3atesiv ETP ykyaipiBasivch B ipeJieJibl HOpMaJib-
HbIX KOJIe6aHWM, HO MPU 3TOM 3HAYEHUs 3TOTO
napametpa B 1-u rpynne (Me — 1362,59, /I1U:
1233,04-1880,22 nporuB Me —1756,00, [HU:
1220,55-2159,85, p<0,01) Takxke, Kak ¥ BO 2-i
rpynne (Me — 1451,36, [IU: 1247,99-1767,70
npotuB Me —1756,00, AU: 1220,55-2159,85,
p<0,01) 661K JOCTOBEPHO HUXKE, YEM B IpyIIe
370poBbIX UL, Hapsay ¢ aTuMm, nokasaTtesiu Peak
thrombin ocTaBasuch 3HAYUTE/NbHO CHUXKEH-
HbIMU OTHOCHUTEJIbHO 3HAaYeHUH 3/0POBBIX JIUI]
B 00erx 06c/e/lyeMbIX IpyINax B paBHOU cTele-
HU (p <0,000001). Tak, ecaiu Peak thrombin 370-
POBBIX J1UL, cocTaBua Me — 293,00, IU: 198,70-
376,17, TO 3TOT NOKa3aTesb B 1-1 U BO 2-U rpyn-
nax cocraBua Me— 78,20, JIU: 65,68-122,40,
Me — 87,95, /IU: 67,58-158,47, COOTBETCTBEHHO.

BeiBoabl. IlosiydeHHbIe pe3yJbTaTbl CBU-
JleTeJIbCTBYIOT O BbIPaKEHHOW HWHIUOULIUMU
reHepanyu TpoMOMHaA Ha (OHe Tepamuu pU-
BapoKcabaHOM U yKa3bIBAIOT HA OOJIbIIYIO YyB-
CTBUTEJIbHOCTb napameTpa Peak thrombin gns
KOJINYEeCTBEHHOW XapaKTEPUCTUKU TeHepaluu
TPOMOMHA.

MeduKo-6uo02uieckozo azenmemsa», Cankm-Ilemep6ype

I'epoym K. A., T'puwuHa I B., llimenesa B. M., Pemu3oea M. H.

@I'BY «Pocculickull HQyYHO-UCCA1e008aMeEAbCKUL UHCMUmMym 2emMamo.Jio2uu U mpaucgysuoaozuu PedepasbHozo

BJINAHME IIJIABMO3AMEHUTEJIA HA OCHOBE

IT'NAPOKCUITU/IKPAXMAJIA HA CUCTEMY 'EMOCTA3A B OKCIIEPUMEHTE

BBeaenue. O1HO U3 LIEHTPAIbHbIX MECT B Jie-
YeHUU reMopparuyecKoro moka 3aHMMaKwT 00b-
eMo3aMellaplle pacTBOpPbl U pa3JIMYHble UH-
dy3noHHbIe cpefbl. KpoBesameHnuTe 1y, co3aH-
Hble HA OCHOBe TUpoKcHUaTHKpaxMasa (['9K),
MOTYT [JJIATEJIbHO OCTaBaTbCsl B COCYAUCTOM
pycJie, obecredyrBasi KOPpPEKIU IeMOoJUHAMMU-
KH, ¥ TEM CaMbIM YJIy4lIaTb JJOCTAaBKY KUCJIOPO-
Jla K TKaHAM. CrnenuasbHOTO BHUMaHHUA 3aCay-
»KMBaeT MpobJsieMa BO3JeUCTBUSA KOJIJIOWAHBIX
IJIa3MO3aMeHHUTeslell Ha CUCTeMY CBEPThIBAaHUS
KpPOBM, TaK KaK TMIIOBOJIEMUSI U HapyLIeHHUS
B CHCTeMe reMoCTa3a HaXOASATCS B MPUYHUHHO-
C/1eJCTBEHHbIX B3aMMOOTHOLIEHUSAX. JKCIEepHU-
MEeHTaJIbHble UCCIe[JOBaHUSI MOKA3bIBAKT, YTO
TUJIPOKCUITUJIKpAaXMaJbl MOTYT CBSI3bIBAThCS
C NOBEPXHOCTHBIMH peLeNTOpaMy 3HAO0Teaus

U BJHATH Ha CKOPOCTb aJire3vd, BO3MOKHO,
BCJIE/ICTBME MHAKTUBAIIMU MU CBOOOJHBIX pa-
JIUKAJIOB U CHUXKEHUs BbIOpOca IMTOKWHOB. Ha-
pylLIeHHUA B CUCTEMe reMOCTa3a He JOJDKHbI BO3-
HUKHYTb IPY COOJIIO[IEHUU PEKOMEH/yEMBIX [103
JlJ1s lepeJIMBaHu [Jla3Mo3aMeHuTe . JJaHHble
o BaugHuM ['IK Ha cuctemy remocrasa B omnpe-
JleJIEHHOW Mepe NPOTUBOPEYUBHI.

Iesb. M3ydyeHue BJIMAHUA IJIa3MO3aMeHU-
TeJist Bosekam 'OK-200 (Voleodicramen) Ha cu-
CTEMY IreMOCTa3a B 3KCIIepUMEHTe.

Martepuanbl U MeToAbl. Ha mepBom 3sTamne
UCC/IeJOBAHUM B HCXOJHOM COCTOSIHUH, 4yepes3
2 ¥ 24 4yaca HabJII0JleHMs], B ONbITaX Ha MHTAKT-
HbIX KpoJinkax (I cepus, KOHTpoJibHAs, n =5) uU3-
y4a/y BJIMUSIHHE YCJOBUW 3KCIepUMeHTa Ha Io-
Ka3aTeJslM [eMOoCTas3a B Te e CPOKH, YTO U B OIIbI-
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TaxX C BBeJeHHUeM Ipenapara Bosekam 'DK-200.
Bo Il cepuu (n = 4) ucciaenoBaiu BAWSIHUE HH-
¢y3uu npenapata 'IK-200 HaA cocTosiHUE reMo-
cTasa y KpoJsukoB. [I[penapaTt BBogU/IM B 00'beMe
10 MJ1/Kr Beca >KMBOTHOT'O B KpaeBYyl0 BEHY YIII-
HOW pakoBHUHBbI B TeyeHUe 20 MUH. /i Makcu-
MaJIbHOI'O MCKJIIOYEHUS BO3MOXKHOTO BJIMSHHUA
YCJIOBUHM 3KCIIEpUMEHTA Ha [TI0Ka3aTeJu reMoCTa-
3a 3a60p KpOBHU /i aHAJIM30B U BBeJleHUE KpOo-
Be3aMeHHUTeJsl OCYILeCTBJANOCh 0e3 PpUKcalUuu
KpOJIMKa K OllepaljMOHHOMY CTaHKY (I0JIoXKeHue
cujs).

Ha ciepyrwoieM stane usy4yaiu BJIUSHHE BBe-
JeHud npemnaparta 'K Ha remocrtas nocie Kpo-
BonoTepu (10 M1 /kr). JKHUBOTHBIX HAPKOTHU3UPO-
Ba/Id BHYTPUOPIOIUHHBIM BBeJleHHEM 5 % pac-
TBOpa TUONEeHTasia HaTpus B A03e 35-40 Mr/Kr.
KpoBonyckaHue ocyiecTBAsiIM W3 OGeApeHHOU
aptepud. KoHTposibHBIM XUBOTHbIM (1 rpyn-
na, n=4) yepes 15-20 MHUH mocCJie KPOBOIOTe-
pY BBOAMWJMU M30TOHUYECKUM paCTBOP HATpUA
xaopuzga (PP, 10 ma/kr). B onbiTHOM rpynmne (2
rpymnmna, n = 5) kposukam yepe3 15-20 muH nocse
TaKoU ke KpoBonoTepu BBoauau ['IK B Tou xe
no3e, uto 1 ®P B nmepBoii rpynne. [l1asamMeHHo-
KOaryJIIJMOHHOE 3BEHO reMoCTa3a OLeHHWBaIU
no AIITB, akTuBHOCTH dakTopa VIII, npoTpomM6bu-
HOBOMY MH/I€KCY, KOHLIEHTpanuu GuOpHUHOreHa,
a TakXe I10 YHUCJIy TPOMOOLIMTOB B llepudepule-
ckoil kpoBu. [lokazaTesiu reMocTasa onpeessaiv
B UCXOJHOM COCTOSIHUY, yepe3 2 U 24 4aca nocJie
BBeJleHUs npenapaTta ['DK-200 (B I u lI-o# cepusax
B T€ e CPOKH, UTO U B 1 ¥ 2-# rpymie).

PesysbTaThl. B HMCXOQHOM COCTOAAHUM KO-
JINYeCTBO TPOMOOLMUTOB B KOHTpoJibHOU (I ce-
pus) u onbiTHOU (II) cepum cyuiecTBeHHO pas-
Ju4yanucek (coorBetcTBeHHO 720 m 555 x10°
KJ1eToK/J1). B cBfI3U ¢ 3TUM npou3BeJieH NoACYeT

M3MEeHEeHUU YUC/a KJIeTOK B % K UCXOAHBIM Be-
JUu4rHaM. [Ipy Takou olleHKe pasnyus Mexay
CEepUsIMU MO M3MEHEHUSIM YMCIa TPOMOOLMTOB
OKa3bIBAlOTC CTAaTUCTUYECKU HE3HAYMMBbIMH.
HUupekc AIITB, aktuBHOoCcTh dakTopa VIII, npo-
TPOMOUHOBBIM MHJEKC W KOHIeHTpauus ou-
O6prHOreHa yepes 2 yaca U 24 yaca HabJl0[ieHUs
B | u Il cepusix 6b11M NpaKTUYECKH OJMHAKOBDI-
MU. HckirodyeHMe cocTaBusia pasHULIA MeXAY
NOAONBITHBIMU UM KOHTPOJIbHBIMHM KpOJIMKaMH
10 YUCJy TPOMOOLIMTOB Yyepe3 CYTKU (COOTBET-
CTBEeHHO 66,7 +15 u 88,7+ 3,4%, p=0,01). Uc-
X0/ U3 NI0JIYYEeHHBIX pe3y/IbTAaTOB 110 IJIa3MeH-
HO-KOaryJsIIUOHHOMY 3B€HY, MOXHO C/ieJaThb
3aKJIl0YeHHe 06 OTCYTCTBUU 3HAYUMOT0 BO3/ei-
ctBuA 'OK-200 Ha cucTteMy reMocTasa B paHHHE
CPOKH nocjie UHQY3UU Y UHTAKTHBIX YKUBOTHBIX.

[locsie kpoBOMOTEPU U3MEHEHHME MOKa3aTesen
reMocTasa B CPAaBHEHHUHU C UCXOJHBIMHU JAHHBIMU
B 1-11 (koHTpOJb, PP) M 2-ii (Bosekam I'IK- 200)
rpynnax He 66114 3Ha4MMbIMU. MHAekc AIITB, mpo-
TPOMOMHOBBIA UHAEKC (0T 92 no0 118 %) U KOH-
neHTpanus pubpuHoreHa (ot 2,5 10 3,5 /1) yepes
2 ¥ 24 yaca HabJirojeHUs ObLJIY IOYTH OJMHAKOBBI-
MU B 1 1 2-i rpynnax. OHako B OZHOMU IpyIiIle ak-
TUBHOCTb ¢akTopa VIII 1 uncio TpoMOOLUTOB IPU
BBegeHuU ['IK-200 6bLIM HECKOJBKO MOBBILIEHDI
(Ha 16 %) k 24 yacam HabsoneHus. TeM He MeHee,
He BbIfIBJIEHO CTAaTUCTUYECKU 3HAYMMBbIX pa3JiU-
YUU MeX/Jy ONBITHOM U KOHTPOJIbHOM TpynnaMu
no BausHuto 'IK-200 Ha cucteMy remocrasa.

BbIBOABI. JKCIIEpUMEHTbI IOKa3aJy, 4YTO
BHYTPUBEHHOe BBeJleHHe pacTBopa Bosekam
['3K-200 B go3e 10 MJ1/Kr He BbI3bIBAaeT 3HAYU-
MbIX U3MEHEHUU B CUCTeMe reMocrasa uiepes 2
yaca 4 24 yaca HabJI0[leHUsl Kak Npu UHPY3UU
ero MHTAaKTHBIM XWUBOTHBIM, TaK U NPU BBeJe-
HUY KPOJIMKaM I10CJIe KpPOBOIOTEPH.

Poccutickoii Pedepayuu, 2. Kemeposo

Poccutickoii Pedepayuu, 2. Tomck

I'py3deesa 0. B.’, ®anackosa E. B.’, Yuacoea E.I’, Ak6awesa O. E.?, Ilenckaa T. I0.’,
Ilnomnukos I’ I1.Y, Bap6apaw 0. J1.*?

1 @I'BHY HHUH «KomnaekcHbix npobiem cepdevHo-cocyducmblix 3a6o1esanuii», 2. Kemeposo, Pocculickas Pedepayus, 2. Kemeposo
2 T'BOY BIIO Kemepogckas zocydapcmeeHHas MeduyuHckas akademusi MuHucmepcmea 30pasooxpaHeHust

3 T'BOY BIIO Cubupckuii 2ocydapcmeeHHblii meduyuHckull yHusepcumem Munucmepcmesa 30pagooxpaHeHust

BO3MOXHOCTH UCIT0/Ib30OBAHHUA TECTA TEHEPALIMM TPOMBHUHA B OHEHKE
TFTEMOCTATHYECKOTI'O IIOTEHIIUAJIA TIPU OIIEPAIIMAX KOPOHAPHOTO IIYHTUPOBAHHUA

Henpb. OneHUTh mapaMeTpbl TecTa reHepa-
MM TPOMOHHA y MALMEHTOB C HUIIEMHYECKOH
60JIe3HbI0 cepjlia IMpPU AOPTOKOPOHAPHOM
IIYHTHPOBAaHUU B YCJOBUSAX HCKYCCTBEHHO-
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ro kpoBoo6Opamienus (HMK) mnocne TpaHcdy-
3UM  JIOHOPCKOTO TPOMOOLMTAPHOTO  KOH-
IeHTpaTa Ha ¢OHe [JINTEJbHOH Tepamnuu
aACIUPUHOM.



Bcepoccnivickasa HaQy4YHO-npakTnyeckas KOHpepeHyns
«AKTYAJIbHbIE BOIMPOCHI IMTATOJIOrA TEMOCTA3A>»

Cankr-MeTtepbypr
22-23 mapta 2018 .

Martepuansl U1 MeTOABI. B uccienoBaHue
BKJ/ItoueHO 148 yesioBek ¢ UBC, kKoTopbIM 6blIa
BbINIOJIHEHA IIJIaHOBas IepBUYHas olepanusa
KII B ycoBusix UK 6e3 oTMeHbI aHTUTPOMOOIU-
TapHOM Tepanuu (KapAuOMarHuia 75 Mr/cyTKH,
acnupuH-kapauo 100 Mr/cyTku WM acOHUpPUH
125 Mr/cyTku). B kauecTBe KOHTPOJIbHBIX TOYEK
OblIM BbIOpaHbI CaeAylOlLye 3Talbl: Joomepa-
IIMOHHBIA, UHTpaollepalMOHHbIN (MocJe Mmpo-
TaMUHU3alUU [0 BBeJleHUSI TPOMOOLUTHOIO
KOHLEHTpaTa) U PaHHUHM MOocC/aeonepanioHHbIN
(B cpeaHeM uepe3 1 yac mocJjie MOCTYIJIEHUS
NallMeHTOB B OT/leJIeHHE peaHHWMalluu) Mepuo-
Jibl. B 3aBUCUMOCTH OT TpaHCPy3UU AOHOPCKO-
ro TpoMm6ouuTapHoro konueHntpara (TK) maru-
€HTOB pa3/e/IiuJU Ha 2 TpyInbl: 76 nairueHTOB
C TpaHCcpy3uel JOHOPCKHUX TPOMOOLUTOB U 72
nanyeHTa 6e3 TpaHcPpysuu TpoMbouuTOB. KOH-
TPOJIbHYIO Trpynny cocTaBuau 20 mpaKTU4YeCKU
3/I0POBBIX JIULI.

Pe3ysbraThl. Ha doHe jyiuTesibHON acnupu-
HOTepanuu y NayueHTOB B J10- U UHTpaolepa-
[JMUOHHOM NepUuoZax OblJIO0 BbISIBJIEHO COCTOSIHUE
aKTUBAalUU 3HJOTCeHHOr0 TPOMOUHOBOrO IHO-
TeHIMaJIa, 0 YeM CBU/EeTeJIbCTBOBA/IM BbICOKAs
NHUKOBasl KOHIIEHTpAlUsi TPOMOHWHA, YBeJuye-
HUE CKOPOCTH ero 06pa3oBaHUs, IpU 3TOM Bpe-
Ms aKTHMBaLlMU NPOTPOMOMHA3HOTIO KOMILJIEKca
Y BpeMs 06pa3oBaHUsA TPOMOUHA ObLJIN YAJMHE-

HbI 110 CPAaBHEHHUIO C KOHTpoJieM. B paHHeM mo-
cJeolepalnMoHHOM IepHo/ie B TpyIiie MalueH-
TOB, He noJyy4uBLux TpaHcoy3uw TK, Ha doHe
Jla/IbHeHNIIero yBeJWYeHUs] BpeMeHHBbIX IMOKa-
3aTesield, TeEMOCTAaTHUYECKUU MOTeHLUaJ KpPOBU
yMeHbIaJICs, JOCTUrasi yPOBHS KOHTPOJISI, TOT-
Jla kak TpaHcoy3usas TK ctumynupoBasia reHe-
paLuio 3HJAOTeHHOTO TPOMOHWHA: COKpalaJoCh
BpeMs MHULMALUY CBEPThIBAHUA, BpeMs JOCTHU-
YKeHHUS NHMKa, TP 3TOM CKOPOCTb U KOHILIeHTpa-
1Sl TPOMOWHA YBEJIUYUBAJINUCh, HO JOONepalu-
OHHOTO YPOBHS He JJOCTUTaJIH.

3akaw4denue. Ha GoHe fiuTe1bHOM acnuMpH-
HOTEepaNuM y NalueHTOB COXPaHsSeTCs reMocTa-
TUYECKUN MOTeHLHa/N. YUUThIBasl, YTO TPOMOO-
LUTHI NaleHTa COXPAHAIT CBOK CIOCOOHOCTH
y4acTBOBaThb B reHepalUyd TPOMOUHA, a JOHOP-
CKUe JOMOJIHUTEJIbHO CTUMYJUPYIOT 3H[AOTEH-
HbI TPOMOHHOBBIM MOTEHIMaJ KPOBH, TPaHC-
by3usi TPOMOOLMTHOTO KOHIIEHTpaTa B I3THUX
YCJIOBUSIX MOXKET YBeJUYUBATh PUCK TPOMOGO-
vieMudeckux coosiTuil. K nenecoobpasHoctu
TpaHCPY3UH JJOHOPCKUX TPOMOOLIMTOB HEOOXO-
JIUMO NOAXOAWUTb CTPOr0 UHAWBUAYAIBHO C yue-
TOM IOKa3aTeJiel TecTa reHepalnuu TPOMOKWHa,
MUHUMU3HUPOBAB PHUCK MepHUONepalMuOHHbBIX
HIIeMUYECKHX W TeMOopparudyeckux OCJI0XKHe-
HUH Y KOKJ0T0 KOHKPETHOI0 MalueHTa.

6uo.102uyeckozo azeHmemsa», Caukm-Ilemep6ypz

KepHnakoea A. A., MapmeiHkeauu H. C.,, lllyeaees B. A., [loaywkuHna J1. b.,
BosouwuH C. B., beccmeavyes

. C.,, Yeuemkun A. B.

@I'BY «Poccutickuil HQyYHO-Ucc1edo8amenbCKulli UHCmMumym zemamo.sio2uu u mpaHcgpysuonozuu PedepasbHozo Meduko-

TPOMBOTHYECKUE U TEMOPPATMYECKHUE OCJ/JI0XXHEHHUA ITPU 3CCEHIIUA/ILHOM
TPOMBOIUTEMUH

BBeeHue. JcceHMaibHAsi TPOMOOLUTEMUS
(3T) — muenonposndepaTUBHOEe 3ab0J€BaHUE
C NOBBILIEHHOW NpPOAYKLHEW MerakapuoLUTOB
B KOCTHOM MO3re U TPOMOOIUTO30M B nepude-
pudeckor KpoBU. OTHOCUTCA K TpyIie MHUeJIo-
npoJsindpepaTUBHbIX HOBoo6GpaszoBaHui (MIIH),
sIBJISIeTCS peJlkuM (opdaHHBIM) 3abosieBaHUEM
C 4aCTOTOM BbISIBJSIEMOCTH OT 1,5 710 2,5 ciiyyaeB
Ha 100 000 HaceseHUs B roj,

KiroueBbiM 3BeHOM nartoreHe3a JT aBJseT-
€ HEKOHTpOJIMpyeMasi akTUBaLlus KJIeTOYHOr 0
curHasbHoro nytHy JAK-STAT. JloctoBepHO ycTa-
HOBJIEHA LleHTpaJibHasA POJib COMAaTHYECKUX TO-
yeuHbIX MyTalui reHoB JAKZ (JAK2V617F), MPL

v CALR B aktuBanuu JAK-STAT-nnytu. Moseky-
JIIpPHO-TeHeTU4YeCKUH GeHOTUN (HOCUTENbCTBO
ofHOM u3 myrtauui: JAK2V617F (JAK2+), MPL
(MPL+), CALR (CALR1+—Tun 1, CALR2+—Tun
2), WX OTCYyTCTBHE — TPONHOUN-HEraTUBHbIN
cratyc (TH)) npu 3T paccmaTpuBaeTcs B Kaye-
cTBe PAaKTOpPa, BJAMAIOILEr0 Ha pa3BUTUE TPOM-
60TUYECKUX WU/UJIU TeMOpparuyecKux OCJIOXK-
HEHUM.

Ieab. OueHUTh HaJU4YMe W XapaKTep B3au-
MOCBA3€M MeXJy MOJIEeKYJAPHO-TeHeTUYeCKHU-
MU HapylleHHWAMH, KJIUHHUKO-J1abopaTOPHbIMU
napamMeTpaMH Y pasBUTHEM OCJIOXXKHEHWH, NPO-
rHo3oM TteyeHus JT.
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Marepuanbl uMeTOABI. /lanHble 240 nayueH-
ToB ¢ AT (kpuTepuu BO3 2008 r.). OLieHUBaIMUCh
NI0Ka3aTeJd FeMOrpaMMBbl, pe3yJIbTaTbl MOJIEKY-
JIIPHO-TEHETUYECKUX METO/0B: oJMMOopdU3IMa
JJIUH PeCcTPUKIMOHHBbIX ¢parmMeHTOB (I1PD)
nns1 onpenenenus JAKZ2V617F, IILUP-II/IP® (BbI-
siBJeHue MyTauuil MPL) v npsAIMOTO CEKBEHUPO-
BaHUsA (BblisiBjeHUWe CALR). PeructpupoBaiuchb
TPOMOOTHUYECKHE U/UIM reMopparuvyeckue oc-
JIO)XHeHUs1 (apTepUasibHble/BeHO3HbIE TPOMOO-
3bl, OCTpbIA HHPapKT MUOKapaa (OMM), ocTpoe
HapylleHWe  MO3TrOBOr0  KpOBOOOpalleHHUs
(OHMK) u kpoBoTeveHus). [IponsBeseH aHaIu3
o61ueit BbkuBaeMocTH (OB) y magueHTOB € Ha-
JIMYueM/O0TCYTCTBUEM OCJIOKHEHUH. BbinosiHeH
aHaJIM3 U NocjeAyolas cTaTUCTAYecKas obpa-
60TKa MOJIyYeHHbIX JAHHBIX.

PesynsraTtel. Cpegu 240 naunueHToB: 183
(76,3 %) — 6e3 ocanoxkHenud (b0),y 57 (23,7 %)
ocnoxkHeHus: 49/57 (85,9 %) — apTepuasb-
Hble/BeHO3Hble Tpom603bl, OHMK u OHUM
(tpom6o3b1+); 11/57 (19,3 %) — kpoBoTeye-
HUs (remopparuu+). TpoMOOTHUYECKHE OCJ0XK-
HeHus B JAK2+—50/182 (27,4 %), TH—8/26
(30,7%), CALR1+—2/11 (18,2%); B CALR2+
u MPL+ He oTMeueHO Tpom6030B (p<0,001).
BrifiB/IeHO Ha/IM4We CTaTUCTUYECKH 3HAYMMBbIX
pasJMYUi [0 YPOBHIO TPOMOOLUTOB MEXAY
TpoM603bl+ U reMmopparuu+ (p = 0,003), pas-

JINYUH 10 YPOBHIO reMOIJIOOMHA U JIEUKOLUTOB
He oTMedeHOo (p = 0,75 u p=0,47). [launeHThI
ctapuie 60 jieT — 6oJiee nosioBuHbI B O (51 %)
U TpoMm603bi+ (59 %), B remopparuu+ — 36 %
(p<0,001). [lo HaNMU4UIO CepAEYHO-COCYLUCTBIX
dakTopos pucka (b0 - 24 %, TpoM603b1+ — 69 %
U remopparuu+— 36 %) (p<0,001). Pasnnuui
no rumneprpombonuTtody 6Gosee 1000x10°/n
U JiedKoiuTo3y 6osiee 11x10°/n1 He moJsiydueHO
(p =0,85u p=0,72 coorBeTcTBeHHO). [Ipy aHa-
nu3e OB He BbISABJIEHO CTAaTUCTUYECKU 3HAUU-
MbIX pa3/JIMuYUN MeXAy NnoJrpynmnamu c/6es3 oc-
JoxHeHu# (p =0,21).

BeiBoabl. Mytanusa JAK2V617F acconuupoBa-
Ha C yBeJIMUEeHUEM PUCKA U YaCTOThl TPOMOO30B.
Cratycol CALR1+ v CALR2+— HauboJsiee 6J1aro-
NpUATHBIE C MO3ULUU PUCKA Pa3BUTHUS TPOM-
O0TUYECKHUX OCJ0KHEHUH; 4yacToTa TPOMOOTHU-
YeCKHX OCJIOKHEHUU Yy TaKUX MalMeHTOB ObLiIa
CTaTUCTUYECKH 3HAYMMO HUKe B CpaBHEHUU
c nanueHTamMu Apyrux rpynn (p = 0,01). BmecTte
c teM, npu CALR+, BHe 3aBUCMUMOCTH OT THUIIA MY-
TallU{, 4aCTOTa BOSHUKHOBEHHUS] TeMopparuye-
CKUX OCJIO)KHEHUU AocTOBepHO Bhille (p = 0,01)
B CPaBHEHUHU C HOCHUTEJIbCTBOM MHBIX MyTalUM.
Bivanue HocuTesnbcTBa Mytauuu MPL v TH-
cTaTyca TpebyoT NpoBeAeHUs AaJbHENIIUX UC-
cJieJOBaHUH.

MeduKo-6uo102uieckozo azenmemsa», Cankm-Ilemep6ype

BBegeHue. K uuciy 6e3yclOBHBIX HacJjes-
CTBEHHBIX JleTEPMUHAHT TPOMOOQUIUU OTHO-
caTcs MyTauuu B reHax ¢akTopos Il (G20210A)
nV (G1691A). OgHako BOonpoc 0 HEOOXOAUMO-
CTU U MPOAO/LKUTENbHOCTU NEPBUYHON U BTO-
PUYHON NPOPUIAKTUKU BEHO3HOr0 TPOMOGOIM-
6osusma (BT3J) y HocuTesneld Hac/ieqCTBEHHOU
TpoM60duUINU ocTaeTcsd AUCKyTabeJabHbIM. Pe-
KOMEeH/Ial[Mi 10 NPOA0KUTENbHOCTH aHTUKOA-
T'YJISHTHOM Tepanuu nocJe nepeHeceHHoro BTI
y MallMeHTOB C HacJleICTBEHHOW TpoMboduinei
B HACTosIlllee BpeMsI He CYI[eCTBYeT.

B mnocnenHee BpeMsi HapacTaeT UWHTepec
K HHTEerpajbHOMYy TeCTy — TeCTy TeHepauuu
TpoM6uHa (TI'T), KOTOpbIN MO3BOJISIET OLIEHUTD
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Kapnuu C. A., llimeneaa B. M., I'oanoeuHa 0. I., KanycmuH C. H., CmupHoeaa 0. A., IlanasH JI. I1.
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OLIEHKA rEHEPAIIMM TPOMBHHA Y JIMII, C HACJIEACTBEHHOW TPOMBO®U/IUEN

JIMHAMUKY reHepaluy TPOMOKHA, UTO JaeT BO3-
MOXHOCTb 3(p(EKTUBHO BBIABAATb NPU3HAKHU
TUNepKOaryJasiUu.

Heab. OueHUTh H3MEHEHHUsI IOKa3aTeJieHn
TI'T y acMMOTOMHBIX HOCHUTEeJ el U y MalUueH-
TOB HOCUTeJIel MyTauud B reHax ¢akrtopa V
(G1691A) u/uau nporpom6buHa (G20210A) mo-
CJle aHTHUKOAryJISHTHOM Tepaluy, NpOBOAUMOM
B cB43U ¢ BT3.

Martepuasil 1 Metoabl. O6cienoBaHo 34
nalnyeHTa — HOCUTeJIl MyTauuu B reHax FV
G1691A wu/mnam FII G20210A (15 MyxuuH,
19 xkeH1uH, Bo3pacT 24-67 set, Me Bo3pacTta —
37 nert), c anuzogom BTI B anHamHese. Bce nanu-
€HTbl NPOXOJUJH KypC aHTUKOAryJsIHTHOMU Te-
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panuu, KOTOPbIM K MOMEHTY 00C/1eI0BaHUS ObLI
3aBepiieH. Kpome Toro, 661710 06Ce0BaHO 25
aCUMITOMHBIX HOocUuTesied MyTanuu FV G1691A
win/u FII G20210A, koTopble SBJSJIMCbh POJ-
CTBEHHUKaMU NepBOW JIMHUU NALlMEHTOB C MPO-
saBjaeHusiMU BT3 (11 myx4uH u 14 KeH1IMH, BO3-
pact 19-67, Me Bo3pacta — 30 seT). KoHTpO/1Bb-
HYI0 I'PYIIY COCTaBUJIM 34 3/10pOBbIX YeI0BEKA.

[ToctranoBka TI'T BbINOJIHSIJIaCh MO METO[M-
ke H. Hemker B 6egHOM TpoMbGoLMTaMU MJia3Me
C ucnosab3oBaHUeM peaktuBa «PPP Reagent+/-
TM». B TpoMbuHOrpaMMe OLeHUBAJIU CJEAYI0-
e nokasatenu: PT (Peak thrombin — makcu-
MaJIbHOe KOJIMYeCTBO TPOMOMHA, 0b6pasyrolie-
roca B o6pasie), ETP (endogenous thrombin
potential — aHAOreHHBIM TPOMOUHOBBIN MOTEH-
nuas) u V (ckopocTb 06pa3oBaHUsl TPOMOUHA).
[To npouenty nagenus ETP u PT nocne no6as-
JIEHUS] B peaKIUOHHYI0 CMeCh TPOMOOMOAYJINHA
(TM) ounenuBanu 3¢pPeKTUBHOCTb pabOThl CHU-
crteMmbl nporenHa C./lng aHanu3a NMOJy4YeHHbBIX
JlaHHBIX ONpeJesisaJu 3HadeHUe MeAraHbl (Me)
U 95 % poBepuTenbHbll uHTepBaa (JH). Cra-
TUCTUYECKUU aHA/IU3 Pe3yJbTaTOB BBINOJIHSIN
C IOMOIIbI0O HeMapaMeTPU4YeCKUX MeTO/I0B (mpo-
rpammHoe o6ecnedeHue STATISTICA 6.1.). OneH-
KY JOCTOBEPHOCTH pas3/IMuU{ MeXAy ABYMs He-
3aBUCHMMBIMM BbIOOPKAaMH NPOBOJAUJIU C UCIIOJIb-
30BaHUMeM KpuTepuss MaHHa-YWTHH, pasiuyus
CUMTAJIUCh AOCTOBEPHbIMU NPU YPOBHE 3HAYU-
moctu p <0,05.

Pe3ysbTaThl. AHA/MU3 MOJYYEHHBIX JAHHBIX
II0Ka3aJl, YTO KaK aCUMTOMHbIe HOCHUTEeJM Ha-
Cl1eICTBEHHOW TPOMOOQUINHY, TaK Y NaALMEeHThI
C MyTalUsiMu B reHax ¢pakTopoB Il u V u c anu-
3070M BT3 B aHaMHe3e nocjie OKOHYaHWsI aHTH-
KOaryJIIHTHOM Tepanuu 006/1aal0oT NPOTPOM-
6oTuyeckuM ctaTycoM. Tak, 3HayeHus ETP
Yy aCUMIITOMHbIX HOCUTeJIEH U Y NAIlMEHTOB I10-
c/le 3aBepllieHUs] aHTUKOAryJssHTHOU Tepanuu
JIOCTOBEPHO TMpEeBbIIIAJN COOTBETCTBYHOIIME
3Ha4YeHUs B KOHTPOJIbHOU FPyIIle U COCTABJSIN
(Me, 95 % [AH): 2132,5, 946,5-2703,5 u 1811,5,
1126,5-3209,0 cooTBeTCTBEHHO, TPOTUB 1642,3,
1221,6-2137,0, p<0,05. [TokasaTenb PT B KoH-
TpoJibHOHU rpynne (Me, 95 % /[IU: 285,8, 205,0-
345,2) 6bl1M 3HAYUMO HUXKE, YeM Y HOCUTeJIer
HacJeiIcCTBEeHHOU TpoMmb6oduauu (Me, 95 % JIU:
372,9,189,5-517,6 u367,4,178,0-561,6 y acum-

NTOMHbBIX HOCUTEJIEN U MAlUEHTOB, MPOLIEIINX
KypC aHTHUKOAryJsiHTHOW Tepanuu COOTBET-
CTBeHHO). Takue ke 0COGEHHOCTU XapaKTepHbI
JIJIs1 ToKa3aTeJsis V, 3HaueHHs1 KOTOPOro CoCTa-
Buiau (Me, 95% /[IN): 95,4, 48,9-128,4 npoTus
136,2, 26,3-249,5 u 146,5, 41,2-244,3 B KOH-
TPOJIBHOW TpyIIe, Y aCHMITOMHBIX HOCUTEJIEN
HacJeICTBEHHOU TPOMOOGUINN U MALUEHTOB,
3aKOHYHMBIIUX KypC aHTHUKOATYJSHTHOU Tepa-
1Y, COOTBETCTBEHHO. Bce mepeuyncieHHble KO-
JIMYeCTBEHHbIE NTI0Ka3aTeJH, XapaKTepU3yolle
IpolLecc reHepanyyu TPOMOMHA y HOCUTeJed
HacJeACTBEHHOH TpPOoM6G0OGUIMU MpeBbIlIATU
KOHTPOJIbHbIE 3HaUYeHUs. B To ke BpeMs Mexay
noka3atessiMu ETP, PT u V acuMInTOMHBIX HOCHU-
TeJIel U MalMeHTOB, NPOLIe X KYpPC aHTUKOA-
T'YJISHTHOM Tepalnuy pa3JIMivMil He 0OHApPYKEHO.
JPPeKTUBHOCTL PabOThl CUCTEMbI MPOTEWHA
C y HocuTesiell HaceICTBEHHOW TPOMO60dUINH,
KaK U CJIeJJ0OBaJI0 OXKU/IaTh, 3HAYUTEJIbHO OTJIU-
YaeTcd OT TpyIbl 3/J0PpOBbIX JoAel. [IpoieHT
nagenus ETP nocae gob6asseHus TM cocTaBui
(Me, 95 % [I1): 52,9, 38,7-67,5 B KOHTPOJIbHOH
rpynne u 37,5, 17,0-60,0 (p<0,05) u 29,0, 6,0-
72,0 (p<0,05) y acuMOTOMHbIX HOCUTEJIEN U NIa-
[[MEHTOB,3aKOHYMBIIUX TEPANUI0 COOTBETCTBEH-
Ho. [IpoueHT nagenus PT nocse no6aBiaenuss TM
coctaBua (Me, 95 % IN): 42,1, 28,0-57,2 B KOH-
TposibHOU rpynne u 28,0, 9,0-47,0 (p<0,05)
1 18,0,0,3-53,0 (p<0,05) y acHMOTOMHBIX HOCHU-
TeJied ¥ NallMeHTOB, 3aKOHYMBIIUX Tepanuio Co-
OTBETCTBEHHO. 3HAYMMasi pa3HUILa 110 JAHHOMY
II0OKa3aTeJl0 OTMevYeHa KaK MeX/y 3/[0pOBbIMH
JIIOJbMH U HOCUTEJISIMU HaCJeICTBEHHOW TPOM-
60duUIMH, TAK U MEXAY TEMH, KTO MpOIIesa aH-
TUKOAryJsiHTHYI0 Tepanuio, ¥ aCUMITOMHbIMU
HOCUTEJISIMY, Y KOTOPBIX paboTa CUCTEMBI MPO-
TerHa C oka3asnach 3 peKTHBHEE.

3akaw4denue. Jliogu ¢ HacjaeJCTBEHHOH
TpoM60dUIMEN, KaK aCHUMITOMHbIE HOCHUTE-
JIY, TaK U NallMeHThI NI0CJe aHTUKOATYJISIHTHON
Tepanuy, CBI3aHHOU ¢ anu3oaoM BTI, umeroT
npoTpoM60oTHUYeCcKUH cTaTyc. HejocTaTouHOCTD
JlelicTBUS cucTeMbl mpoTerHa C 60Jiee Bblpaxe-
Ha y NanyeHToB ¢ 3nu3ofoM BTJ B aHaMHese.
TI'T aBsIseTCA NepCeKTUBHBIM METOO0M B ILJIa-
He CO03/laHHUS UHAWBHUAYAJIbHOTO NPOPUJIS pUCKa
JIJISl TAKUX allMeHTOB.
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KAYECTBEHHDBIE XAPAKTEPUCTUKH TPOMBOLUTHbBIX KOHIIEHTPATOB

U IIJIASMbI ITPU COYETAHHOM A®EPE3E Y JJOHOPOB

BBeaenue. /l1g KoppeKyUM HapylleHUH re-
MOCTa3a B KJIMHUYECKOW MPaKTUKe IUPOKO UC-
M0JIb3YIOTCS TPAaHCPY3UU TPOMOOLIUTHOIO KOH-
neHTtpara (TK) u cBexxe3aMOp0oKeHHOU M1a3Mbl.
M3BecTHO, YTO MeTOJ MOJIyYeHUs 3TUX KOMIIO-
HEHTOB KPOBU MOXKET BJUATb Ha UX reMocCTa-
TUYECKUW NOTeHLUak. TeXxHUYeCcKHe BO3MOXK-
HOCTH COBPEMEHHBIX amnmnapaToB JJis adepesa
M03BOJISIIOT CENapUPOBATh JIFOOble KOMIIOHEHThI
KPOBHU B YCJOBUSIX MUHUMAJbHOI'O 3KCTPAKOP-
nopasbHoro obowema. Ilpouesypa npoBeneHus
adepesa HallesieHa Ha c60p 6OJBIIOTO KOJUYe-
CTBA TPOMOOLMUTOB, YTO MO3BOJIIET MOJYYUTH
6o0Jsiee KaueCTBEHHBIW MPOAYKT MPHU KUCHOJIb30-
BaHUU MEHbIIEro KoJIMYecTBa JOHOPOB. OAHAKO
B HOPMAaTHBHBIX JOKYMEHTAaX OpraHu3alusl Co-
4YeTaHHOTO BH/ia JIOHOPCTBA U 3arOTOBKU KOMIIO-
HEHTOB KPOBH MeTOJIoM adepe3a He perjiaMeH-
TUPOBAHbI; KAYE€CTBO MOJIyYEHHbIX COYETaHHBIM
adepe3oM mia3Mbl U TPOMOOLIUTOB HE U3YYEHO.

Ieab. HccnenoBanue kadyecTBa adepesHbIX
TPOMOOLUMTHBIX KOHLIEHTPATOB U IJ1a3Mbl, [10JIY-
YeHHbIX MeTOZ0M COYeTaHHOro adepesa.

MaTtepuasibl U MeTOAbL. 06'bEKTOM HUCCIE0-
BaHUsl SBJISIJIMCb TPOMOOLMTHbIE KOHLEHTpa-
Thl U IJIa3Ma, MOJIyYeHHble METO/0M adepesa
y aKTHUBHBIX (KaZpOBbIX) JOHOPOB (MY»KYMH)
C UCIOJIb30BAaHMEM alMapaToB JJs nuTadepe-
3a Haemonetics MCS+ u Trima Accel. UcxoaHoe
co/iep>kaHre TPOMOOLMTOB B nepudepruieckon
KpOBHU y IOHOPOB 66110 He Huxke 200 % 10°/.1. Tlo-
ka3aTesu kadectBa TK v nmsa3mel ucciesoBamu
B COOTBETCTBUM C TPeO6OBAHUSIMHA HOPMATHBHbBIX
JIOKyMEHTOB.

PesynbsTaThl U o06cCyxaeHue. Bce mnouy-
yeHHble TK uMenn o6beM, COOTBETCTBYIOLIMU
TpebOBaHHUSM POCCUMCKUX CTaHJApPTOB (He Me-
Hee 40 mu Ha 60x10° TpOMGOLIMTOB), U CoAep-
KaJM HaJJjiexxallee KOJWYeCTBO KJeTOK. Pas-
HUI]A B KOJIMYECTBE 3aroTOBJIEHHBIX TPOMOO-
nuToB 316,7+6,9x10° kyeTok Ha amnmapare
Haemonetics MCS+ u 362,2+2,6x10° kjeTok
Ha Trima Accel o6ycnoBiieHa 3aJaHHbIMU Napa-
MeTpaMU U NPOJHMKTOBaHA UCXOAHbBIM COZepKa-
HUEM TPOMOOLUMTOB Yy JJoHOpa. OTMEUYEHO OTCYT-
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CTBUE 3HAYUMBbIX pa3/IMUM{ MapaMeTpoB Kaye-
ctBa Mexly TK, 3aroToB/IeHHbIX METO/IOM COYe-
TAaHHOTO JJOHOPCTBA HE3aBUCHUMO OT UCIIOJIb3Y-
emoro ¢pakuuoHatopa. B Poccuu onpenesieHo
coZiepkaHue JIeMKOUUTOB B efguHuLe TK He 60-
Jee 1x10° kneTok. PUABTPBHI, yAAISIOIIME JIEeH-
KOLIMTBbI, BCTPOEHbl B COBpPEMEHHbIE CHCTEMbI
annapaTHoro agepe3a. B HameM uccienoBaHuu
CoZiep>KaHve OCTATOYHbIX JIEUKOLUTOB 3HAYUMO
He pa3/Inyaja0Ch IPU COYETAHHOM U O HOKOMIIO-
HEHTHOM crnocobe 3aroToBkHu. [Ipu ucnosb3oBa-
HuU Haemonetics MCS+ B efuHHLE IPOAYKLIMH
BbigBJeHO 0,36+0,22x10° u 0,37 +0,15x10°
JIEUKOLMTOB, a Npy npuMeHeHuH Trima Accel —
0,34+0,05x10°u 0,32+ 0,15 x10°K/1€TOK, COOT-
BETCTBEHHO. PaHHSA4 JielKoieMnien sl yMeHblla-
eT aJJIOMMMYHM3alM10, TOCKOJIbKY NpesoTBpa-
1laeT MepesjvBaHUEe PAaCTBOPUMbBIX aHTUTEHOB
JIOHOPCKUX JIEUKOLIUTOB.

CoryiacHO TEXHUYECKOMY perjaMeHTY, B KOH-
TeliHepe c adpepe3HbIMU TPOMOOLIUTAMHU JL0PKHO
obITh He MeHee 200 % 10°kyieToK. B cBs13u ¢ oco-
OEHHOCTSIMM Tepalvu OHKOTeMaTOJIOTUYeCKUX
NalMeHTOB, HAaXOASAUIMXCA B COCTOSSHUM TPOM-
OOLMTONEHUH, Mbl 3aroTaBJMBajJiM He MeHee
300x10° k1eToK HA eJUHUIY NPOAYKIUU. [Ipu
KJIMHUYECKOM HCN0Jib30BaHUU TK, mosiydeHHbIX
MEeTOJJOM COYeTAaHHOTO JOHOPCTBA, He ObLJIO
OTMEYEeHO TMOCTTPAaHCPY3UOHHBIX OCJI0XKHe-
HUM U peakyuil. KadyecTBeHHble XapaKTepH-
CTUKHM ILJIa3Mbl, 3arOTOBJIEHHOW C MOMOLIbIO
Haemonetics MCS+ u Trima Accel meTozoM co-
yeTaHHOTro adepesa (06beM, pakTtop VIII, conep-
»KaHWe OCTATOYHBIX KJIETOK), 3HAYHMMbIX OTJIU-
YUU HE UMEJIH.

3akirouenue. Ilokasatenu kKadectBa TK
Y IJIa3Mbl, OJIy4YeHHbIX adpepe3oM C IOMOLIbIO
¢pakyuoHatopoB Haemonetics MCS+ u Trima
Accel MeTog0M CcouyeTaHHOrO [JOHOPCTBA, CO-
OTBETCTBOBAJIM TPeOOBAHUSIM HallMOHAJNbHbBIX
U MeXJYyHapoJAHbIX cTaHAapToB. CodeTaHHOe
NoJIy4eHHe IBYyX KOMIIOHEHTOB KPOBU OT O HOTO
JlIOHOpa MeTo/i0M adpepe3a He CHUKAET KaueCcTBa
TPOMOOLMTHOIO KOHILIEHTpaTa U MJa3Mbl. BHe-
JIpeHUE B JIETEJIbHOCTb YUPEKJEHUN CIYXKObI
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KPOBU COBpPEMEHHBIX TPaHCPY3UOJOTUYECKUX | TUBHOCTb 0OecrneyeHHsl MalueHTOB KOMIIOHEH-
TEXHOJIOTUM UMeeT Ba)KHOEe 3HAauYeHHe, TaK KaK | TaMU KPOBHY reMOCTaTUYECKOTO JEUCTBUSI.

MO3BOJIAE€T IIOBBICUTH AOCTYIIHOCTb H 3(1)(1)61(-
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ONNPEJAEJIEHHUE BOJTYAHOYHOI'O AHTHKOATY/IAHTA Y TAIMEHTOB HA ®OHE IIPUEMA

PUBAPOKCABAHA

BBegeHue. CoracHO 3MUJE€MHOJOTUYECKUM
UCC/Ie/JOBAaHUSIM, TOA0Basi 4aCTOTa BO3HUKHOBeE-
HUSI BEHO3HBIX TPOMOO30B B 00lel MONyJAsLUU
coctaBssdgeT 160:100 000. bosibmiasa pacnpocrtpa-
HEHHOCTb 3TOM NMAaTOJIOTUU U ee TSKeCTb CBUJe-
TEeJbCTBYIOT O HEOOXOJAUMOCTU pelleHus oIlpe-
JleJIEHHBIX P0o6JieM B IOHUMaHUU JUarHOCTUKU
TpoM6030B. K Haubo/1ee 3Ha4MMbIM IPUOOPETEH-
HbIM TPOMOOQUJINAM OTHOCUTCA aHTUPOCPOIU-
nuHblA cuHpoM (ADC). BaXKHOCTb AMAarHOCTHU-
ku ADC onpegengeTca TeM, YTO IO 4aCTOTE OH
3aHMMaeT OJHO M3 IepBbIX MeCT NpU TpPoMbOo-
3MboJIMYeCcKUX 3a60/1eBaHUsAX YeJI0BEKA, a TPOM-
O0THUYECKHUUN CUH/JPOM, CBSI3aHHBIM C HaJAYUEM
BOJIYAHOYHOTO aHTHUKoarysnsHTa (BA), BcTpe-
YaeTCcs B HECKOJIbKO pa3s yallle, YeM NPU APYTUx
BuJax ADC. B mocsegHue HECKOJBKO JIET NpPHU
JleueHHU BEHO3HbIX TPOMOO30B MOJIy4YUJ LIMPO-
KOe pacnpocTpaHeHHe aHTUKOAry/IsSsHT NPsSIMOTO
JIeICTBUSI pUBApOKCabaH — MHTMOWUTOP aKTHUB-
Horo ¢akTopa Xa. U3BecTHO, 4YTO JJaHHbIA aHTHU-
KOaryJISHT YBeJM4YWBaeT BpPEMeHHble MNapaMe-
TPbl KOAryJIOTU4€CKUX TECTOB, B TOM YUCJIE U [IPU
onpegeneHur BA. B HeKOTOpbIX peKOMeHJalUsAX
npejJaraeTcsi OTMEHUTb IPUEM NalMeHTOM pU-
BapokcabaHa Ha 12 4acoB WJIM Ha CYTKHU [JIsl UC-
KJIIOYEHUs JIOXKHOIIOJIOKUTEJIbHOTO pe3yJibTaTa.
OnHako BIMSHMeE JAHHOTO IIpenapara Ha pe3yJib-
TaT uccaefoBaHusa BA usydyeH KpaiiHe MaJio.

Ilesb. OLleHUTb OCTAaTOYHOE BJIMSHUE pHBa-
pokcabaHa Ha pe3y/abTaT onpegeseHuss BA npu
ero OTMeHe B pas3/iMiHble BpEMEHHbIe MpoMe-
KYTKHU.

MaTepuansl 1 MeTOAbI. B nipouecce BbINoOJI-
HEeHHUs HacTosileld paboThl ObLIO 06C/Ie0BAaHO
252 nmauueHTa C yCTaHOBJIEHHBIMU JUarHO3aMH
TPOMO603 I/IyOOKUX BEH U/UJIU TPOMO0OIMOOIUSA
JIETOYHOW apTepuM, MPUHUMAKIIUX B CBS3U
C 3TUM puBapokcabaH B go3e 20 Mr oJHOKpaT-
HO B CYTKH, a TaKXXe B Jlo3e 15 Mr ABaX /bl B CyT-
KU. [IpenapaTt oTMeHsJica 3a 12 4acoB U 3a CyT-

KM J0 ucciaegoBanusa. Hanuuue BA oneHuBamu
10 HOPMaJ/IN30BaHHOMY OTHOLIEHWI CKPUHMH-
roBoro v noAatBepxpatwiiero tectoB LA1/LA2
¢upmbl Instrumentation Laboratory Ha npu6ope
ACL ELIT PRO.

Pe3yabsTaTsl. O6Cc/1e0BaHUe Yepe3 CYTKU I0-
c/e OTMeHbl pMBapoKcabaHa MoKa3aso ClaeAylo-
mee. Y noaBJisilollero 60JbIIMHCTBA MalUeH-
TOB (215 4es1.) TecT Ha BA 66171 OTpULIATE/IBHBIM.
Y 6 d4esioBeK BBbISIBJIEHO yBeJHW4YeHHUe OTHOlLle-
Hus1 LA1/LA2 B Tak Ha3bIBaeMOM «cepor 30He»
(ot 1,29 no 1,37). [IpoBeaeHHBIN, COTJIACHO Me-
TOJIMKE, MHUKC-TECT C KOHTPOJIbHOW IJIa3MOU
B COOTHOIUEeHMH 1:1 He fan yMeHblIeHHUs 3Ha4e-
HUSI HOPMAJIM30BAHHOT'0 OTHOULIEHMUS], YTO AAJIO0
BO3MOXXHOCTb NPEANOJIOXKUTD NPUCYTCTBUE BA.
CorslacHo MexAyHapoJHbIM peKOMeHJal UM,
3TU NalUeHThbl OBLJIM BbI3BaHbl Ha MOBTOPHOE
uccienoBaHue dyepe3 12 Hefesb, KOTOpOe MOJ-
TBEPAWJIO Yy HUX Ha/Muhe MHrubutopa. Beias-
JieHHoe y 30 manuveHTOB yBeJIMYeHHe BPEMeHU
LA1 u LA2 6b1JI0 OJIHOCTHIO KOMIIEHCUPOBAHO
B MMKC-TeCTe, HOpPMa/IM30BaHHOE OTHOILEeHUEe
kosie6asioch ot 0,91 mo 1,04. Y 4 nanveHTOB yA-
JIMHEHUEe BpEMEHU He KOMIIEHCUPOBaJIOCh MUKC-
TECTOM, a 3Ha4YeHHS HOPMAJIM30BaHHOI'0 OTHO-
HIeHHUs HaXOo4WU/I0Ch B npefenax ot 1,19 go 1,23.
[Ipy NmoBTOpHOM 06CJEeJ0BaHUU 3TU JAHHbIE
He MOJTBEPAUIUCH, YTO J[AaJO BO3MOXXHOCTb
NpeAnoJIOKATh HaJlMihe Ha MOMEHT [IePBUYHO-
ro obcsief0oBaHMS BOJYAaHOYHOTO WHTUOUTOpA
B TpaH3uTOpHOU dase. [Ipy oTMeHe pUBAPOK-
cabaHa 3a 12 yacoB y 7 naliueHTOB, IpUHHUMaIO-
KX npenapat no 15 Mr aBax/bl, onpeseeHue
BA BbI3bIBaJIO OllpeiesieHHble TPyAHOCTH. CKpHU-
HUHTOBBIM U MOJATBEPXK/JAIOIIMN TeCTbl ObLIX
3HAUYUTeJbHO yAJvHeHbl. [lpyu onpepesneHuun
MUKC-TECTa, [0Ka3aTeJu yMeHbIIaJUCh Ha 2-3
CEeKyH/ibl, He BJIMSAS IPU 3TOM Ha pe3yJibTaT HOP-
MaJIN30BaHHOT'O OTHOIIEHHS, 3Ha4€HUS KOTOPO-
ro 6s110 60sb11e HOpMBI (0T 1.36 A0 1,45).
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BeiBoabl. MccnenoBanue BA npu oTMeHe UH-
rubruTopa akTUBHOro Xa 3a 12 yacoB He obecIe-
YUBaeT ONTUMAJIbHBIX YCJIOBUHK MPHU €ro omnpe-
JleJIeHUH, TOCKOJIbKY OCTaeTC BepOSTHOCTH
JIOKHOIIOJIOXKUTEJIbHOTO TecTa. l[lpekpalieHue
npueMa aHTHUKOAryJsiHTA 3a CYTKU CHUXKAeT Be-

POATHOCTb JIOXKHOIIOJIOXKHUTEJIbHOTO pe3yJbTa-
Ta. Mo>XKHO peaInoJJoXUThb, 4YTO IIpHU UCCIeA0Ba-
HHWHW HA HaJIM4YKWe BOJIYaHOYHOI'O aHTHUKOAryJfdH-
Ta OIITUMAJIbHBIM BAPpHAHTOM ABJIAETCA OTMEHA
pHBapOKca6aHa 3a 2 CYyTOK IO COINTaCOBAHHIO
CJiedalllMM BpadeM.

Kopcakoea H. E., Mameueunko 0. I0., CuauHa H. H., Tono8uHna O. I, Ilanasu JI. 11,
E¢pemoesa E. B.,, Domunswix M. C., Illyeaee B. A., BoaiowuH C. B.

@I'BY «Pocculickull HQyYHO-UCC/1e008amMeAbCKUL UHCMUmMym 2emMamo.Jio2uu U mpaucgysuosozuu PedepasbHozo
MeduKo-6U0/102U4ecK020 azeHmcmear, 2. Cankm-Ilemep6ypz

O EHKA TEMOCTATHUYECKOI'O CTATYCA U ®YHKIIMOHAJIBHOTI'O COCTOAHHUA
COCYAUCTOI'O SHAOTEJ/INA Y JAK2V617F-IIO3UTUBHbLIX IAIIMEHTOB
C MUEJIOITPOJIN®EPATUBHBIMHU HOBOOBPA30BAHUAMU

BBegenue. MuesonposivipepaTUBHbIE HOBO-
obpazoBanus (MIIH), Takue kak UCTUHHAs MO-
auuutemus (UII), accenuuanbHasg TpoMboLuTe-
mus (3T) u muenodpubpos (MP), npeAcTaBAAIOT
co60M rpymnmy 3ab60JieBaHHWM KJOHAJbHOU MpHU-
poAbl, [l KOTOPBIX XapaKTepHa aHOMaJsibHas
nposindepanysi MUEJOUAHOTO POCTKAa KPOBET-
BOPEHUS U COEMHUTETbHOTKAHHBIX CTPYKTYpP
KOCTHOTO Mo3ra. YacTbIM 06IUM JJis1 HUX KJIU-
HUYECKHUM I[IPOSIBJIEHUEM SBJSETCA pa3BUTHUE
TpoM6030B. OAHUM U3 GaKTOPOB, HOBBILIAIIUX
PUCK pa3BUTHS TPOMOOTHUYECKUX OCJI0XKHEHUU
y 6osbHbIXx MIIH, aB/sileTCca Ha/MM4uve TOUYEYHOU
myTtauuu JAK2V617F (JAK-2). luchyHkuus co-
CYAXCTOT0 3HAO0TEJHS KaK paHHUM Hecnenudpu-
YeCKHM MapKep COCYAUCTOW NaTOJIOTHHU Mpej-
CTaBJsleT cOO0M HavaJIbHOE MaToreHeTUYeCcKoe
3BEHO B pa3BUTUHU TPoMOo03a. Takxke KI04YeBYIO
pOJIb B TaTOreHe3e TPOMOOTHYECKUX COCTOSIHUHN
UrpaeT HapyllleHUue TeEMOCTAaTUYECKOTO HaslaHca
KPOBM CO C/IBUTOM B CTOPOHY I'MIIEPKOATYSAIAH.

Ilesblo ucciefoBaHUsS Oblla OlleHKA reMo-
CTaTUYeCcKoro craTryca M QYHKIMOHAJIbHOTO
COCTOSAHUSA cocyguctoro sHgortenus y JAK-2-
MMO3UTHUBHBIX nNanueHToB ¢ MITH.

Marepuanbl 1 MeTOAbL. B uccienoBaHue
6b11M BKJItoYeHb! 16 nanmentoB ¢ MITH: 5 (31 %)
c UI, 6 (37,5%) c 3T, 3 (19 %) ¢ M, 2 manuen-
Ta (12,5 %) uMenn AuarHos Mmuesonposudepa-
TUBHOE HOBOOOpa3oBaHMe HeyTO4YHeHHoe. Bce
NalnyeHThl MMeJU NO3UTHUBHBIN CTATyC 0 MyTa-
nuu JAK-2. KoHTpoJsibHas rpynna cocrosijia us 36
3/10POBBIX JIUI].

Onpepenenue QYHKLMU 3HJAOTENUS MPOBO-
JWJIA C TIOMOIIbI0 HEWHBAa3UBHOM MeETOAWKHU
Ha annapaTte EndoPAT, koTopbiii 10 U3MeHEeHUIO
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nepudepuvecKkoro apTepuajibHOro TOHyca B OT-
BET HA OKKJIIO3UOHHYI0 NPOOYy MO3BOJISIET OMpe-
JleJIUTh WHJEeKC peakTuBHOU runepemuu (RHI).
Cumxenue RHI nuxe 1,67 yka3biBaeT Ha Ha/lu-
yhe 3HAOTeNralbHON AucOyHKUMU (I/]), 3Ha-
yenusa RHI ot 1,67 o 2,0 siexxaT B 30He PUCKa,
3HaueHus RHI 6osbuie 2,0 cBUAETeNbCTBYIOT
0 HOpMaJIbHOM QYHKIIMOHUPOBAHUHU IH/0TENHUS
COCY/ZlOB.

CocTosIHMeE CHCTeMBbl reMoCTasa OLLeHUBaIU
C IOMOLIbI0 MHTErpaJbHOTO TecTa reHepaluu
TpoMm6uHa (TI'T), BbImosiHIEMOro mnapaJiesib-
HO C Jlob6aBJieHMeM U 6e3 [00aBJieHHUS PEeKOM-
OMHAHTHOTO 4YeJ0BE4YeCKOro TPOMOOMOAYJIU-
Ha (TM). OueHuBanu ciaeymoliue NnokasaTeau
TPOMOGOrPaMMBbI: SHAOTE€HHbIN NOTEHIMA TPOM-
6uHa (ETP), HM*MuH, HAUO0JIbIIYIO0 KOHI[EHTpa-
nuto Tpomb6uHa (Peak thrombin), HM, ckopocTb
re”Hepanuu Tpombuna (V), HM/muH. Onpenensi-
JIM YYBCTBUTEJBHOCTb K TM 10 npoueHTy naje-
Husg ETP wiu Peak thrombin mocsie go6aBiaenus
TM.

CTaTUCTHYeCKUU aHa/Iv3 MOJIyYeHHbIX JaH-
HbIX [POBOJUJIM C UCIO0JIb30BaHWEM MPOTrpaMM
Microsoft Excel 2007 u STATISTICA 6.0. Pe3yib-
TaThl MPEJCTABJSJIIM B BHUJe: MeAauaHa (95 %
JlOBEpUTe/NIbHBIA UHTepBas). OnpejesieHue J0-
CTOBEPHOCTH Pa3JUUUN MEXJYy CpaBHUBAEMbI-
MU IrpynnaMy IpOBOAUJIU C IOMOILbIO KpUTEPHUS
MaHHa-YUTHH. Paznnyust Mexxay rpynmnaMmy Cuu-
TaJl JOCTOBEPHBIMU NMPHU YPOBHE 3HAUMMOCTHU
p<0,05.

PesynbraTtel. [lo pgaHHBIM  onpejesieHUA
byHKIMKM 3HAoTeauss y 6 (37,5%) maiueHTOB
¢ MITH 6b11a o6Hapy»xeHa 3/, 3 (18,75 %) Haxo-
JIUJIUCh B 30He pucka u 7 (43,75 %) uMenu HOp-




Bcepoccnivickasa HaQy4YHO-npakTnyeckas KOHpepeHyns
«AKTYAJIbHbIE BOIMPOCHI IMTATOJIOrA TEMOCTA3A>»

Cankr-MeTtepbypr
22-23 mapta 2018 .

MasibHY10 QYHKIMIO 3HAO0Teaus. B3auMocBsi3u
3HayeHur RHI ¢ pa3siMyHbBIMU HO30JI0TUYECKU-
mu popmamu MITH He HabIIOAATOCE.

[Ipu ouenke nmapamerpoB TI'T y nmayueHTOB
¢ MITH 651710 BbISIBJIEHO AOCTOBEPHOE CHUXKEHUE
V (38,5 (18,6-114,6) npotuB 95,4 (48,9-128,4)
HM/mun), ETP (1269,6 (998,3-2104,9) npo-
TuB 1642,3 (1221,6-2136,9) uM*MuHn) u Peak
thrombin (171,8 (115,4-249,3) npotuB 285,6
(205,0-345,2) uM), a Takxke % mnagenuss ETP
(34,1 (19,0-68,0) nmpotuB 52,9 (38,7-67,5) %)
U % nanenusa Peak thrombin (19,1 (1,9-44,1)
npotuB 42,1 (28,0-57,2) %) no cpaBHEHHUIO
C KOHTPOJIbHOM IPyIIOH.

BbiBoabl. CHWXXeHME CKOPOCTH M KoJinye-
CTBEHHbIX XapaKTePUCTUK TPOMOUHO0OpaA30-

BaHUs#, HabswoaaeMoe y JAK-2-n0o3MTHUBHBIX Na-
uueHTOB ¢ MIIH, cBUAeTeNbCTBYET O CHUXKEHUU
KOAryJIAIMUOHHOI0O NOTEeHLMa/Ia KpoBU. B TO ke
BpeMs, CYyILleCTBEHHOEe CHUXKeHHEe YYBCTBUTEJIb-
HOCTU K TM MoOKeT yKasblBaTb Ha YyTrHeTeHHe
paboTbl aHTUKOATYJSIHTHOW CUCTEMbI MPOTEU-
Ha C, 4TO, B CBOIO O4Yepe/ib, MOXKET MPUBOJAUTH
K TMIIEPKOAryJsiUy U MOBBILIEHUIO PHUCKa pas-
BUTHS TPpoM6030B. 3/], o6HapyKeHHasl y 4acTH
06csieoBaHHbIX JAK-2-1103UTUBHBIX NMallMeHTOB
c MIIH, Takxe cBUeTeNbCTBYeT 00 UX Ipejpac-
MOJIOXKEHHOCTHU K TPOMOOTHUYECKUM OCJI0KHEHU-
aM. [losiydeHHbIe pe3y/ibTaTbl TPEOYIOT A0MOJI-
HUTEJIbHBIX UCC/IeJOBAHUH, B TOM YHCJIe 00Cie-
JOBaHUs NMallMEHTOB B IMHAMHUKE.

2 HHoeayuoHHasi KAUHUKa Akademusi 30oposwsi, Yuma

Ky3Huuk b. H., lassidos C. 0., I'yceea E. C., CmenaHoe A. B., Cmoasakoe 10. H., Llbi6ukos H. H.

1 I'BOY BIIO YumuHckas 2ocydapcmeeHHas MeOuyuHckas akademusi, Yuma

HOBBIE JAHHBIE O POJIM ®OPMEHHBLIX 3J/IEMEHTOB KPOBH B PABBUTHUH

TUIEPKOATY/IALIMU ITPU THIEPTOHUYECKOM BOJIE3HU

BBegenue. Heocnopy¥Mo [0Ka3aHO, YTO BCE
dbopMeHHbIE 3/1eMEeHTbl KPOBU — 3PUTPOLIUTHI,
JIEUKOLUTHI U TPOMOOLIMTHI — NIPUHUMAIOT y4a-
CTHUE B COCYAXCTO-TPOMOOIUTAPHOM U KOaryisi-
IIMOHHOM reMocTa3se, a TakXe Ipolecce CTabu-
JIU3ALIMU U pacTBOpeHUs1 UOPUHOBOIO CTyCTKA.
BmecTe ¢ TeM, 3a nocsefHue roAbl NOSABUJINCH
CBeJleHHUsl 0 TOM, YTO POpPMEHHBIM 3J€MeHTaM
kpoBu (®IK) npuHaanexuT cyuiecTBeHHast
poJib B pa3BUTUM 3a00JIeBaHUN CepAeyHO-CO-
CYAUCTOM cUCTeMbl. B 4aCTHOCTH, yCTaHOBJIEHO,
YTO NMpHU rUnepToHUYeckoit 6ose3Hu (I'B) cyue-
CTBYIOT TeCHble CBSI3U MeX/Jy 3PUTPOLUTAMH,
TPOMOOLMTAMH, JIEMKOLUTAMU U UX MOMYJISLU-
sIMM, U yPOBHEM KpOBSIHOTO AaBjieHUs. OHAKO
Jl0 CUX NOp He SICHO, KaKyl poJsib urpattT ®IK
B pasBUTHHU runepkoaryasauuu npu I'b. Otcroga
BbITEKAET OCHOBHAs 1ieJib Halllell pab0Thl — BbI-
scHeHue poar ®IK B pa3BUTHU runepkoaryJis-
uuu npu I'b.

MaTtepuansl M MeToAbl. HcciemoBaHusd
npoBegeHbl Ha 102 xeHujrHax. KOHTpo/IbHYIO
rpynny coctaBuav 30 OTHOCUTENIBHO 3J0POBBIX
»KeHIIMH B Bo3pacTe 55,2 + 2,9 rosa ¢ HHJEKCOM
Maccel Tesa (MMT) 24,4 £ 2,3. BosibHbIe TUnep-
TOHWYECKON 00JIe3HbIO ObLIM paszesieHbl Ha 2
noarpynnsl. B nepByto nogrpynny (I'b-1) Bomu-

Ju 37 3KeHIUH, CTPaJalIllux apTepHhaJbHOU
runepreHnsuei Il craguu M MMewIIUX BbICOKUHN
JIOTIOJTHUTEJIbHBI PUCK PpPa3BUTHUA CepJledyHo-
COCY[AUCTBIX OCJ0XHeHUuU. Bo BToOpyr rpymnmy
(T'b-2) 6bIM BblAeseHbl 35 >KEHLWH, TaKXe
CTpajlaloliMX apTepuasbHOM runepteHsven Il
CTaZiMY, PeryjsgpHO NPOXOASALIMX Ha NpOTSXKe-
HUU 2-3 JieT 1o 3-4 noysyTopaMecsdHbIX Kypca
kuHe3uTepanuu (KT). Hamu usyuyanuce cnepy-
I0lMe MOKa3aTeJH, XapaKTepU3yIolllue COCTOs-
HUe CBEPThIBAIOILEHd aKTUBHOCTU KPOBHU: YUCJIO
Tpomb6ouuToB, AYTB, nmporpom6uHoBoe (IIB)
U TpoM6uHOBOe BpeMs (TB), koHueHTpayusa ¢u-
6puHorena. Kpome Toro, ¢ noMouibio npubopa
«Perucrparop Tpomboaunamuku T-2» ucciaeno-
BaJIOCh BpeMsl 3a/lePKKH POCTA CTYCTKa, Havya/lb-
Hasd U CTAallMOHApHas CKOPOCThb ero pocTa, IJIOT-
HOCTb U pa3Mmep. [loacueT popMeHHBIX 3JIeMeH-
TOB KPOBU NIPOU3BOJMJICA Ha reMOaHaJIu3aTope
PENTRA-80, Horiba ABX Diagnostics (USA).
Pe3yabTaThl. Hamuy Hab/t0eHUsI MOKa3aJiu,
yTo y 60sbHBIX ['b, kak 3aHuMatromuxcs (I'b-2),
Tak ¥ He 3aHuMaromuxca (I'b-) KT, mo cpaBHe-
HUIO C OTHOCUTEJIBHO 3J0POBBIMH KE€HIIMHAMU
oblyee cofepKaHUEe 3PUTPOLMTOB, JIEMKOLUTOB
U TPOMOOLMTOB He M3MeHeHO. BmecTe c Tem,
y 60abHbIX ['b-1 B CpaBHEHUH C KOHTPOJIEM
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yBeJIMYeHO o61iee Yrcao JUMQPOLUTOB U 303U-
HOOUI0B. Y 60sbHbIX ['B-2 Bo3pacTaHue uucaa
JUMGOLUTOB NPOSABJASET JHILb TEeHAEHIUIO,
TOT/|a KaK COXpaHseTcs ABHOe yBeJUYeHHe YUC-
Jia 303UHOQUJIOB.

Y 6osbHbIX 'B, HE3aBHCHMO OT METOJZIOB Te-
panuu, AUTB, 1B u TB, a Takxe KOHIeHTpaLUs
dubpuHOreHa CcylleCTBEHHO He OTJHWYalTCsA
OoT HOpMbI. OHOBpEMeHHO y cTpajarux ['b-1,
yMeHblIaeTCs BpeMs 3aZJlep>XKHU pOCTa CryCTKa,
HO 3HA4YUTEJNbHO YBEJWYUBAIOTCA HavyasbHas
M CTaljMOHapHas CKOPOCTb oOpa3oBaHus ¢u-
OPMHOBOTIO CT'YCTKa, a TaKXKe ero pa3Mephbl, 4YTO
CBU/ZIETEJILCTBYET O SIBHOM YCUJIEHUM Mpoliecca
TpoM60oo6pa3oBaHusl. Kpome Toro, y 60JbHBIX
['b-1 no cpaBHEHHUIO CO 3/1I0POBBIMH CTYCTOK B 4,5
pasa 4alle HayMHaJ pacTU He TOJIbKO OT Cy0-
cTpaTa (TkaHeBOro ¢pakTopa), HO U LieHTpa KIo-
BeThbl (CHOHTAHHBIMA POCT CTyCTKa).

Y 3[0pOBBIX >XKEHIIUH OOHapy»eHbl cylie-
CTBEHHbIE NIPSIMble KOPPeJALUUA MeXAy YUCI0M
MoHouUuTOB AYTB u TB. Mexay Kosin4yeCTBOM
auMbonutoB U AUYTB BbIABAAIOTCA OTpHIIA-
TeJIbHble KOppesiUOHHbIe B3auMOCBs3U. Yuc-
JIO 303MHOQUJIOB MOJIOKUTEJNBHO KOPpeJIUpyeT
c [IB v niotHOCTBIO crycTKa. [Ipu I'b-1 He 06Ha-
PY>KEHO 3HAQUMMbIX M BEpOATHBIX CBA3E€U Mex-
Jly OOILMM YHCJIOM 3PUTPOLIMTOB, JEUKOLUTOB
Y TPOMOOLIUTOB U HCCJELyEMbIMU MOKa3aTesi-
MU CUCTEeMbI reMocTa3a. BMecTe c TeM, y Takux
60JIbHBIX OTMeYaeTCsl HeraTUBHasl CBA3b Cpeji-
Hell CTeneHU CUJIbl MEXJY YMCIOM HeUTpodu-
JIOB, HaYa/IbHOM M CTAllMOHAPHOM CKOPOCTBIO
o6pasoBaHusi GUOpPUHOBOro cryctka. Kpo-
Me TOrO, BBISBJISIIOTCS MOJIOKUTEJIbHAs CBA3b
Cpe/iHel CTeleHU CUJIbl MEeXJy YHUCJIOM MOHO-
LJUTOB, CTAllMOHAPHON CKOPOCTHI0 U pa3sMepoM

00pa3yeMoOro CrycTka a TakXe MexJy 4YUCJIO0M
6azodpunoB u TB. Y 60abHbIX ['B-2 uncao spu-
TPOLMTOB OTpULaTeJbHO KoppeaupyeT ¢ AYTB,
ob1lee cofep:kaHUe TPOMOOLUTOB IMPOSABJASAET
NOJIOXKUTEJIbHYI0 B3aUMOCBA3b ¢ TB, Haua/JbHOU
CKOPOCTBIO U pa3MepaMH CTYCTKa, a 0bl1liee Yuc-
Jio ierkoyuToB — C [1B ¥ cTanmoHapHOM CKOpO-
CTblI0 06pa3oBaHusa cryctka. Cofep>xaHue Heu-
TpPodUJIOB MOJOKHUTENbHO KoppesaupyeT c [IB
Y OTPHULATEJIbHO CO CTAalMOHAPHOW CKOPOCTHIO
obpa3oBaHusa cryctka. KosndectBo siuMdonu-
TOB OTPHULIATEJbHO KOpPpEeJUpPyeT CO CTaLUo-
HapHOM CKOPOCTbI0 06pa3oBaHUs GpUOPUHOBOTO
CTyCTKa, TOT/|a KaK YU CJI0 303UHOPUIOB OKa3bl-
BaeT HeraTMBHOE BO3/leCTBUE Ha CKOPOCTb 06-
pa3oBaHUsi PUOPUHOBOTO CryCTKa (CBsA3b BEPO-
saTHas1). HakoHen, cogep:xaHue 6a30dpuIoB OT-
pULaTeJbHO BJIUSIET HA yPOBEHb GUOPUHOreHa
(cBsA3b BeposITHAsA) U CTAllMOHAPHOW CKOPOCTBIO
06pa3oBaHUA CTyCTKa.

BbIBOABL. Y 60JibHBIX ['b 110 JAHHBIM TPOMOO-
JUHAMUKH BbIBJISAETCA YCUJIEeHHAsA FTOTOBHOCTD
K TpoMboo6pasoBaHuio. Y 60abHbIX I'B, peryssp-
Ho 3aHuMaromuxcsa KT ('b-2), atu caBUTH BbI-
sIBJIEHbl B 3HAYUTEJIbHO MeHbIIel cTeneHu. Bee
6e3 uckJIoYeHns: GOpMeHHbIe 3JIeMeHTbl KPOBU
OKa3bIBAalOT BO3JENCTBHE HA COCTOSTHUE CHUCTe-
MbI FeMOCTa3a KakK y 3/J0pOBbIX, TaK U O0JIbHBIX
I'b xeHUH. B TO ke BpeMsi 3TU BO3/eHCTBUSA
y 30poBbIX U 60/bHbIX ['b-1 1 I'B-2, MoryT Ho-
CUTh KaK OJHOHANpaBJIEHHbIH, TaK U MOPSAMO
IPOTUBOIIOJIOKHBIA XapakTep. Y 60sbHbIX ['B-2
KOppeJIILLMOHHble OTHOLIEHUA MeXAy OTZHeJslb-
HbIMA GOPMEHHBIMU 3JIeMeHTaMHU M MoKa3aTe-
JIIMU CHCTeMBbI reMOoCTa3a MpUOJINKAITCA K pe-
3yJIbTaTaM, [10JIy4eHHbIM Ha 3/10POBbIX JIIOJSX.

BBegeHue. dusnueckas Harpyska, sBJSAIO-
1ascs cTpeccoBblM GpaKTOpPOM, AeHCTBYS Ha Op-
raHW3M, NPUBOAUT K HU3MEHEHHUI0 COCTOSIHUSA
CUCTEMbI reMOoCTa3a, U B YaCTHOCTU — CUCTEMBbI
¢ubpuHoMu3a. JlaHHbIe U3MEHEHUs TeM aKTUB-
Hee NMPHUBOJAAT K COCTOSIHUIO JucOasiaHca cpej
Y CUCTeM OpraHHU3Ma, 4yeM cJjabee ero aJlanTaly-
OHHBIM NOTEHLHAJL.
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CesepHuliil puauan PIrbY «HMHIL] zemamoaozuu» MuHzdpaea Poccuu,
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OPUBPUHOJIN3 ITPU 3AHATUAX PA3JINYHBIMU BUJAMMU CITIOPTA

Heab. OneHka cocTosiHUA GUOpPHUHOIM3A
y CIIOPTCMEHOB ApXaHTeJIbCKON 06J1aCTH.

Martepuansl U MeTOAbl. B uccienoBaHue
OBLIM BKJIIOYEeHBbI 98 CcrIOpTCMeHOB, HabJIl01al0-
IUXCA B 00JIACTHOM CIIOPTUBHOM JIMCIIAHCEpe
I. ApxaHresibcka. [IpeficTaB/ieHO HECKOJIBKO BU-
JIOB CIOpTa: CIOpTHBHas 6opbba— 8% cmnop-
TCMEHOB, TMMHAaCcTHKa U akpobaTtuka — 12 %
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CIOPTCMEHOB, TEeHHUC—5%  CIOPTCMEHOB,
KOHbKOOEXHbI crnopT—9% CHOPTCMEHOB,
JIeTKasd aTyieTuKa — 8 % CIIOPTCMEHOB; JIbLKHbIE
TOHKH, OMATJIOH M NTOJIMATI0H — 27 % cnopTcMe-
HOB, IJIaBaHWe — 8% CIOPTCMEHOB, CUJIOBbIE
BU/Jbl cniopta— 7 % CIOPTCMEHOB, XOKKed —
15% cnoprcMeHoB. OneHMBaJUCh MapaMeTphbl
cucteMbl GUOPUHOJIM3A: ONIpe/ie/IeHHe TKaHEBO-
ro aKTHUBaTOpa IJIAa3MUHOIeHA, YPOKHWHA3HOTO
aKTUBaToOpa IJIa3MUHOTreHa U KOMILJIeKca IJ1as-
MUH — aHTUIIJIa3MUH, MHTUOUTOpPA aKTHUBATOpa
miasMmuHoreHa 1 tuna (PAI-1).

PesyaeraTel. [Ipy cpaBHeHHWH Trpynn CHop-
TCMEHOB, pa3/leJIeHHbIX 10 BU/AaM CIIOPTa, CpeJi-
Hee 3Ha4YeHHe N0 MeJMaHe YPOBHSA TKaHEBOIO
aKTUBaTOpa IJIa3MUHOTeHa JJIS CJI0XKHO-KOOp-
JIMHALIMOHHBIX BUJIOB CIOPTA OBLIO CTAaTUCTH-
YeCKM 3HAa4MMO BbllIE, YeM [JI LUKJIUYeCKUX
BU/Z0B crnopTa (p = 0,005). B ypoBHe ypokHnHas-
HOrO0 aKTHMBAaTOpa IJIa3MUHOreHa CTaTUCTHYe-
CKM 3HAaYMMBbIX Pa3JIMYUM CpeJU Pyl pasHbIX
BHU/IOB CIIOpTa 06Hapy»keHO He 6bL10 (p = 0,16).
CTaTUCTHYECKHU 3HAYMMble pa3/M4yus B yPOBHE
KOMIIJIeEKCa MJIa3MUH-aHTUILJIa3MUH OOHapy»xe-
Hbl MeX/ly Ipynnoi eJUHOGOPCTB, MHOT0O0OPbS
U CKOPOCTHO-CUJIOBBIX BH/IOB CIIOPTa. YPOBEHb
IJIa3MHUH-aHTUIJIa3MUHOBOTO KOMILJIEKCa Obla
CTaTUCTUYECKH 3HAYMMO BbIlIeE B IpyIIe MHOTO-

60pbs, MO0 CPAaBHEHUIO C IPYNION eAUHOOOPCTB
Y CKOPOCTHO-CUJIOBBIX BU0B ciopTa (p = 0,008).
CTtaTucTHYecKHM 3HA4YMMble pas3/JM4ydsd B ypOB-
He PAI-1 obHapyxeHbl MeXJy IUKJIUYECKUMU
U CKOpPOCTHO-CUJIOBBIMHA BHJAaMU CHOpPTa. Ypo-
BeHb PAI-1 ObLI CTaTUCTHYECKU 3HAUMMO HUXKE
B I'pyIIe [UKJIWYEeCKUX BUJIOB CIIOPTA, MO CpaB-
HEHUIO C TPYNINONW CKOPOCTHO-CUJIOBBIX BH/IOB
cnopta (p = 0,005).

BbiBoAbI. BrbifiBJieHO 3HAaYUMMoOe CHUXKEHUe
YPOBHS TKaHeBOr0 aKTHUBATOpa IJIa3MUHOTe-
Ha y cnoptcMeHoB (M = 0,73 ur/ma (95 % JU:
0,61; 0,88)), noBbllIeHHe YPOBHS HMHIUOUTOpPA
aKTHBaTOpa MJIa3MUHOTeHa nepBoro tuna (Me =
29,89 ur/ma [22,3; 47,3]), UTO CBUJIETEJNBCTBY-
eT 06 yrHeTeHUH CUCTEMbl PUOPUHOJIM3A U SIB-
JisieTcs GaKTOPOM pUCKa aKTUBALlMU MPOKoOary-
JITHTHBIX CBOMCTB KPOBH Y CIOPTCMeHOB. Kpome
TOTO, CHU’KEHHE YPOBHSI TKAHEBOI'0 aKTUBATOpPa
MJIa3MUHOTeHa MOXeT ObITh 00YC/I0BJIEHO pas-
BUTHEM 3H/I0TENHATbHON JUCOYHKIIUU, TAK KAK
CUHTE3 JaHHOT'0 paKTopa OCYILLeCTBJISAETCS Ipe-
MMYILeCTBEHHO 3HAOoTenuouutamu. [lpu cpas-
HEeHUU PUOPUHOJUTHUYECKON aKTUBHOCTH KpO-
BM IpeJICTaBUTE/IeN pa3/IMUHbIX BUJIOB CIIOPTA
HauObOJIbIIIEMY PUCKY OKa3a/MCh MOJBEPKEHbI
CKOPOCTHO-CUJIOBBIE BU/IbI CIIOPTA.

ManasiwkuHna H.A., Bopo6veea H. A.”?

@I'BY BO «CesepHblll 2ocydapcmeeHHblll MeduyuHcKull yHusepcumem» MuH3zdpaea Poccuu, ApxaHzeasCk,
2 Cesepnvlii puauan PIr'bY «HMHUL] cemamonozuu» MuHzdpaea Poccuu, ApxaHzensck

O HEOBXOAUMOCTHU KOHTPOJIA YPOBHA TOMOLIMCTEMHEMUU

U ®PUBPUHOJIMTUYECKOW AKTUBHOCTH Y CIOPTCMEHOB

BBegeHue. ®dusnueckas Harpyska, Kak
CTpeccoBbI GaKTOp, AEeHCTBYSI HA OpPraHHU3M,
NPUBOAUT K U3MEHEHHUI0 COCTOSIHUSI CUCTEMbI
reMocTasa, ¥ B TOM yucjie — GUuOpPUHONIUTHYE-
CKOU akTUBHOCTHU. HabJitofjaeMoe npu ayctpecce
NoBbllIeHHe PUOPUHOJUTUYECKOW aKTHUBHOCTH
CONPOBOX/JAETCS BO3pacTaHHWeEM aKTHUBHOCTH
IJIa3MUHA, YCUJIeHHeM JeHUCTBUSI aKTUBATOPOB
IJIa3MUHOTeHa U YTHETEeHWEM aHTUIJIa3MHUHOB.
B xozie peakiiuu AUCTpecca Py HECOOTBETCTBUH
CTpeccoBOro gpakTopa alaiTUBHbBIM BO3MOXXHO-
CTSIM OpraHvM3Ma HabJojaeTcs cMelleHHe 6a-
JIaHCa B peakLUsX CBEPThIBaKOILENH U PUOPUHO-
JIUTUYECKOU CUCTEM B CTOPOHY HapacTaHMUS TU-
NepKoaryJsiiii, CHUXKeHUsI aHTUKOATYISTHTHON
U GUOPUHOJUTUYECKOW aKTUBHOCTH, BILJIOTH

J10 TTOSIBJIEHUS] B KPOBOTOKE MPU3HAKOB TPOMOU-
HEMUHU U yrpo3bl pa3BUTHSA BHYTPUCOCYAUCTOTO
CBEPTHIBAHUSA.

Marepuasbl U MeToAbl. B uccienoBaHue
OblIM BKJIIOYEHbl 98 CIOPTCMEHOB, U3 KOTOPBIX
64 % (n = 63) coctaBuu WHOWHU U 36% (n =
35) — neByuiku. CpeiHUIM BO3pacT 10O MeAUaHe
coctaBua 19,5 (16; 25) seT. B paboTte npeacTas-
JIEHO HECKOJIbKO BHJAO0B cnopta. CnopTuBHas
60pbba 6bLIa npejcTaBaeHa 8 % CIOPTCMEHOB,
rMMHaCcTUKa M akpobaTtuka — 12 % crnoptcMme-
HOB, TEHHUC — 5% CHOPTCMEHOB, KOHbKOOEX-
HbIM crnopT—9% CHOpTCMEHOB, Jerkas art-
JeTuka — 8 % CHOPTCMEHOB; JIbDKHbIE TOHKH,
O6UATJIOH W TMOJIMATIOH — 27 % CIOPTCMEHOB,
miaBaHue — 8 % CIOPTCMEHOB, CHUJIOBblE BUJbI
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cnopra— 7% crnopTcMeHOB, XOKKed — 15 %
cnoptcMeHoB. B cooTBeTcTBUM ¢ OJaMMOUM-
CKOM Kulaccupukanuer ObLIM CHOPMHUPOBAHBI
Tpynnbl: €AUHOOOPCTBA, LUKJIWYECKHE, CJIOXK-
HO-KOOpPAWHALMOHHBIE, CHOPTUBHbIE UTPHI, CKO-
POCTHO-CUJIOBblE BH/bl CIIOPTa, MHOT0OGOpbeE.
[To ypoBHIO CIOPTHBHOT'0 MacTepCTBa 60JIbLIMH-
CTBO MCCJe[lyeMbIX COCTaBUJIM MacTepa CIOp-
Ta—44% (95% [AU: 34;54), 32% (95% /[HU:
24;42) cocTaB/sJM KaHAUAAThl B MacTepa Crop-
Ta, IepBbIK CIIOPTUBHBIK paspsa uMmenud 14 %
(95 % [JIN: 7,8;21,5) onpouieHHbIX CHOPTCMEHOB,
1% (95 % [HU: 0,2;5,6) — macTepa cnopTa Mex-
JIYHapOJHOr0 KJacca, He MMeJU CIIOPTUBHOIO
paspsza 9% (95 % /JAU: 4,7;16,7) cnopTCMEHOB.
OueHUBaJUCh MapaMeTpbl CUCTEMBbI PUOPHUHO-
JIu3a: KOJIMYeCTBEHHOEe OIpe/iesieHUue TKaHeBO-
ro akTUBaTOpa IJIa3MUHOreHa, KOJUYeCTBEH-
HOe oIpe/ieJieHMe YPOKUHA3HOrO aKTUBATOpa
IJIa3MUHOTE€HA U KOJIMYEeCTBEHHOE olpejeJie-
HHUe KOMIIJIeKCA NJIa3MUH — aHTUILJIa3MUH, KO-
JINYeCTBEHHOEe oOIpe/ieJieHUe WHrMOUTOpa ak-
THBaTopa maasMuHoreHa 1 tuna (PAI-1). Takxe
omnpeesisijicsi ypoBeHb TOMOLUCTeMHEMUU. Ma-
TepuasioM JJisl UccJieJOBaHUA GUOPUHOIUTHYE-
CKOW aKTHMBHOCTH fIBJIslJIaCh LIUTPaTHas MJa3Ma,
ypPOBEHb FOMOLIMCTENHA ONpeJessicsd B CbIBO-
pOTKe KpOBHU. MeToJ, MCIOJb30BaBLIUKCA [JIf
KOJIMYeCTBEHHOU OLleHKH [TapaMeTpPOB — UMMY-
HopepMeHTHbIN aHaIu3. CTaTUCTUYecKas o0Opa-
60TKa NPOBO/AMJIACH B TIaKeTe NPUKJ/IAJHBIX IPO-
rpamm Excel u SPSS17 c yueTom pacnpezenenus
IPHU3HAKOB B rpynmax.

Pe3ynbsTaThl M 06CyKAeHuUe. B npegenax pe-
dbepeHCHbIX 3HAaYEHUN HAXOAWJACh JIUIIb KOH-
[eHTpalus MJa3MUH-aHTUIJIa3MUHOBOTO KOM-
IJIeKCa. YpOBeHb TKAaHEBOI'O aKTHUBATOpa ILIas-
MuHoreHa B 88,5 % ciyyaeB HaxoJUJICS HUXKe
pedepeHcHOro UHTEpBaJa. YpOBeHb yPOKUHA3-
HOT'0 aKTHMBaTOpa IJIa3MHUHOTeHa MOYTH B M0JI0-
BUHE CJy4yaeB ObLJI oNpejeseH B npejenax ¢u-
3M0JIOTUYECKOW HOPMBI, B TPETH CAy4YaeB — MO-
BblIlIeH. Y TpeTHU 06C/eJ0BaHHBIX CIIOPTCMEHOB
KOHIIeHTpalMs UHIMOUTOpa aKTUBaTopa IJas-
MUHOTeHa 1 Tuma mnpeBblllasia pedepeHCHble
3Ha4YeHu4.

[Ipy cpaBHeHUHU Tpynn CIOPTCMEHOB, pas-
JleJIeHHbIX N0 BHJaM CIOPTA, CTAaTUCTUYECKU
3HauYMMble pa3/iuvs B YPOBHE TKAHEBOTO aK-
TUBATOpa MJIa3MUHOTeHa OOHApYy>XeHbl MEXAY
[IUKJIAYECKUMH U CJI0KHO-KOOPAMHALIMOHHBIMHU
BUZlaMu criopTa. CpeiHee 3Ha4yeHHUE 110 MelUaHe
YPOBHS TKaHEBOrO aKTHUBAToOpa IJIa3MUHOTeHa
JUIS1 CJI0KHO-KOOPAMHALMOHHBIX BHUJ0B CIOPTa
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ObIJI0O CTAaTUCTUYECKU 3HAYUMO Bbllle, YeM JJid
MKJIN4YecKux BU0B cnopTa (p = 0,005). B ypos-
He YPOKMHA3HOTO aKTUBAaToOpa IJIa3MHUHOIeHa
CTaTUCTUYECKH 3HAYUMBIX pasJMYUM Ccpeau
TpyII pasHbIX BHUJAOB CHOpPTa M TCPyII, pasje-
JIEHHBIX 110 YPOBHIO CIOPTUBHOTO MacTePCTBa,
obHapy>xeHO He ObLI0. Mcnosib30oBasicsa KpuTe-
pun Kpackena-Yosnuca, JOCTUTHYTBINM YPOBEHb
3Ha4uMMoCcTU pasaunuud p=0,16. Cratucruye-
CKM 3HA4YMMble pa3/IM4YMd B YPOBHe KOMILJIeKca
IJIa3MUH-aHTUILJIA3MUH OOHApyKeHbl MeXAy
Ipynnoy efMHOO0PCTB, MHOIOO60PbS U CKOPOCT-
HO-CUJIOBBIX BU/JIOB CIIOpPTA. YpOBEHb IJIa3MHUH-
AHTUIJIAa3MUHOBOTO KOMILJIEKCa Obl CTaTUCTHU-
YeCKHM 3HAYyMMO BbIlLIEe B TpyIlIlie MHOTO6GOpPbS,
110 CPAaBHEHHIO C IPyNION eJUHOOOPCTB U CKO-
pPOCTHO-CUJIOBBIX BHJOB crnopTta (p = 0,008).
CTaTUCTHYECKU 3HAYMMble pas/JM4yus B ypOB-
He PAI-1 obHapyXeHbl MeXAy LUKJIAYECKUMU
U CKOpPOCTHO-CUJIOBBIMHU BHJAMHU CHOpPTA. Ypo-
BeHb PAI-1 GbLJI CTaTUCTUYECKU 3HAUMMO HHXKeE
B rpyInie qUKJIUYeCKUX BUZJO0B CIIOPTa, 110 CPaB-
HEHHUIO C TPYNION CKOPOCTHO-CUJIOBBIX BHUJO0B
cnopra (p = 0,005).

YpoBeHb rOMOLIUCTEMHA BapbUpoOBaJ B Ipe-
nenax ot 3,33 go 50,0 (Me = 15,84) Mkmosib/ 1.
YpoBeHb romouucterHa y 50 % cnopTcMeHOB
Haxogucsa B rpaHunax 10,7-19,4 MkKMoJib/JL.
[Ipy cpaBHeHMM Tpynn CHOPTCMEHOB, pasje-
JIEHHBIX 110 BUJIaM CIIOpPTa, U 10 YPOBHIO CIIOp-
TUBHOI'0 MacTepCTBa CTATUCTUYECKU 3HAYUMBIX
pa3/iM4ui B ypOBHE FOMOLMCTENHA 0OHAPYKEHO
He ObLIO.

BeiBOABI. Pe3ysbTaToOM aHa/M3a COCTOSHUA
GUOPUHOIMTUYECKON CUCTEMBI Y JIIOJIEN C pe-
T'YJISIPHOM BBICOKOM PU3NYECKON aKTUBHOCTBIO
SIBUJIOCh BBISIBJIEHUE CHIDKEHHS MOKasaTeJer
ee akTtuBauuu. Ilo pesynbraTam paHee mnpo-
BeJIeHHbIX MCCJIeJOBAaHUN APYTMMHU aBTOPaAMH
TKaHeBOW aKTUBATOp MJIa3MHUHOTeHa NIPU3HaH
MapKepoM, U3MEHSILUMCA NpPsSMO INPONOop-
JMOHAJIbHO MHTEHCHBHOCTH U AJIUTEJbHOCTHU
dusndecko Harpysku. BciencrBue yero Ha-
6Jit0/jaeTcsl pa3balaHCHPOBAHHOCTbL B paboTe
cBepThIBawOLell U GUOPUHOJUTUYECKON CH-
CTeM, HecCyllasd ONACHOCTb TpoM60oo6pa3oBa-
HUS. YBe/JlMieHHe YPOBHS TOMOLIMCTEUHA Cpe-
U CIIOPTCMEHOB MO3BOJIAET CYJUTh O NOBBI-
IIIEHHOM PHCKe 3H/I0Te/INaIbHOM JUCPYHKLIUY,
4yTO Ha GOHEe CHUKEeHHUSI aKTUBHOCTH CHUCTEMbI
bubprHO/IM3a NpeACTaBAsAeT ONACHOCTb pas-
BUTHUAA TPOMOOTUYECKUX OCJIO)KHEHUH [pHU
JlaJIbHeW11eM pa3BUTUH COCTOSTHUSA AUCTpecca.
[Ipy cpaBHEeHUU PUOPUHOJTUTHUUECKON aKTHB-
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HOCTU KpPOBHU IMpeJACTaBUTeJed pas3/IMYHbIX
BH/IOB CIOpPTa HAWOOJIbLIEMY PHUCKY OKasa-

JIUCh MO/ BEPXKEHBI CKOPOCTHO-CUJIOBBIE BHU/IbI
cropra.

Mapycuii A. A.?%, Bopo6vesa H.A. 2

1 CesepHblil puauan PI'BY «HMHI] zemamosaozuu» MuHzdpasa Poccuu,
2 @I'BY BO «CesepHblil 2ocydapcmeeHHbIl MeduyuHcKull yHusepcumem MuHzdpaea Poccuu», ApxaHzeabck

B3AUMOCBA3b IPUEMA KOMBUHHUPOBAHHBIX

OPAJIbHBIX KOHTPALENITUBOB U 3AMECTUTE/IbHOM TOPMOHAJIbHOW TEPAIIUU
C PUCKOM PA3BUTUA TPOMBO3MBOJIMYECKHUX OCJI0KHEHUI

BBeaenue. Tpom603MbOIMUECKHE OC/IOMXKHE-
Hus (T30) u o6pasoBaHre TPOMOOJIUTUYECKOTO
COCTOSIHUSI B HACTOsilllee BpeMsl SIBJSETCS aK-
TyaJIbHbIM BONpPOCOM. TpoM603 I/IyOOKHX BEH,
OHMK, UBC, T3JIA —>3TO0 NpUYUHBI UHBAJIM3A-
LMY ¥ CMEPTHOCTH Cpeu HaceJsieHUs. B HacTos-
liee BpeMs y»Ke MHOT'0 FOBOPAIT O B3aUMOCBSI3U
nprueMa KOMOWHUPOBAHHBIX OpPaJIbHBIX KOH-
TpauentuBoB (KOK) M 3amecTtuTesnbHON rop-
MoHasibHOU Tepanuu (3I'T) ¢ noBbilIeHHON Ya-
croto pa3Butuda TI0. ITO B nepBylo odepenb
3aTparvBaeT MOJIOJAbIX >XKEHLUH (GepTUIBHOTO
BO3pacTa.

Ilesib: aHA/IU3 CBSI3M MpHEMa FOPMOHAJIbHBIX
KOHTPaLLENTUBOB C TPOMOOTHYECKUMU COOBITHU-
SAMU.

MaTepuasibl 1 METOABI UCC/IeA0BaHUA: Pe-
TPOCHEKTUBHBIN aHa/Iu3 49 UcTopui 60Jie3HEN.
B uccienoBaHue ObLIM BKJIKOYEHBI MALUEHTKH,
nepeHecimive TA0 — TI'B (n = 21), T3JIA (n = 9),
OHMK (n =5), TpoM603 cunycos I'M (n = 4), TUA
(n = 3), OUM (n = 1), rosioBHas 60Jib HampsKe-
HUd (n = 1) Ha ¢one npuema KOK. Y 9 xeHIuH
obL10 60s1ee ogHOoro TIO0 ogHOMOMEHTHO. Olle-
HUBAJIMCh TaKHe NoKa3aTesu Kak Bo3pact, UMT,
Ha/lM4ihe BpeJHbIX NPHUBbIYEK, FeHeTUYeCKUH
npoduib.

PesynbraThl McCaeA0BaHUN: B aHa13 Ob110
BKJIDYEHO 49 XeHUIWH, CpeJHUH BO3pacCT KO-
TOpbIX coctaBua 35*7,4 roga. Cpegnuit UMT
y 9THUX »KeHIIMH cocTaBua 24,9 + 5,8 kr/m? Hau-
6o0Js1ee yacto BcTpeyaeMbiM TI0 siBasiicsa TIB —
61,2 % (n = 30) nauueHTOK, JIOKaJIU3aLUs ciaeBa
y 60% (n = 18), cnpaBa— 33,3 % (n = 10), aBy-

CTOPOHHSA JioKa/au3anuusi — 6,7 % (n = 2). AHa-
JIU3 MO0Kas3aJ HaJuvyre TabakokypeHus B 14,3 %
(n =7),10,2% (n = 5) yka3blBaJM Ha HaJU4yue
aBvanepeJsieTa HaKaHyHe pa3BUTHUA 3aboJieBa-
HUS.

W3 aHaMHe3a OTATOLIEeHHBIH ceMeHHbIH
a”HaMmHe3 uMesiu 55,1 % (n = 27). B nosy4yeHHbIX
pe3y/bTaTax TIeHeTHUYeCcKOro MUcCCaeloBaHUsA
y 64,7 % (n = 22) nayieHTOK He ObIJI0 BbISIBJIEHO
myTaunui no Il u V daktopam. 'eTeposurotrHas
myTanusa V ¢paktopa 6b11a o6HapyxeHay 17,6 %
(n = 6) manMeHTOK, TeTEePO3Ur0OTHAsA MyTalUs
[1—11,8 (n=4), u B 1 cayyae (2,9 %) 6bl1a BbI-
siBJIeHa TOMO3UroTHas mytanus V ¢pakropa. [lo-
JuMopdusM reHoB 6bl1 ob6HapyxeH y 70,6 %
(n = 24) uccie0BaHHBIX KEHLWH, U3 KOTOPbIX
y 38,2 % (n = 13) 6bL1a BbIsAIBJIEH NOJTUMOPPHU3M
B dosatHoM ob6MeHe. U3 49 manueHToB KOK
npyvHUManu 46 xxenuuH, 3I'T — 3. U3 aHa/iu3u-
pyeMbix KOK npuHuManu npenapaT MeguaHa
6 ’KeHIMH, Be3aHTpa — 1, mxec -2, J0Orect —
4, gapuHa—4, kaHuH — 2, cuayeT — 1, OGesna-
pa—1, njuaHe — 2, IMHAUHET -1, HOBUHET -3,
KJlahpa -1, ¥ 27 )KeHIUH He CMOTIJIM BCHOMHUTbD
Ha3BaHHWe npenapata. 3['T: nporuHoBa -2, KJu-
MoHOpM -1. CpeHUI CPOK MpHeMa NpenapaToB
coctaBua 18,7 + 25,8 mec, Mo 12 mec. [Ipumeya-
TeJIbHO, YTO 13 >KeHIIMH He CMOIJIU BCIIOMHUTDb
KakK fgoJsro onyu npuHuMaau KOK. IIpu atom KOK
npuHuManu 19,2 + 28 mec, Mo 9 mec. 3I'T npu-
HuMasau 14 + 3,5 mec, Mo 12 Mmec.

BeiBoapbl. [lepes HazHayeHueM npuema KOK
1[e1eC000pa3HO YUYUTHIBATh JIMUHBIA U CeMeW-
HbIM TPOMOOTHYECKUI aHaMHe3.
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MeduKo-6uos102uvecko2o azeHmemaar», CaHkm-Ilemep6yp2a

Mameuenko 0. 10., Kopcakoea H. E., CuauHna H. H., [o.108uHa O. L,
Egpemoesa E. B., Pomunsix M. C, Illlysaes B. A., BoaowuH C. B., [lanasH JI. I1.

@I'BY «Pocculickull HayYHO-Ucca1e008amenbCKUll UHCmumym ezemamo.Jio2uu U mpaucgysuoaozuu PedepasbHozo

COCTOAHHUE CUCTEMbBI TEMOCTA3A NTAIIMEHTOB C PH-HETATUBHBIMU
MUEJIOITPOJIMPEPATUBHBIMHA HOBOOBPA3OBAHUAMMU

BBeaeHue. Ph-HeraTuBHbIe MUesionposinde-
paTuBHble HOBoob6bpaszoBaHusa (MIIH), k koTo-
PbIM OTHOCUTCSI UCTHHHas noaunutemMus (UII),
acceHiMasbHasg Tpombonutemus (3T) u mnep-
BUYHbIA Muenodpubpos (MP), mpeacTaBaSAIOT
co60¥ rpynny KJOHaJbHbIX reMaTOJ0THYeCKUX
3a60/1eBaHUM, CONPOBOXK/JAIOIIUXCS OMyXoJie-
BOHM TpaHchopMaluel ¢ nocjaeayollen npoJu-
depanell MUeJOUAHBIX KJIETOK, AJUTEJNbHO
COXpaHSIIILUX CIOCOOHOCTL K JAuddepeHIU-
poBke. MIIH uMeroT ob1uive naToreHeTU4eCKue
MEXaHU3Mbl, CBA3aHHble C HapyueHueMm JAK-
STAT curHanbHoro nyTu. UIl u 3T obbeauHs-
I0T 0OILMe CBOMCTBA, TaKUe KaK OTHOCUTEJbHO
HOpMaJIbHOE CO3peBaHUE KJIETOK U CXOACTBO
KJIMHUYECKHUX CUMNTOMOB, nnpu [IM® Habsaroga-
I0Tc crnequdUyecKkre NPU3HAKHM, BbI3BaHHbIE
¢ubposzoM KocTHOro Mo3sra. BceieactBue puc-
6ajlaHca CUCTeMbl reMOCTa3a YaCTbIMHU OCJIOXK-
HeHUAMHU y nayueHToB ¢ MIIH aBidroTca kak
TPoMO6O03bl, TaK U KpoBoTeueHUs. OJHAKO CTaH-
JlapTHble KOAryJsiLlUOHHbIE TECThbl, LIHUPOKO
pacnpocTpaHeHHble B KJIMHUYECKOW MPAKTUKE,
3a4aCTyl0 IOKa3blBAalOT JIMIIb HEOOJbLINE OT-
KJIOHEHUS OT HOPMBI WJIM pa3HOHAINpaBJIeHHbIE
M3MeHeHUd. B cBA3U ¢ 3TUM 60/1bIION MHTEpEC
npeAcCTaB/sieT MCIO0JIb30BaHWe, y MalUeHTOB
¢ pasznuyHbIiMU popmamu MIIH, uHTerpasibHOoro
TecTa reHepayuu Tpom6uHa (TT'T), koTopblii o-
3BOJISIET OLLEHUThb OaJslaHC PO- U aHTUKOATYJIsIH-
TOB M NOJYYUTb 6GoJiee MOJHYI0 UHPOpPMALUIO
0 HaJIMYMU pUCKA Pa3BUTUS reMopparvyeckux
Y TPOMOOTUYECKUX OCJI0)KHEHUH.

Ienb. HccienoBaHue COCTOSHUSI CHUCTEMbI
remMocrtasa y nauveHtos ¢ MIIH ¢ ucnosb3oBa-
HueMm TI'T.

Martepuansl U1 MeToAbl. B uccienoBaHue
ObLIM BKJIIOYeHBl 25 mammenToB ¢ MIIH ot 25
Jo 70 jieT, MeluaHa Bo3pacTa coctaBusia 51 roa,
Bce o06cnenoBaHHble JHMIiA ObLIX pas/ieseHbl
Ha 2 rpynnel. B rpynny Ne 1 Bouwiy 14 nmanuen-
ToB ¢ UII v 3T, rpynny Ne 2 coctaBuau 11 nanu-
eHToB c [IM®. [loka3aTesu reHepanuu TPOM-
O6WHa omnpejessJii METOAOM KaJWuOpPOBAaHHOU
aBTOMaTU3WPOBAaHHOW TpoMbuHorpaduu. Ilo-
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CTaHOBKa W aHaau3 pe3yabraToB TI'T BhINOJ-
HAJIUCh COTJIAaCHO MeTOJAUKe, MpeJJoKeHHOU
Hemker H. UccieqoBanusi npoBoguinch B 6efi-
HOM TpOMOOLMTAMU IJ1a3Me C J00aBJIeHHEM
B pPeaKLMOHHYI cMech TpoMb6oMoayanHa (TM)
u 6e3 TakoBoro (TM +/-). /lo6aB/ieHHE B peaKIy-
OHHY!0 cMecb TM mosBoJsieT onpeneauTb 4yB-
CTBUTEJIbHOCTb K TM, KoTOpas XapaKTepusyeT
3¢ PeKTUBHOCTb pPabOThl AHTUKOATYJISSHTHOMU
cucteMbl nporerHa C. Onpepensany cienyrouiue
nokasartenu: ETP (3aHzoreHHbIi TPOMOGUHOBBIN
noteHuuas, HMosab*MuH), Peak (mukoBoe koJiu-
4YeCcTBO TPOMOHHA B o6pa3siie, HMoub), Lag (Bpe-
Msl MHMIIMal MU cBepThiBaHus, MUH), TTP (BpeMs
JIOCTYKeHUs1 NMHUKa TPpoMOWHA, MUH). UyBCTBU-
TeJIbHOCTb K TM paccuuThiBaiy, Kak % nageHus
ETP u Peak npu po6aBnenuun TM. [ns onieHKH
roKa3aTeJiel UCIOoJIb30Balu MeJuaHy u 95 %
JloBepuUTebHbIK HHTepBaJ (Me; 95 % /JIH). Pas-
JINYMS CYATATUCh JOCTOBepHBbIMU nipu p < 0,05.
Ucnosb3oBasncsa naket STATISTIKA 6.

Pesyabrathl. [Ipu ouenke napamerpos TI'T
ObLJIO BbISIBJIEHO, UTO Y ALlMEHTOB NEPBOU I'pyTi-
bl 3H/0TeHHbIN MOTEHI[MAJ TPOMOUHA ObLI [0-
CTOBEPHO BbIllIE, YEM Y NMALUEHTOB rpynmbl Ne 2
(Me-1333,67, AU: 1135,76-1776,12 mnpoTus
Me-1107,86, IN: 781,6-1626,6, cOOTBETCTBEH-
Ho). Takke B mepBOU rpyImie OTMeYasoCh 3Ha-
YyUMOe YKOpPOYEeHHEe BpPEMEHHBIX NapaMeTPOB,
B CpPaBHEHMUHU C AllMEHTAMHU BTOPOH rpynibl: Lag
(Me-3, 55, [IN: 2, 0-5, 17 npoTtuB Me-5, 24, [1U: 3,
09-7,59, coorBeTrcTtBenHo) u TTP (Me -6, 58, /IU:
4, 0-9, 1 npotuB Me-8, 32, IN: 5, 67-11, 5, cooT-
BETCTBEHHO). YyBCTBUTEJIBHOCTb K TPOMOOMO-
JlyJIMHY He uMeJia JJOCTOBEPHBIX PAa3IMYUN NpU
CpaBHEHUU MeXJy TpylmnaMu o06cjaeJ0OBaHHBIX
JIUL,

BeiBogbl. [losyyeHHble pe3ysnbTaTbl MOTYT
rOBOPUTHb O TOM, 4TO y nayueHToB ¢ UII u 3T,
B cpaBHeHUHU c nanueHTamu c [IM®, 6bicTpee
NPOXOAWUT WHUIUALMS TeHepaluu TPOMOUHA,
a Take Bblllle ee UHTEHCUBHOCTb, YTO MOXET
ObITh CBSI3aHO C YaCTOTOW TPOMOOTUYECKHUX OC-
JoxHeHUU. [losyyeHHble pe3ysbTaThbl TPEOYIOT
JIOTIOJTHUTEJIbHBIX UCC/IeJOBAHUH.
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TEMOPPAI'HYECKHE OCJIOKHEHHUA Y TIAIIMEHTOB C B-KJIETOYHbBIMH XPOHUYECKUMH

JIMM®OIIPOJIN®EPATUBHBIMU 3AB0OJIEBAHUAMU, IPUHUMAIOIIUX UBPYTUHUDB

BBegenue. [losgBiieHMe HOBOro KJjacca Tap-
reTHBbIX JIEKAPCTBEHHbIX IpenapaToB B Jeye-
HUU B-KJIeTOYHBIX XpPOHUYECKUX JTUMPONPOJIU-
depaTuBHbIX 3aboseBaHul (B-XJII13) npuseso
K NOBbIIIEHHI0 3P(PEeKTUBHOCTU MPOBOJAUMOU
Tepaluyd W yBeJWYEHUIO JJIUTEeJbHOCTU Oec-
IPOTPECCUBHOM BbDKUBAEMOCTH y MalMEHTOB
C AaHHOM naToJsioruei. [lepBbIM M3 TakuUx Hpe-
napaToB cTajJl MOpPYyTUHUO6. UO6PYTHMHHO — 3TO
HU3KOMOJIEKYJISIPHBIA WUHTUOUTOP TUPO3UHKU-
Ha3bl bpyToHna (TKB), sBastolelics KOMIIOHEH-
TOM CUTHaJ/IbHBIX NyTeH, HAYMHAKUIUXCS C Mpe-
B-kJjieToOYHOro U B-K/J1€TOYHOIrO penenTopos.
CurHa/ibHBIM NyTh B-KJeToO4YHOro penenTopa,
akuenTopoMm Kortoporo cay:kut TKB, 3aHuMaeT
KJItoueBoe MecTo B natoreHese B-XJIII3 u HeoO-
X0 UM [IJIS1 MUTPaLuU B-KJIeToK, X XeMOTaKCH-
ca u agresun. Takxke TKD yyacTByeT B curHaib-
HbIX NMYTSX PeLEeNnTOpPOB POCTOBBIX (PaAKTOPOB,
peLenTopoB BPOX/JAEHHOM HWMMYHHOM CHUCTe-
Mbl, pelLenTopoB KoJulareHa U ¢akTopa (PoH
Busnnebpanga (VWF) B Tpomb6ouuTax. Tepanus
UOpPYTUHUOOM fIBJISIETCS BbICOKO3(P(PEKTUBHOM,
HO CBfI3aHa € N060YHbIMU 3¢ PeKTaMH, BK/I0Yas
MOBBIIIEHHbIA PUCK PAa3BUTHS CEPbE3HBIX KPO-
BoTe4deHUH. [0 JaHHBIM pa3/IMYHbIX aBTOPOB Ya-
CTOTa pa3BUTHSA reMOpparuiecKrx 0CJA0KHeHU N
IpU Tepanuu UOPYTUHUOOM J0XOAMT 10 55 %.
HenaBHO MOSIBUIMCH COOOILEHUS O MeEXaHHU3-
MaX, 3a/IeNCTBOBAaHHbIX B Pa3BUTUU remMoppa-
rMYeCKUX OCJIOXKHEHUH y JaHHbIX NMalMeHTOB:
1) uHru6UpoBaHKE MOJIEKYJI CUTHAJIBHOTO MY TH
TPaHCMeMOpaHHBIX peLenTOpOB TPOMOOLMTOB
(kos1areHOBOTO peLenTopa K TIJIMKONPOTEU-
Hy VI, JleKTUHONOAO6HOr0 pelLenTopa 2 TUOA
C (CLEC-2)); 2) unrubupoBaHHe CBSI3U TJIMKO-
npoteuHa Ib ¢ vWF; 3) nHapyuwenue ajresuu
TPOMOOLUTOB K (GUOPHHOTEHY NOCPESCTBOM
6J10KMpOBKU UHTerpuH allbb3 HapyxHoro cur-
HajbHOro nytu. Kpome Toro, pa3sputue remop-
paruyecKux OCJIOXXKHEHHU CBS3aHO C UHTUOUPO-
BaHMEM JPYTrux KMHa3: KMHa3bl ceMercTBa SRC
(kpuTHYecKass poJib B aJresud TPOMOOLUTOB
K KoJlJIareHy), kuHasbl TpoMbouuToB SFK (mpo-
MCXOJUT UHTUOHUPOBaHUE CTabUJIbHOTO 06pas3o-
BaHHUS TPOMOOB).

Ienb. OueHUTb YacTOTy BCTPEYAEMOCTHU
reMopparuyecKux OCJOXHEHUH y MalueHTOB
¢ B-XJIII3, nosryyaromux u6pyTUHUO.

MaTtepuansl U MeTOAbl. B uccienoBaHue
6b1J10 BKJItOYeHO 25 nanueHToB ¢ B-XJII3 (xpo-
HU4eckuil suMdoseiikos (XJIJI) — 21, MaHTUH-
HokJsieTouyHast suMpoma (MKJI) —4). Ilepuon
Haosogenuss 2013-2018 rr. MeauaHa Bo3pac-
Ta— 67,4 roja (auanasoH 47-87). CooTHole-
HUE MYKUYMHBI/>keHIIUHbl 1:2,12. [lauueHThI
¢ XJIJI npuHuManu U6pyTUHUO B fo03e 420 Mmr,
a ¢ MKJI — 560 wmr, exxenHeBHO. B MoHOpexuMme
uobpyTuHu6 nosydaau 15 (60 %) manueHTOB,
B cocTaBe xMMHUOUMMYHoTepanuu —>5 (20 %),
B KOMOMHALlMU C MOHOKJIOHAJIbHBIMU aHTUTe-
JgaMu — 5 (20 %). lo vHMLIMALMU Tepanuy BCeM
nanyeHTaM Oblla BBINOJHEHA CKPUHUHTOBast
KoaryJsiorpamma: uHzekc AIITB, npoTpoMb6uHO-
Bbli TecT o KBuky, % (IITT), MHO, koHnieHTpa-
nusa ¢ubpuHoreHa, r/ua (K®), rpombruHOBOE Bpe-
Mg, cek. (TB).

PesyasTaThl. /[1UTe/bHOCTh MpUeMa UOPY-
THUHUOA — MeAMaHa 21 Mecsl (aquana3oH 6-56).
Cemu naunueHTaMm (28 %) Tepanus UOPYTHHHU-
60M 6blJla IpepBaHa B CBA3U C IPOrpeccCUpoBa-
HUEM 3a60J1eBaHUS UJIM CMEPTHIO OT CONYTCTBY-
ole natosoruu. Ilokasatenn koarysorpam-
Mbl IepeJ; HayaJ oM Tepanud HOPYTUHUOOM
y BCceld BBIOOPKHM HaXOAMWJUCh B IpefesaxX pe-
depeHcHbIX UHTepBasioB: uHjaekc AIITB — 0,97
(0,79-1,5), ITT—100% (86-117), MHO — 1,0
(0,88-1,99), K& — 2,11 r/n (1,18-4,27), TB—
18,7 cek. (10,6-23,1). [latp nmarueHToB (20 %)
NoJiydya/li aHTUarperaHTHYI0 Tepamnuio B CBSI3U
C HE0O6XO0IUMOCTbhI0 MPOPUIAKTUKHA TPOMOOTHU-
YeCKUX OCJI0’)KHEeHHU U Ha GOoHe cepieuHO0-CoCyIU-
CTOM maToJIorMU. 3a BeCh Nepuo/; HabIIAeH s
MOpPYTHUHUO-aCCOLIMMPOBAHHbIE TeMopparuye-
CKHe OCJIOKHEHUSI 3apeTUCTPUPOBaHbl y OJHOU
nauveHTKU (4 %) B BUJe MeTexuaabHO-NATHU-
CTBIX KOXXHBIX BbICbINIaHUM | cTenenu. PazButue
JIAHHOTO OCJIOXKHEHHS OblJI0 OTMEYEeHO Ha 2 LU-
KJie Tepanuu UOPYTUHUOOM MOCJ/e MPUMEeHEeHHUs
HECTEPOUIHbIX MPOTUBOBOCHAIUTENbHbBIX Ipe-
napatoB (HIIBII) mo moBoay apTpo3a Ta3obe-
JIPEHHBIX CyCTaBOB. [eMopparuyeckui CUHAPOM
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NOSABUJICA HA 2-e CYTKHU JieueHHUs BblllleyKa3aH-
HOM rpymnmnoi npenapatoB. Tepanus HIIBII 6b11a
OTMEHEeHa, reMOpparu4ecKui CUHAPOM IOCTe-
NeHHO perpeccupoBas U 60Jiblile He peLUIUBU-
poBaJ. [Ipu 3TOM noKa3aTesiM CTaHAAPTHOH Koa-
ryJIOrpaMMbl HaXOJUJIUCh B IIpeJiesiaXx HopMaJb-
HbIX 3Ha4YeHHU.

BeiBoabl. BeiiecTBUe NOBBILIEHHOTO PUCKA
BO3HHKHOBEHUS TeMOpparuyecKkux OCJI0XKHe-

HUM y NayMeHTOB, MOJy4alolUX HOPYTHUHUO,
TpebyeTcsl 0cOObI KOHTPOJIb 32 JJAHHOW KaTe-
ropuei 60JibHbIX. Bo3MOXKHO, 6oJiee ITy6OKUH
aHaJ/IU3 CUCTEMbl reMOCTa3a MO3BOJIUT Ompe/jie-
JIATh TPYNIbl PUCKA PA3BUTHUSI reMopparvde-
CKUX oc/Io>)kHeHUU. Kpome Toro, ;aHnHas npob.Jie-
Ma TpeOyeT MOKUCKa HOBBIX BBICOKOCE/IEKTUBHBIX
MHTUOUTOPOB B-KJIETOUHOTO CHTHAIBHOTO MY TH
C L[eJIb}I0 MUHUMH3alM1 pUCKA KPOBOTEYEHU .

Poccutickoti ®edepayuu, 2. bapHays

Momom A.I1., BdosuH B. M., lllaxmamoe H. H., Toacmokopoes H. I,
Opexoes /. A., llleguenko B. 0., /Iviuesa H. A., Kpaciokoega B. O.

Aamatickutl puauan PI'BY «HayuoHaabHblll MeOUYUHCKUU uccaedosamensckull yeHmp 2emamosio2uu», 2. bapnaya
®I'BEOY BO «Aamatickuil 2ocydapcmeeHHblll MeQuyUuHCKUll yHugepcumem» MuHucmepcmea 30pasooxpaHeHust

HETPOMBHWHOBBI1 MEXAHU3M OCTAHOBKH KPOBOTEYEHHA.
JAHHBIE OKCIIEPUMEHTAJIBHBIX UCC/IEAOBAHHUMU «IN VIVO»

BBesenue. HeoTsiokHble M 3KCTpeMaJibHble
COCTOSIHUSA Y 4YeJIOBeKa 4acTO CONPOBOXJAIOT-
Cl YyrpoXawlMMHU JAJis KU3HU KPOBOTEYeHUs-
MU, YTO CTAaBUT 3a/a4y COBEPIIEHCTBOBAHUS UX
npodUIAKTUKU U JiedeHUs. KinHn4eckon npak-
TUKe JOCTYINEeH IIUPOKUN CHEeKTp JieKapCTBeH-
HbIX CPEeJCTB CHUCTEMHOI0 TeMOCTAaTHU4YeCKOro
JenlcTtBUs, 3QPEKTUBHOCTb KOTOPbIX CBsi3aHa
C yCWUJIEHUEM KOaryJsLMOHHOrO NOTeHNMaja
KpoBU. OfHAKO HUX MNpPUMEHEHUE CONPSHKEHO
C PUCKOM pa3BUTUSI TPOMOOTUYECKUX COOBITHIA.
YuuTbIBasgs pUCK TAaKHUX OCJO0KHEHUH, OCTaeTcs
aKTyaJIbHbIM TOUCK HOBBIX CHCTEMHbBIX TeMo-
CTaTUKOB, OoJiee 6e30MacHbIX AJiS MALUEHTAa,
HO U He MeHee 3P PEeKTUBHBIX.

Ienb. H3yuyuTh cuUCTEMHBbIe reMocTaTHue-
ckue 3¢dekThl PubpuH-MoHOMepa (PM) npu
ero npoduUIaKTUYeCKOM BHYTPUBEHHOM BBe-
JleHUU TiepeJ; J03UPOBAaHHON TpPaBMOM NevyeHU
B JKCIIEpPUMEHTE, B TOM 4YHCJe Ha QpOHe remnapu-
HEMUMU.

MaTepuasibl 1 MeTOAbI. VccienoBaHue npo-
BOJIMJIOCh Ha KpoJIMKax-caMuax nopozb! LIuH-
muJa Maccor 3-4 kr. B akcnepuMeHTax HUC-
nosb3oBasn @®M, mnpousBeZeHHbIA GUPMON
«Texnosorus-Crauaapt» (bapHaysa) mno paH-
Hee paspaboTaHHOMY cnoco6y (mateHT PO
Ne 2522237). IllpuHaa/eXHOCTb H3y4YaeMOro
npenapaTta K Ipou3BOJHbIM pUOpPUHOreHa yCTa-
HaBJIMBaJIacCh M0 OLlEHKe MOJIEKY/ISIPHOM MacChl
a-, B- u y-uenei (MeToAOM JAeHATYPUPYIOLIETO
anekTpodopesa no Laemmli) © METOA0M UMMY-
HOOGJIOTTHUHTA.
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B kaudecTBe muane6o npuMeHsica 15 % pac-
TBOP MOYEeBHHBI, COOTBETCTBYIOILUNA e€e KOH-
neHTpauuu B pactBope ®M. /lnga onpeneneHus
JleyebHOM U TOKcuyeckod n03bl @M pacTBOp
®M BBOAUIU B KpaeBylo BeHy yxa B fo3ax: 0,1,
0,25, 0,5, 1,0 2,5 u 5,0 Mmr/kr maccol TeJsa, COOT-
BETCTBYIOLIUN 00beM pacTBopa mjaine6o, 3a 1
yac [0 HaHeCeHUs JO3UPOBAaHHOW TpaBMBbI Ie-
YeHU. YUUThIBAJIM 1I0Ka3aTeJu KPOBOTOUMBOCTH
(teMn—B Mr/c u o6beM KpoBomoTepu — B %
OT 00'beMa LUPKYJUPYIOLIeH KPOBU) U psij Ma-
paMeTpOB CUCTEMBI reMOoCTa3a, BKJIoYas OleH-
Ky ypoBH# D-auMepa, a Takke JJaHHble TUCTOJI0-
rMYeCcKUX MCCce[J0BaHU M.

Bo BTOpOWM YacTu paboThl aHAJOTUYHbIE UC-
cleloBaHUsl NPOBOAWJMUCH y KHWBOTHBIX IPHU
ucnosib3oBanuu ®M B pose 0,25 mr/kr yepes
20 MMHYT nlOC/Ie BHYTPUBEHHOTI'O BBeJIeHUS He-
dpakuuoHupoBaHHOro remapuvHa (1,5 mr/kr).
B rpynne cpaBHenus ®M 3amMeHsJca Ha Npena-
paT npoTaMuHa cy/bdaTa B [j03€, I03BOJIA0ILEN
CBSI3aTh IIpeIBAPUTEJIbHO BBEJJ€HHbIM refapuH.

PesyasraTthl. [Ipumenenne ®M B fo3ax 0,25,
2,51 5,0 Mmr/kr Ha poHe J03UPOBAHHOUN TPABMbI
neyeHU NPUBOJMJIO K BbIPAXKEHHOMY CHUKe-
HHUIO KpoBomnoTepu B 6,3, 7,8 u 2,7 pasa, coOT-
BETCTBEHHO, B CPaBHEeHHUHM C Iianebo. B To xe
BpeMsl Yy KUBOTHBIX, nojay4yuBmux ®M B po-
3ax 2,5 u 5,0 mr/kr, koHueHTpanusa D-numepa
yBesnyrBasach B 7,0 u 8,0 pa3 (B cpaBHeHUHU
C JAaHHBIMU [0 BBeJeHUs mpenapata PM), yto
CONMYyTCTBOBaJI0 pOPMUPOBAHUIO TPOMOOB B Na-
PEHXMMATO3HbIX OpraHax U GUKCUPOBAHUIO TU-
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6eJiM YaCTU KUBOTHBIX. Y 3KCIIEPUMEHTaNbHbIX
»KUBOTHBIX, MoydyuBinx ®M B fo3e 0,25 mMr/kr,
3TOT IOKa3aTeJlb He yBeJUYMBAJICA B CpaBHe-
HUM C IpUMeHeHHeM Iianebo. ITU JaHHbIE 110-
3BOJIMJIM ONpeJeIMTh TepalneBTUYECKYI0 03y
®M, cocraBuBiywo 0,25 Mr/kr, koTopasi U 6bL1a
WCNO0JIb30BaHa B JlaJIbHEUIINX UCCIeJ0BaHU-
sax. BBegenne ®M u npoTtamuHa cysbdaTa npu
reflapyHeMUM OKa3aJoChb NMPHUMEPHO OJHUHAKO-
BO 3QPeKTHBHBIM B IJIaHE YMEHbILIEHUS KPO-
BonoTepu. B 4acTHOCTH, 06beM KPOBONOTEpPHU
CHUKAJICA MPU KUCHOJb30BAaHUU JAHHBIX IeMo-
CTaTU4YecKUx npenapatoB B 5,1 u 4,0 pasa npu
npuMeHeHuu ®M u mpoTamuHa cyabdarTa, Co-
OTBETCTBEHHO, @ TEMII KPOBOIOTEPH CHUKAJICA
B 1,7 1 1,9 pa3sa. UHTepecHO, YTO reMmocTaTHh4e-
ckue 3¢pPpexkTrl PM HabsOAANMKCh HA POHE Te-
NapUH-3aBUCUMBbIX J1IabopaTOpHbIX 3PPEeKTOB
reMoKoaryasiiiuyu (3HauyuTeJbHOM YAJUHEHUU
AKTUBUPOBAHHOr0 NapIMaJbHOTO TPOMOOIIa-

ctuHOBoro BpeMeHu — AIITB u npoTpoM6buHO-
BOI'0 BpeMEHU CBEPThIBAHUS).

BbiBoAbl. [losiydyeHHBIM MO OpPUTHHAJIBLHOU
MeToauke @M npu CHCTEMHOM BBEJIEHUU B /]03€
0,25 Mr/kr maccel Tesia MPOJAEMOHCTPUPOBAJ
paHee He ONMHUCAHHbBIN B JIUTEpPAType reMOoCTaTH-
yeckUi 3¢ PeKT, kak npu GOHOBOM reMOCTaTH-
YeCcKOM NOTeHlMaJjle, TaK U MpPU TUIOKOaryJs-
IIMY, CBSI3aHHOMU C BBeJleHHeM HePppaKLIMOHUPO-
BaHHOro renapuHa. JlaHHbiil 3pdeKT He conpo-
BOXK/JQJICSI MPOSIBJIEHUSIMU BHYTPHUCOCYAUCTOTO
CBepTbiBaHUs KpoBU. OTAE/NbHO MOXXHO OTMe-
TUTb, UTO reMoctaTudeckuil apdexkt ®M rnmeeTt
MecTO Ha poHe 6JI0KaZibl OCHOBHOr'O pepMeHTa
KOaryJsiIMOHHOTO KacKaja — TPOMOMHA, YTO
MOXeT MpeArnoJaraTb HaJW4he HEeU3BECTHOTO
paHee He TPOMOHWHOBOIO MeXaHHM3Ma CBEPThI-
BaHUs KPOBH, 00YCJI0OBJIEHHOTO AelcTBUEM PM,
YTO TpebyeT JaJbHEeNLINX UCCIeJOBAaHUU B laH-
HOU 06J1aCTU 3HAHUM.

2 [eHcunveaHckull yHugepcumem, 2. Punadenvgpus, CLIA

Iewkosa A. /1. 1, lumeunos P H. %2

@Ir'BOY BO «KaszaHckull (TIpusoaxcckuli) pedepanvHblii yHusepcumemy, 2. Kasanw, Poccusi;

KOHTPAKLUA (PETPAKLIMA) CIT'YCTKOB KPOBHU

KAK JIABOPATOPHBIN TECT U TATOTEHETHYECKHUH ®AKTOP TPOMBO3A

BBeaenue. OfHOV M3 HaMMeHee U3Y4YEeHHbIX
peakuuii CBepThIBaHUS KPOBU U TPOM6006pa3o-
BaHMUSI SIBJISIETCS IPOLECC CKATHS CTYCTKA KPOBU
noJ, JleiCTBUeM aKTUBUPOBAaHHBIX TPOMOOLHU-
TOB, Ha3blBaeMbld KOHTpaKLUEW WU/ peTpak-
nuen. /o cMX mop TOYHO HE U3BECTHO, IPOUCXO-
JUT JIU KOHTPAKLHUA [N Vivo U, eCJIU IPOUCXOUT,
KaKoe 3HaueHWe MMeeT KOHTPAKIUS CT'YCTKOB
KPOBM U ee HapylLleHUs AJis TeUeHHUs U UCXO/I0B
TPOMOOTHUYECKUX COCTOSTHUH.

Iesb. OnpeseseHrve BO3MOXKHOU MaTOreHe-
TUYECKOW pPOJIM HapylleHUH KOHTPAKLUH CTYCT-
Ka KpOBU NP BEHO3HbIX TPOMO0O3IMOOINYECKUX
ocsoxkHeHUsx (BTI0) u ocTpoM HileMHUYeCcKOM
uHcynbTe (UN).

MaTtepuasibl 1 MeTOoAbl. B paboTe n3lydeHa
KOHTPaKLUs CTyCTKOB, 00pa30BaHHBIX in Vitro
B KpoBu 85 manueHToB ¢ UM u 55 narnueHTOB
c BT30, Bkitoyasa 23 nanyeHTa ¢ TpoM603M60-
nuel nerouHol aptepuu (TIJIA). KoHTposbHYy10
rpynmny coctaBuavd 60 310poBbIX LOHOPOB. Be-
HO3HYI0 KPOBb Opasid NpU NOCTYIJIEHUU Malu-
€HTOB B CTaljMOHAp NPH YCJAOBUU HCKJIOYEHUS
npueMa MpenapaTosB, BJAUSIOIIUX HA CBepThIBa-

HUEe KPOBH U aKTUBHOCTb TpoMb6ouuToB. [lapa-
MeTpbl KOHTPAKIIMU CTYCTKOB OINpefiesisijid OpHU-
TMHaJIbHBIM METO/IOM C UCN0JIb30BaHUEM «Peru-
crtpatopa TpoMb6oaMHAMUKU» KOMIIAHUU «['eMa-
Kop» (MockBa). CBepThIBaHHWE LIUTPATHOU KpPO-
BU U aKTHUBALUI0 TPOMOOIUTOB UHUIUMPOBAIU
JflobaBienueM tpom6uHa (1 EJI/ma) v xnopuja
Kaabuus (2 MM) c nociaeaywouied AuHaMuye-
ckod poTopervcrpanmen CrycTka ¥ NporpaMm-
HOM 06paboTKOU u30b6pakeHUU. PaccuuThiBain
KOHEYHYIO CTelleHb KOHTPAKIMU (pa3Mep CrycCT-
Ka yepe3 20 MHUH. B IPOLIEHTAaX OT UCXOJHOTrO0),
CpeJiHIOI0 CKOPOCTb KOHTPAKIUH (CKaTHeE CTYCT-
Ka B MpOLEeHTaX Ha eJWHULy BpeMeHHM), Jiar-
nepuo/, (BpeMs yMeHbIlIeHUsI CrycTKa A0 95 %
OT UCXOJJHOTO) W IJIOIIaZb HaJ, KUHETHUYeCKOH
KpPHUBOM, KOTOpasl OTpakaeT MeXaHU4ecKylo pa-
60Ty TpoM6oLUTOB N0 JedopMaluU CTryCTKa.
dyHKIIMOHA/JIbLHOE COCTOSIHUE TPOMOOIUTOB,
M30JIMPOBAHHBIX U3 KpoBU 11 manueHToB U 11
JIOHOPOB, ONpeJiessiii C MOMOLIbI0 CKaHUPYIO-
el 3JIeKTPOHHOU MUKPOCKONUHU (06pa3oBaHUe
dusionoau U arperaTtoB) U NPOTOYHOM IUTO-
MeTpUH (3Kcnpeccusi P-cesieKTHHA U aKTUBHOTO
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nHTerprHa allbf3 no cnoco6HOCTU CBA3bIBATH
bubpUHOreH) 0 U MoC/Je aKTUBALlMM TPOMOU-
HOBBIM pelenTopHbIM rekcanentuom (TRAP).
PesyneTaThl. [10o cpaBHEHHIO C KPOBBIO 3/10pO-
BbIX JJOHOPOB, CHOCOOHOCTb K KOHTPAKI[UH CTYCT-
KOB B KpoBM nauueHToB ¢ BT90 u UM okaszanach
JlOCTOBEPHO CHU>KE€Ha 110 BCEM HMCCJIe[JOBAHHbIM
napaMmerpaM. 06 3TOM CBUJETENbCTBYIOT CHH-
KeHHWe CpeJiHell CTeleHU KOHTPaKLUMU y ma-
nueHToB ¢ BT30 go 32% (p<0,0001) n y MU
o 23% (p<0,0001) npu HopMme 51 %, a Tak-
K€ yMeHbllleHHe CpeJiHed CKOPOCTH KOHTpak-
i y nanudeHtoB ¢ BT30 po 0,026 %/cek.
(p<0,0001) u y nanguentoB ¢ MU go 0,019 %/
cek. (p<0,0001) npu Hopme 0,041 %/ cek. [lTomu-
MO 3TOro, HabJIIAA/NOCh Y/JIMHEHUE CPeJHEro
nar-nepuoaa npy BT30 g0 194 cek. (p<0,0001),
a npu UM — o 243 cek. (p<0,0001) npu HOP-
Me 74 cek. a TakXKe CHWXXeHHe CpeJHeH IJo-
a1 HaJli KHHETUYECKON KPHUBOW y MallUeHTOB
c BT30 po 228 otH. eg. (p<0,0001), a nmpu UU
Jio 162 otH.ef. (p<0,0001) npu HopMme 420 OTH.
ell. ¥ nauueHToB ¢ TIJIA KoHTpakLus 6blaa A0-
CTOBEPHO yTHETEHa M0 CPaBHEHUIO C U30JIUPO-
BaHHBbIM BeHO3HbIM TpoM6030oM. Haubosiee Be-
POSTHBIM MEXaHU3MOM CHUXKEHUS KOHTPaKLUHU
npu BT30 u UHU saBasieTcsa guchyHkys TpomM60-
IJUTOB, BbI3BaHHAsl WX XPOHUYECKOU TUIlEpaK-
TUBaLuen. JlecTBUTENbHO, /10151 TPOMOOLIMTOB
¢ MOpdOJIOTUYECKUMU MPU3HAKAMM «CIIOHTAH-
HOW» aKTUBaLMU Oblla JOCTOBEPHO OoJiblle
y nauueHToB ¢ BT30 (75 %, p<0,0001) u c UU
(34 %, p<0,0001) no cpaBHEHUIO CO 3,0POBBIMU
JfloHopaMHu (9 %). Kpome Toro, y naguenToB ¢ MUY
Jl0JIs1 «CTIOHTAHHO» AKTHBUPOBAHHbIX TPOMOO-

LUTOB II0 YPOBHIO 3KcCIpeccuu P-cenekTrHa
6pL1a Takke Bbllle 10% mo cpaBHeEHHUIO C J10-
Hopamu (3 %, p<0,05). Ha ¢poHe ecTecTBeHHOH
NpeakTUBAIMH, peaKlis TPOMOOLUTOB U3 KpPO-
BU 60JibHBIX ¢ BTO0 u UU Ha cTumynsanuoo noj
gercrBueM TRAP 6b11a ocnabsena. Ilocie o06-
paboTku TRAP y mnauueHTOB cpeAHss [0Js
TPOMOOLIMTOB, 3KCIpeccUpywiux P-cenekTus,
npu BTI30 cocraBasna 30% (p<0,05), a npu
WU —71% (p<0,01), 4yTo LOCTOBEPHO MEHbLIE
[0 CPaBHEHUIO C TPOMOOLIUTAMHU 3/J0POBbBIX J10-
HOpOB (84 %). AxTuBauus uHTerpuHa allbf33
B OTBET Ha CTUMYJSLHIO TPOMOOLUTOB TaKXKe
6bly1a CyllecTBeHHO cHukeHa npu MU u BT30
[43% (p<0,001) u 41% (p<0,05) dubpuUHO-
reH-CBS3bIBAlOUIUX KJIETOK, COOTBETCTBEHHO]
no cpaBHeHMO ¢ TRAP-akTuBHpoOBaHHBIMU
KJIeTKaMU B KoHTpouJie (60 %).

BeiBoabl. HapylieHue KOHTpPaKLMU CTYCTKOB
KpoBHU y nauueHToB ¢ BT30 u ¢ UU obyciioBsieHo
pedpaKTEPHOCTbIO TPOMOOLUTOB BCJE/CTBUE
XPOHUYECKOW TrunepakTuBanvu. KoHTpakuus
CrycTKOoB U Tpom60B npu BTI0 u UU moxeTt
MMeTb NaTOreHeTH4YecKoe 3HauyeHHe KaK Mo-
LyJASITOP TPOMOOTHUYECKON OKKJIIO3UH COCY/IOB
Y HapyuleHUsl KpoBoToka. Kpome Toro, cHuxe-
HUEe KOHTPAaKLUHU KOppesupyeT C 3MOOJIOTEH-
HOCTbIO TPOMOOB. [loslyyeHHbIe JaHHbIE T03BO-
JIIIOT paccMaTpuUBaTh KOHTPAKIIMID CTYyCTKOB
KaK J1abOpaTOpPHbBIN TECT AJis1 OLeHKU COKpaTHU-
TeJIbHOU QYHKIIMU TPOMOOLUTOB, @ HapylLIeHue
KOHTPaKLMU — KaK JUarHoCTUYECKUU U/WUIu
IPOrHOCTUYECKUU KPUTEPUX TpoMbOO3a U TPOM-
603M00JINH.

MeduKo-6U0/102U1eCcK020 a2eHmcmaea», Kupoe

Cepzeeaa JI. I, Hchamues C. B., /IaHzy3o0a6 A. B., KaauHuna C. /1,
Maxkcumoes 0. /., Tumogpeesa M. A., Llenoycoea O. M.

@I'BY «Kuposckulii Hay4HO-uccs1e008ameabCKUll UHCMumym 2emamoJ102uu U nepeausaHusl kposu PedepassbHozo

PE3Y/IBTATbI MOHUTOPHHI'A KATETEP-ACCOUMUPOBAHHBIX
TPOMBOTHUYECKUX OC/IO?KHEHWUU Y AETEU, BOJIbHBIX TEMOBJIACTO3AMU

BBegenue. [lo faHHBIM JMTEpaTyphl, UAU-
OonaTUYeCKHe BeHO3Hble TPOMOO3bl y JeTeH
BcTpeyaroTcs ¢ 4dactorou 0,07-0,14 cayyaeB
Ha 10 000 getew B rox wiu 5,3 — Ha 10000 ro-
cnuTaausanui. BeHo3Hble TpoM603IMOOINYe-
ckue ocioxHeHuss (BT30) pasBuBaroTcs npu
BTOPUYHBIX OKKJIIO3UAX Be€H, BO3HHUKAIOLIUX
Ha (oHe TpaBM, NIPU OOIIMPHBIX XUPYypruye-
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CKUX BMeLIaTeJbCTBaX, CENTHYECKHUX COCTOf-
HUSX, 3JI0KaYeCTBEHHBIX HOBOOOpAa30BaHMUSAX
Y 3aMeCTUTeJbHOM TOPMOHAJIbHOW Tepanuu.
Puck BT30 3HaunTEIbHO BO3pacCTaeT MPU 0XKH-
pEeHUH, IPU NIOCTEJbHOM pexxuMe 6oJiee 72 ya-
COB, IPU OTEKe HUKHHUX KOHEYHOCTEW U MpHU
HaJIMYMU LIEHTPAJIbHOTO BEHO3HOTO KaTeTepa

(LBK).



Bcepoccnivickasa HaQy4YHO-npakTnyeckas KOHpepeHyns
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Cankr-MeTtepbypr
22-23 mapta 2018 .

[Ipu remo6/1acTo3ax CUMITOMAaTUYECKUE Be-
HO3Hble TPoMO603bl BcTpevawTcs y 1,1-36,5%
nanueHToB, acuMnToMaTudeckue —y 16-70 %.
Yame Bcero BT30 BO3HUKAKOT B NepBble 3 Mec.
OT MOMEHTa NOCTAaHOBKMU JAuarHo3a U HauaJja
Tepanuu. B aTOT nmepuoj nmauueHThl NOJY4YalOT
arpecCUBHYI0 XHMMUOTEPAINUIO: [VIIOKOKOPTH-
KOCTEpPOU/ibl, aclaparvHasy, aHTPaKLMUKJHHBI
Y IpyTHe XMMUOoIIpenapaThl, KOTOpble IPUBOAAT
K CHWXKEHUIO eCTeCTBEHHBIX aHTUKOAryJsHTOB.
OfHOBpEMEHHO NPOUCXOAUT pacmaj, omnyxoJe-
BbIX KJIETOK C Bbl/IeJIEHHEM pPa3/IMUHbIX MPOKO-
aryJiTHTHbIX CyOCTAHIIMM, YTO COMPOBOXK/AETCS
runepkoarysisiiijied U pa3BUTHEM NPOTPOMOO-
TUYECKOTO COCTOSIHHSA, KOTOPOE NpPH HaJWYUHU
nyckoBoro ¢akrtopa, Hanpumep, LIBK, Moxer
peanuzoBatbcsd B BTI0, yTo nmoaTBepxjaeTcs
JlAaHHBIMU JINTEPATypbl —y OOJIbHBIX 3JI0KaYe-
CTBEHHBIMU HOBOOOpPA30BaHUSMU TPOMOO3bI,
accouuupoBanHble ¢ [IBK, Bo3HukarwT B 10 pas
yalle, 4YeM y NalMeHTOoB C APYTro¥ HO30J10TUeH.

Ilesib Mcceg0BaHUs. YCTaHOBUTb 4YaCTOTY
BCTPEYAaeMOCTU TPOMOOTUYECKUX OCI0KHEHUH
y AeTel 60JbHbIX TeM06JIacTO3aMHU MOCJIe KaTe-
TepPU3alMU LIEeHTPAIbHbIX BEH.

Martepuansl U1 MeTOABl. B feTckoM oThe-
JIEHUU TreMaToJIoTUU U xuMmuoTtepanuu OPI'BYH
KHUUTuIIK ®MBA Poccuum 3a 20171 KOM-
IJIEKCHYI0 MOJMXMMHUOTEpPANUI0 MNOJAy4YuIn 64
namyeHTa ¢ reMo6JsiacTo3aMu B Bo3pacTe OT 6
Mec. o 18 net, meguaHa Bo3pacta—6 JeT.
BceM 60JIbHBIM /IJis TPOBEJEHUSI MOJUXUMUO-
Tepanuu 6bla1 ycTaHoBJeH LIBK 60 uMnias-
THUpOBaHa MOPT-cMcTeMa. Bcero 3a roxa mpose-
JeHo 160 katetepusanuii, u3 Hux 150 — I[IBK
¥ 10 — mopTt-cucrem. 105 (65,6 %) kaTeTepusa-
[[U# [IeHTPaJIbHOU BeHbI BBINIOJHEHO Y 60JIbHBIX
ocTpbIM JuMobaacTHBIM Jeliko3oM (OJIJ),
13 (8,1 %) — ocTpbIM MHeJNO6JACTHBIM JIEUKO-
3oM (OMJI),2 (1,3 %) — XpOHUYECKUM MHUETIOMO-
HOLIUTapHBIM Jiekiko3oM (XMMJI), 23 (14,4 %) —
auMmopomont Xomkkuna (JI1X), 8 (5 %) — numdo-
Mol Bepkutta u 9 (5,6 %) — HEXOI)KKUHCKUMU
aumbomamu (HXJI).

BceM nanuveHTaM 4epe3 HezeJsl0 MOCJe IO-
CTaHOBKH KaTeTepa IpOBeJM YJbTPa3BYKOBOE
JlyTIJIEKCHOEe CKaHUWPOBaHUE IIeHTPaJbHbIX BEH.

[Ipof0/KUTEeIbHOCTD KaTeTepu3alyu 10 yaale-
Hus UBK — o1 7 1o 290 gHel, MeguaHa 27 qHEH.
JAvarsoctuka BT30 npoBoausiacb Ha OCHOBa-
HUM KJIWHUYECKOM CUMIOTOMAaTHUKU — OTEKa,
60/1e3HEHHOCTH B 00JIaCTU KaTeTepa U M0 XOAY
COCYAMCTOTO My4YKa, YCUJEeHHUS COCYAUCTOTO PH-
CYHKa MOBEPXHOCTHBIX BeH, HapyuleHUs QyHK-
LI KaTeTepa Y pe3yJIbTaTOB AYNJIEKCHOTO CKa-
HUPOBaHUS BEH.

Pesynbratel. [lpy AynyieKCHOM CKaHHUPO-
BaHUM 4Yepe3 7 CyTOK mocjie ycrtaHOoBKU L[BK
HU Y OJHOT0 NallMeHTAa He BbISIBJIEHO HapyLIeHHUSs
IPOXOJUMOCTHU LieHTpaJbHbIX BeH. B 2 (1,3 %)
CIy4YasX YCTAaHOBJIEHO pa3BUTHE KaTeTep-ac-
COLIMMPOBAHHbIX TPOMOGOTUYECKUX OCJIOXKHE-
HUM, KOTOpble HEe CONPOBOXAAJUCh KJIWHUYe-
CKUMM npu3HakaMu. BTIO pguarHocThpoBaHbI
IpU yAaJeHUU KaTeTepa BCJEeJCTBUE Hapylle-
HUA ero QYHKLHWH, OOHapyXeHHUs B INPOCBETE
U Ha cteHKe [|BK HasnoxeHUH TPOMOOTHUYECKUX
Macc. B nepsom —y nayuentku C. 13 set, gua-
rHo3 HXJI, nocne 11 BBeJeHUM acmnaparvHasbl
no nporpamme NHL-BFM-90, Tpom6oTHuueckoe
OCJIO)KHEeHHEe pa3BuJioch yepe3 1,5 mec. mocie
ycraHoBkH [IBK. Bo BTopoM — y nmanueHTKH M,
4-x seT, puardos OJ1J1, nocsie 1e4eHUs 0o NpoTo-
kosty UKALL 2011 Trial BeHO3HBIH TpoM603 AHra-
THOCTUPOBAH 4epe3 roj, NocJje KaTeTepyusaluu
BHYTpPEHHEU IpeMHOM BEHbl MHOTONIPOCBETHBIM
KaTeTepoM Tula Broviac.

BeiBoAbl. B TeyeHUe nepBbIX 7 CYTOK IOC/ae
KaTeTepu3alu LeHTPaJbHON BeHbl Yy JeTeu
c remo6/1acTo3aMH, MOJYYaWIIUX XUMHUOTEpa-
M0, TPOMOOTHUYECKHX OCI0KHEHUH He BbISIBJIe-
Ho. B 2 (1,3 %) cnyyasax BT30 Bo3HUKJIO B 103.-
HUe CpOKU. OTCYTCTBUE KJIMHUYECKOU CUMIITO-
MaTuku npu BTI0 cBugeTesbCTBYeT O JIOKA/Ib-
HOCTH Ipoliecca 6e3 HapylLIeHUsl IPOXOAUMOCTH
U Cy:KeHus NpocBeTa BeHbl. Pa3BuTue xu3Hey-
IrPOKAIOILUX COCTOSIHUM, HallpuMep, TPOMO03IM-
60J1MU JIETOUHOW apTepUHr UJU CUHJpOMa BepX-
Hell noJio¥ BeHbl, y nanueHToB ¢ [IBK 60/bHBIX
reMo6,/1acT03aMHU CBU/I€TEbCTBYET 00 aKTyaslb-
HOCTH MpPo6JieMbl U HEOOXOAMMOCTHU MOUCKA HO-
BbIX MOJIXOA0B K JJUATHOCTHUKE U TAaKTHUKE BeJle-
HUS JJaHHBIX MAl|UEHTOB.
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MeduKo-6uo102uieckozo azenmemsa», Cankm-Ilemep6ype

BBeaenue. Kak u3BeCcTHO, y MNallMeHTOB
C TPOMOOTHYECKHMMH MPOSIBJEHUSIMU 3HAYU-
TeJIbHO TMOBBIIIAETCS He TOJIbKO KOAryssiijuoH-
HbIM MOTEHIUaJ MJIa3Mbl KPOBH, HO U U3MEHSI-
I0TCSl IOKa3aTeJd, XapaKTepU3yIlllue CUCTEMY
¢ubpruHoinsza. Bpemsa XaremaH-3aBUCMMOTO
JIN3KCa 3YTJI00YJIMHOBOW QpaKLMU MJ1a3Mbl, KaK
paBUJIO, YBEJIUUMBAETCS, OTPaXKasi HEJJOCTATOY-
HOCTb (PUOPUHOJIM3A OTHOCUTEJBHO peaKl Uil
KOaryJisiluid B CTOPOHY mocyeJHUX. U3BecTHO,
YTO OZJHA U3 OCHOBHBIX OMOJIOTHUYECKUX PYHK-
uui pakrtopa XII coOCTOUT B aKTUBALIMM KaJlJIU-
KpeUH-KUHUHOBOM cHcTeMbl. Pe3ysibTaToM 3TO-
ro fABJseTcs o6pa3oBaHUe Ka/JIMKpeuHa U 6pa-
JUKHWHWHA, CIOCOOCTBYIOLUX, COOTBETCTBEHHO,
npeBpalleHHUI0 MNPOYPOKHHA3bl B yPOKHHA3Y,
a Tak»Xe BbIOpOCY TKaHEBOT'0 aKTHBATOpa IJ1a3-
MUHOTeHa KJ1eTKaMH 3H0Tenus. B cBsA3u c aTUM
Jedunut daktopa XII MokeT oTparKaThCs HA aK-
TUBALlMU Ka/UIMKPEUH-KUHUHOBOW CHUCTEMBI,
YTO MOXET YCYyTryOUTb AWCOHAAHC KOATYJISLUU
¥ ubpHUHO/IM3a U OKa3aTb HENOCpPeACTBEHHOE
BJIMSIHME Ha ypOBEHb reHepaluu TpoMb6uHa. Ta-
KUM 00pa3oM, Y JaHHOU KaTeropyuu nanueHToB
MOXKET ObITb MEePCHeKTUBHbIM HCIOJb30BaHUE
MHTErpajibHOTO0 TeCTa reHepalUd TPOMOHHA
JUJ1S1 OLIEHKU COCTOSIHUS CUCTEMbI I'eMOCTasa.

Ilesb. OleHUTh 0COOGEHHOCTH COCTOSIHUSA CH-
CTeMbl reMoCTasa y MNalUeHTOB C AepUIUTOM
dakTtopa XII ¢ ucnosb30BaHUEM TecTa reHepa-
nuu Tpomo6uHa (TI'T).

Marepuasibl 1 MeTOABIL. bblo 06c/en0BaHO
14 manueHTOoB c AedunToMm dpakrtopa XlI, ume-
IOLIMX TPOMOOTHYECKHE OCT0XKHEHUSI B BO3pac-
Te oT 24 g0 72 net (Meauana — 37,5). B rpynny
KOHTpOJIsA Bollesa 21 3J0pOBbIA YeJI0BEK B BO3-
pacte ot 20 go 61 roga (Meguana — 31,5). Ak-
TUBHOCTb QakTopa XII (%) onpenensanu Ha Ko-
arynometpe «ACL TOP 300», Instrumentation
Laboratory, USA, Bpemsa XaremMaH-3aBUCHUMOTO
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CuauHa H. H.,, MameueHko O. I0., IonoeuHa O. I, [Ianasu JI. I1.

@I'BY «Pocculickull HQyYHO-UCC1e008aMeAbCKUL UHCMUmMym 2emMamo.Jio2uu U mpaucgysuoaozuu PedepasbHozo

TECT TEHEPAIUHU TPOMBHUHA Y IAHMEHTOB C JEPUIIUTOM ®PAKTOPA XII

Jiu3rica 3yIrJoOyJMHOBOM (QpakLyU MJa3Mbl
(XIa-332JI, MuH) c peareHTaMu Gupmbl «PE-
HAMp», MockBa. IloctranoBka TI'T BbIIOJIHSAJIMCH
COTJIACHO MeToAMKe, npeasoxeHHo Hemker H.
B 2003 ropgy. PaccyutbhiBasivch Takue IOKasa-
Tequ Kak ETP (3HJOreHHbIH TPOMOMHOBBIU
noteHuuana, HMosb*mMun), Peak thrombin (nu-
KOBO€ KOJIMYeCTBO TpoMOGUHaA B obpasle, Peak,
HMoub), lag-time (LT, min) 1 BpeMs fOCTUXKeHUS
nuka (TTP, min). [lnig oueHKH nokasaTesend Uc-
110J1b30BaJIU TaKHe CTaTUCTUYECKHEe apaMeTphl
Kak MeJiuaHa ¥ 95 % foBepUTe/IbHbIA UHTEPBAJ
(Me; 95% /JiM). Pa3nunyusa cYUTaANUCh JOCTO-
BepHbIMU npu p<0,05. Ucnosnb3oBascsa naker
STATISTICA 6.

PesynbraThl. AKTUBHOCTb $akTopa XII y uc-
c/lelyeMbIX MalMEHTOB Obl/la JOCTOBEPHO HUXKE,
yeM B KoHTpoJsibHOUM rpynmne (30,65% (0,36-
74,2 %) npotus 110,00 % (75,70-151,50 %) co-
OTBeTCTBEeHHO), a BpeMs XlIla-33J1 3Hauumo yza-
auHeHo (11,00 mun (5,30-31,00 MUH) NpoTUB
5,33 mMuH (4,15-7,33 MHH) COOTBETCTBEHHO).
[Ipu cpaBHeHuu pesyabraToB TI'T y manueH-
TOB ¢ gebunutoM paktopa XII 1 KOHTpoJSIbHOU
TPYNION BBISIBJIEHbl CJeAyIOLlMe HW3MeHEeHUS:
nokasatesu LT u TTP 6bu1u Bhlllle B Uccieny-
emoi rpynne (3,42 min (2,31-7,36 min) u 6,93
min (4,78-14,5 min) cooTBeTCTBEHHO) IO CPaB-
HeHUIO ¢ KoHTpoJsieM (3,00 min (2,00-4,00 min)
u 6,00 min (4,16-8,00 min) cOOTBETCTBEHHO);
p<0,05, a ETP u Peak He npeTepneBau cTaTu-
CTUYEeCKU 3HAYMMbIX U3MEHEeHUH.

BeIBOABL. Y mnanyeHTOB C AepuUIUTOM ¢ak-
Topa XII BeIAB/IEHO 3HAYMTEJIbHOE YBEJUYEeHHE
BpeMeHHU Xlla-33JI 1 BpeMeHHbIX NapaMeTpOB
TI'T, takux kak LT u TTP. [lonyyeHHbIe pe3yJibTa-
Thl MOTYT CBU/JETEJbCTBOBATb O 3aMe/JIEHHOU
MHUIMAIMU TeHepalyu TPoMOUHA BCJEeJCTBUE
HapylleHWH B CUCTeMe KOHTAaKTHOM aKTUBALMHU.
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BOJIYAHOYHBIA AHTUKOATY/IAHT, S9HAOTE/IMAJIbHAA IMCOYHKIIUA Y IALIMEHTOB
C MAKYJIAPHBIM OTEKOM HA ®OHE OKKJ/IIO3UH BEH CETYATKH

BBeaenue. Haunbosiblllee 3HayeHWe B I1aTO-
reHe3e OKkJl03uM BeH cet4yaTku (OBC) umeert
3HJOTeNMaNbHasA JAUCOYHKIMSA, TNPUBOAAILAA
K JIOKaJIbHOMY WJIK 00leMy HapylleHU Gpusu-
0JIOTUYEeCKOM OQYHKUUM SHAOTENUS, Jiexallen
B OCHOBE IOBbIIIEHHON NPOHULAEMOCTH COCY/IU-
cTod cTeHKU. MakynspHbii otek (MO) saBasieTca
OCHOBHBIM U MPAKTUYECKU MOCTOSTHHBIM KJIUHU-
yeckuM npusHakoMm OBC. Ilo gaHHBIM JiMTepa-
Typbl ¥ 18 % — 41 % nauueHTOB C OKKJIO3UEHN
BETBU LieHTpasibHOM BeHbl ceTyaTkH (LIBC) B Te-
YyeHUe NepPBbIX TPeX MecCsALEeB NMPOUCXOAUT MOJI-
Had pe3op6uus MO, Ho npumepHo B 15 % ciay-
yaeB OH coxpaHseTcsl 6oJsiee roja. [nautenbHoe
CylleCTBOBaHUE OTeKa CeTYaTKU CIOCOOCTBY-
eT NMOBPEeXJEeHUI0 KalWJJISAPOB, NMOJJep:KaHUI0
BbICOKOI'O YPOBHfl PeTUHAJIbHOM HIIEMUH, YTO
CHocoOCTBYyeT BbIpabOTKe BAaCKYJISIPHOTO 3HJO-
TeJuasibHOro ¢akrtopa pocra (B3®PP) u Bocna-
JINTEJIbHBIX IIUTOKMHOB. KpoMe TOro, nojiy4eHsl
Jl0Ka3aTeJIbCTBa y4acTUsA aHTU(OCHOTUNTUHBIX
antutesn (APA) U NaTOJIOrMYECKOTO 3H/OrEeH-
HOTO MHTMOWTOpa TPOMOHHOreHe3a BOJYAHOY-
Horo aHTukoary/asHta (BA). IlpuBoasTca pan-
Hble 06 o6HapyxeHun APA y 13,5 % nauueHToB
c tpomb6o3om [IBC (Adamczuk Y.P, 2002 r.). On-
Hako, naroreHes passutusa OBC acconuupoBaH-
HbIXx ¢ ADA, yTouHsieTcs, a JJaHHBIX 00 ypOBHe
BO®P B coyeTanuu ¢ BA B focTynHOM iuTEpaATy-
pe HaWTHU He yJanocb. HeqocTaTo4yHO M3y4deHbI
0COOEHHOCTH KJIMHUKO-1ab0paTOPHbIX MNpOSB-
JIEHU HapylLIeHUH B CUCTeMe reMoCTa3a MpH Co-
CYAMCTOU NATOJIOTMU CETYATKH, COOTBETCTBEHHO
OTCYTCTBYIOT YeTKHe YKa3aHUs [JI1 IpOBeJleHNs
NpOPHUIAKTHUKY U JIeUeHUs] TAKUX OOJIbHbIX.

Ilesib. U3yuuTh HeKkoTOpble JilabOpaTOpHbIE
MapKephl HapyllleHU# B CUCTEME reMoCTa3a 1 3H-
notenvanbHor aucoynkuuu (AT III, B, ¢VIII,
[1C, B3®P), a Takxke AuHaAMUKy MopdoMeTpuUye-
CKMUX IapaMeTpOB MaKyJIIPHOI'O OTeKa y NalueH-
ToB ¢ OBC Ha ¢poHe JuarHocTupoBaHHOro BA.

MaTtepuansl 1 MetoAabl. McciegoBano 127
nanueHToB (132 rs1asa) ¢ OKKJIlO3Uel BEH CeT-
yaTtku (OBC). My>xxuuHbl — 51 yeJt., )KeHUIUHbI —

76 4eJi., Cpeiu HUX 5 MALMEHTOB C IOpaKeHUeM
JIBYX 1J1a3. U3 HUX y 74 desnoBek (60 %) okkiitO-
3us BeTBel [|IBC u y 53 yesioBek (40 %) — Tpom-
603 [IBC. Bce nauueHThl pa3jesieHbl Ha 2 Tpyll-
nbl ¢ BA (30 yes.) u 6e3 BA (97 4e1.). KoHTpo/1b-
Had rpynmna 340poBbix 30 4yes. B guHamMmuke 3a-
60J/1eBaHHS NPOBOAUIOCH OPTATbMOJIOTUYECKOE
MHCTPYMEHTa/JbHOE 00C/e/loBaHUE U JieueHUe
10 aBTOPCKOMY NATEHTY.

HUccnenoBaHusl CUCTEMbI FeMOCTa3a NPOBO/U-
JIUCb MEeTOJAaMH aBTOMAaTU3WPOBAaHHOW Koary-
JIOMeTpHUH, onipesiesieHre aKTUBHOCTU B, aHTuU-
Tpom6uHa Il (ATIII), AIIC, pVIII, $B B uuTpaTHOM
nJjia3Me NalUeHTOB 2-X TPyNN U KOHTPOJIbHOM.
BrissiBneHnue BA npoBoAu/IoCh € MCNOJIB30BAHHU-
€M 1/J0BbIX TECTOB, a TAKXe MOATBEPXKAALUIUMU
TeCTaMHM C [JIa3MOU OHOpPA U KOPPUTHUPYIOLU-
MU pochosunujamMmy, NIOBTOPHOE UCCIeJOBaHUE
BA, 4epe3 6 Henenb. UcciienoBanue CbIBOPOTKHU
KpPOBM NMauueHTOB Ha BO®P — meTog0M MMMYy-
HodepMeHTHOrO aHasn3a (UDA).

PesynbraThl. BA Hamu BbigBiieH y 30 nanueH-
TOB (B 23,6 % cayyaeB). Y Bcex 60/ibHbIX ¢ BA 1 MO
OTMeyvyaeTcs NOBbIllIeHWe aKTUBHOCTU KOMIIOHEH-
TOB CUCTEMbI FeMOCTa3a [0 CPaBHEHHUIO C HOPMOU
Y TOJILAHBI CETYATKHU B MaKYyJie, COOTBETCTBEHHO:
$B —na 17,6 %, VIII$ —Ha 43,5 %, [1C —Ha 20 %,
BO®P na 78,1 %; TosyMHa ceTYaTKU yBeJUYeHa
B cpefHeM B 4,1 pasa. [IpucyrctBue BA aBiseTcsa
pe3yJbTaTOM CHCTEMHOI'O0 ayTOMMMYHHOIO MpO-
1ecca, KOTOpbI KJIMHUYECKU NPOSIBJSETCH BOC-
najeHueM B COCYJJUCTON CTEHKe C JIOKaJbHbIMHU
TpoM603aMH, C reMOpparusiMy, BaTo06pa3HbIMU
oyaraMu B ceT4aTKe Ha GpOHe MOBBIIIEHUS YPOB-
Hs pubpuHoreHa Ha 31,2 %; ¥ CHHXKeHUeM aKTUB-
HocTH [IC (o cpaBHeHwUto ¢ 60bHBIMU ¢ OBC 6e3
BA), Bo3MoxHO, BcieactBue mnotpebsieHus IIC.
TpomboremMmopparuieckuii CHHAPOM COPOBOXK/A-
eTcsl AUPPY3HBIM NMEePCUCTUPYIOIUM KUCTO3HBIM
MaKy/JsIpHbIM OTEeKOM (cpefHss TOJILMHA CeT-
yaTKu B ¢poBea 670 + 19 MKM), ¢ cy6doBeaTbHOU
OTC/IOMKOM HeMposnuTenus cetyaTku (OHIC)
u IPM (anupeTHHa/bHasi MeMbOpaHa) BCTpeya-
Jiuck B 50 % ciyvaes.
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BeiBogpbl. [IpucyTcTBre BA B kpoBu B 23,6 %
caydaeB y nanyeHToB ¢ OBC, ycunvBaeT TpoMm-
OGOreHHYI0 ONACHOCTb U CNOCOOCTBYET JIOKaJIb-
HOMy TpOMOOreMopparu4eckoMy CHHJAPOMY
C MEePCUCTUPYIOLUM BbICOKMM KHUCTO3HbBIM MO
1 OH3C B 50 % cayyaeB. OBC ¢ BA u 6e3 BA npo-
TEKaloT C [IOBbIIIEHHUEM YPOBHSA LUTOKHHA BODP,
YTO CBU/I€TEJbCTBYET 00 MIIEMUYECKOM U BOC-

NaJUTEeJbHOM KOMIIOHEHTE B COCY/IUCTON CTeH-
Ke y BCeX UCCaelyeMbIX NanyeHTOB. [lanuen-
Tbl ¢ OBC HyaawTcsd B 0pTaJbMOJOTHIECKOM
Y B JJaOOpaTOPHOM MOHUTOPUHTE C IPUMEHEHH-
€M KOMIIJIEKCHOM NMaTOreHeTUYeCKOW Tepamuy,
BKJIIOYAIOL el aHTUKOATYJISIHTDI, ie3arperaHThl,
HIIBC, auckpeTHbIi n1a3Mmadepes.

BBeaenue. [IpoasieHHad Tepanvsa aHTaroHu-
cTaMUd BUTaMHHa K 4acTo nmpuBOAUT K pa3BU-
THUI0O Ype3MepHOM TUIMOoKoaryasinuu (moBbllle-
HUIO MIOKa3aTeJIsi MeX/[yHapOoAHOT0 HOPMaJIh30-
BaHHOTr0 oTHouleHHUs 6oJee 3,0). Llesibto Halero
VCCJIeIOBAaHUS SIBUJICS aHAJIU3 CJIy4aeB Mepeso-
3UPOBKMU BapdapuHa y malnueHTOoB, HAbJI0at0-
IIMXCA B aHTUKOAryJssHTHOM KabuHeTe ['BY3
AO «IlepBas ropojickasi KIMHUYecKasi 60JIbHHUIIA
M. E.E. BosioceBUY» I. ApxaHreJsibCKa B IIEPUO/,
2011-2014rr.

Matepuanbsl 1 MeTOAbl. PeTpocieKTUBHOE
vccienoBaHue. [lpoaHasM3upOBaHbl JAAaHHBIX
perucrpa nalueHTOoB, IPUHUMAIOLHUX U KOHTPO-
JIUpYIOUIMX BappapyuH B aHTUTPOMOOTHYECKOM
kabuHeTe 'BY3 AO «IlepBasi ropo/ickasi KJI1UHU-
yeckasa 6osbHUILA UM. E. E. BosioceBuu» 1. ApxaH-
rejbcka (n = 2230). Bbl10 3aperucTpupoBaHoO
177 cny4yaeB nepefj03UPOBKH BappapuHa B Ie-
puog c 2011 r. no 2014 r. CpegHUM BO3pacT na-
IIMeHTOB cocTtaBua 69,3 +12,0 roga, >KeHIIUHBI
cocraBuaud 55,0% [47,5-62,1], n=95, Myxuu-
Hbl — 44,5 % [37,3-52,0], n=78.

Jil  cTaTUCTUYECKOW 00pabOTKH JIaHHBIX
¥cnoJsib3oBasuchk nporpamma SPSS20,0 Bepcusa
Y KasnbKkyasaTop MedCalc. BoabMHCTBO AaHHBIX
ObLJIM HOMUWHAJIBHBIMU U NIpeJCTaBJIeHbl B BUJE
foau ¢ 95% [oBepUTENIbHBIM HWHTEPBAJIOM
(AN). Jnga aHa/u3a KaueCTBEHHBIX JAHHBIX HC-
noJsib30BaJics TecT c? [IupcoHa, pacCYUTHIBAIOCh
oTHouleHue waHcoB U 95 % [JIU ana conyTcTBy-
I01LleX Tepamnui.
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K BOITPOCY U3BbITOYHOM r'MMOKOATY/IALIUUA AHTATOHUCTAMH BUTAMUHA K

Pe3synbTraThl MccaeaoBaHusA. KpoBoTeueHus
Ha poHe Tepanvu BapdpapruHOM pa3BUIncby 4,2 %
[3,5-5,1], n=94 nanueHTOB. BoJBIIMHCTBO Na-
UEHTOB C Ype3MepHOW TMIOKOoaryasluen Mnpu-
HUMMaJIu Bap$apuH 10 NOBOAY HaIUu4us GUOPUII-
qauuu npeacepauid — 38,4 % [31,6-46,0], n=68,
NpOTE3UPOBAHHBIX KJanmaHOB cepaua— 36,7 %
[30,0-44,0], n=65, TpoMb03a TJIyOOKUX BEH —
24,3 % [18,6-31,1], n=43. ConyTcTBylOlllee Ha-
pylieHue QyHKIMU nedeHU oTMedeHO y 3,0 %
nayueHToB [1,2-6,4], n=5, HapyluieHUe QYHKLUU
nouek y 4,1 % [1,9-8,0], n=7, 4yTo no o61uienpu-
HSATBIM NpPeJICTAaBJIEHUSAM TaK)Ke MOBbIIAET PUCK
KpPOBOTeYeHHUU U Nlepe/j03UPOBOK BappapHHa.

Hamu 6bla oneHeHa cONyTCTByMOLasg Tepa-
NYs U eé BJIMsSHUE HAa PUCK PAa3BUTHUS Nepeso-
3UpoBOK BapdapuHa. [lanueHTaM HazHA4YaJlUCh
B-6s0kaTopsr (13,3 % [9,0-19,2],n=23,%*=0,1,
p=0,745; Ol 0,88 [0,3-3,0]), UHTUOUTOPHI
aHTMOTeH3WH-TpeBpauapiero ¢epMeHTa —
9,3% [5,8-14,5], n=16, x*=1,8, p=0,178; OLU
1,095% JH: 0,6 [0,3-1,2]) u cratunsel — 7,0 %
[4,0-11,7], n=12, x*=1,4, p=0,240; Ol 0,7
[0,31,3]).

BeiBogbl. KpoBoTeueHHs HA poHe ype3mep-
HOM THUNOKOAry/Jsiliui BO3HUKa/IHU B 4,2 % cay-
yasx, npeobJiajilay MaluueHTbl ¢ GUOPHUIIALM-
e npexcepaui (38,4 %) 1 npoTe3aUpOBaHHBIMHU
KJanaHaMmu cepana (36,7 %). OgHako Mbl He Bbl-
SIBUJIM CTAaTUCTUYECKU 3HAYUMOT0 BJIUSHUS CO-
NyTCTBYIOIIEH Tepanuu Ha PUCK pa3BUTHUSA Ile-
peno3upoBOK BapdapHHa.
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OLIEHKA ITPUYHUH TEMOPPATUYECKHUX OCJ/IOKHEHUH

HA ®OHE IMPOJAJIEHHON AHTUKOATY/JIAHTHOM TEPAIIUU

BBeaenue. B Hacrodliee BpeMa AJd Ipo-
bUIAKTUKU TPOMOO3IMOOJIUYECKUX COCTOSIHUHM
B KJIMHUYECKOU MpPaKTHUKe LIMPOKO UCHOJIb3YIOT-
cs aHTaroHuctsl BuTaMuHa K (ABK), B yacTHOCTH
BappapyH, U «KHOBbIE» NPSIMble IepopaJbHbIe aH-
tukoarynsaHTel (HOAK). [IpogsienHas aHTHKoOary-
ngHTHasa Tepanus (AKT) noBelaeT pyuck BOSHUK-
HOBEHMUsI TeMOpparu4ecKux OCJI0KHeHUU. Pas-
BUTHE CEPbE3HOTO KPOBOTEYEHHUS Yy MAIMEHTOB,
NPUHUMAKILUX NepopajbHble aHTUKOATY/ISHTHI
(OAK), MmokeT BbI3BaTbh He TOJIbKO HUX Mepea03U-
POBKa, HO U CONYTCTBYOLIME 3a60/1eBaHUsI.

Ilesib MCC/IeAOBAHMUA: aHA/IM3 MPUYUH pas-
BUTHS TeEMOpPpAruyecKux 0CJA0KHeHUH Ha poHe
NpOJJIEHHOW aHTUTPOMOOTHYECKOW Tepanuu
y NallMeHTOB, IPUHUMAILHUX IepopaJibHble aH-
TUKOAryJsSHTHI.

MaTepuasibl U MeTOAbl. B peTpocCneKTUB-
HOe HcCCJie[loBaHMe BKJIIOUEH aHa/U3 HUCTOPUH
6osie3HU 33 MaLUEHTOB C reMopparuyecKUMH
HEBPOJIOTUYECKUMU OCJIOKHEHUSIMU Ha ¢oHe
Tepanuu OAK, rocnutanusupoBaHHbix B I'BY3
AO «IlepBas ropojickasi KIMHUYecKasi 60JIbHHUIIA
M. E.E. BosioceBUY» I. ApxaHresibCKa B MIePUO/,
HIOHb-ZleKabpb 2016 roga. MU3yvyasnoch Hanuuue
$aKTOpOB, NPUBOJSLIUX K OCJI0XKHEHUSIM, UCXO-
Jibl OCJIO)KHEHU M U MX YaCTOTa, IPOBOJHUJICS COOP
Y aHaJ/IM3 JJaHHBIX O IIpenapare, N0Ka3aHUAaX JJid
Ha3HayeHUs1 AKT, conyTcTByouMx 3a60/1€BaHU-
ax, ypoBHe MHO u A/l npu rocnutanusany.

Pe3synbraThl. B OKOHYaTe/IbHBIM aHAJU3
BouwM 33 nmayueHTa (15 KeHIUH U 18 My»K4uH),
B Bo3pacTte Me = 66 [49; 83] seT, rocnuTaau3u-
POBaHHBIX C J[WAarHo3oM «reMOpparu4eckui
MHCYJIBT /BHyTpUYEpeNHOoe KpOBOTEYEHHEN
Ha GoHe NpOoJJIEHHON aHTUKOATyJISTHTHOU Tepa-
nuu. /Inaruos ObLJI NOATBEPXKAEH KJIUHUYECKU
Y 110 JAaHHBIM KOMIIbIOTEPHOU ToMorpaduu. Jle-
TaJIbHbIN UCXoA oTMeveH Y 45,45 % (n = 15) na-
eHToB. Bapdapun npuHuMasu 30 narieHTOB
(90,9 %), HOAK — 3 manuenTa (9,1 %), U3 HUX 2
naiueHTa NPUHUMaNAUA IJAUKBUC (AnukcabaH),
oauH nauueHT — Kcapesnto (PuBapokco6an).

[lokazanusamu a1 Ha3zHadeHuss OAK B wuc-
ciaeflyeMoil Tpymne SBJASAJUCH: QUOPUIAALUS

npegpcepaui (®I1) —69,7% (n = 23), npores
kJjanaHoB cepana— 15,15% (n = 5), Tpom603
IJyOOKHUX BEH MJIU IOCTTPOMOOPIeOUTHYEeCKUI
cunapom (TT'B/ NITPC)—9,1% (n = 3), TpoMm-
603M60s1us JIEroyHor aptepuu (TAJIA) — 3,0 %
(n=1), TpoM603 apTepuit — 3,0 % (n = 1).

AHanu3 nokasaJ, 4To 60JiblIasg YaCTh NaAIlU-
eHTOB He moceljasna wkKoJsy BapdapunHoTepa-
UM ¥ Y HUX OTCYTCTBOBaJIa IPUBEPXKEHHOCTb
K JaHHOMYy BuUAy Tepanuu — 63,6 % (n = 21).
ConyTcTByloue 3a6oJieBaHUs, TaKHe Kak:
aHeMHUsl, TaTOJIOTUS IIIUTOBU/IHOM KeJie3bl, Ha-
pyuieHus: QYHKIUU MOYEK UM TeYeHHU, BJIUS-
romre Ha 3dpdektnl OAK, Oblin 0OHapyKeHBI
y 48,5 % nanueHnToB (n = 16). Tak, HapylieHue
byHKIIMU ToYyeK 66110 BbisABJAeHO Y 33,3 % (n =
11) oT ob11ero yrcsia naeHToOB, HO, BAXKHO 3a-
METUTb, TOJBKO Yy 2-X MAIUEHTOB JaHHAas MaTO-
Jiorus 6bli1a yuyTeHa npu HazHadyeHuu OAK. Ha-
pylieHue QyHKLUHU Ne4yeHH oTMedeHOo B 21,2 %
(n =7), koTopas 6bly1a yYTeHa TOJbKO y OJJHOTO
nanueHTa, anemuss —B 21,2% (n = 7); naTo-
JIOTUSI LWMUTOBUAHOM xese3bl —9,1% (n = 3)
nanueHToB. BaxkHo oTMeTuTh, YTO 93,9 % na-
IJUEHTOB MMeJIM apTepHabHYI0 TUIIePTEeH3UI0
(AT), (v 90,9 % puarnoctupoBana Al' 3 crerne-
HU), KOTOpas SIBJSETCS OCHOBHOW NPUYMHOU
reMopparu4eckoro MHcyJbTa. Ha MoMeHT ro-
cnutaau3anuu 3HadeHne MHO 3,5-4,0 6bLI10
3apeructpupoBaHo y 9,8 % (n = 3) nauueHTOB,
MHO 60sb11e 4,0 —y 18,8 % (n = 6), 4TO CBUAE-
TeJIbCTBOBAJIO O Ype3MEPHOM YPOBHE MeJIUKa-
MEeHTO3HOU 'MIIOKOAry/asiiu.

BbIiBoAbI. Ha 0cCHOBaHUU JIMTEpPATyPHBIX JjaH-
HbIX, NPUYUHAMH, CIOCOOGCTBYIOILIMMHU pa3BU-
THI0 TeMOpPPAru4ecKoro OcCJ0KHeHUs1 Ha ¢oHe
AHTUKOATYJITHTHOM Tepanuu, siBJSIOTCS PeBbI-
meHue nokasartesnsa MHO 6osiee 3,5, conyTcTBy-
Iol1asl MaTOJIOrUs NeYyeHH, NoYeK, IIUTOBUAHOM
’KeJiesbl U HEKOHTpoJiMpyeMasi apTepuaJibHasi
runepteH3us. /laHHble GaKTOPbI UMEJU MECTO
B aHaMHe3e WM3y4YEeHHOW TIpYINbl MNALUEHTOB,
C Pa3BUBIIMMCS Cepbe3HbIM reMOopparuiyeckuM
OCJIOXKHEHHEeM — KpPOBOTeUYeHHUEM IpU NpoAJie-
HUM aHTUKOATYJISIHTHOW Tepanuu.
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OCOBEHHOCTU UBMEHEHHU B TPOMBOIIMTAPHOM 3BEHE TEMOCTA3A

Y BOJIbHBIX AIIJIACTUYECKOW AHEMHUEHA

BBegenue. OHUM M3 OCHOBHBIX KJIMHHUYe-
CKHX NPOSIBJIEHWH NPU alJIaCTUYECKON aHEMUU
(AA) sABAsieTc TreMopparduyecKUid CHHIPOM,
00yCJIOBJIEHHBIN Jlenpeccuell KpOBETBOPEHHUS
Y 3aKOHOMEPHO CONPOBOXJaloIei ero TpoMo60-
qUTONEeHuel. U3MeHeHUs B CUCTEME CBEPTHIBA-
HUSL Y TaKUX OOJIbHBIX OObIYHO HOCSAT KOMIIEH-
CaTOPHBbIN XapaKTep, YTO MO3BOJISIET Aaxe NMpPHU
IJIyOOKOW TPOMOOIMTONEHUN NpeAoTBpallaTh
TSKEJIble reMopparuyecKkue 0CJ0KHEHUS Y 3Ha-
YUTEeJbHOW 4YacTU MNALUEHTOB. Y OT/JeJbHbIX
60/1bHBIX AA NIpU yMEpPEHHO BbIpa>KEHHOW TPOM-
GOIMTONEHHNH MOXKET HabJII0AAThCS CKJIOHHOCTh
K TpoM603aM U TPOMOO3IMOOIMAM U ONHCAHHUSA
TaKHX CJly4aeB BCTPEYAIOTCsl B HAYYHOH JIMTepa-
Type. [Ipu4yém cama no ce6e rpynmna 60JabHbIX AA
HEeOJHOPOJHAa He TOJIbKO MO TSXKEeCTU TedyeHUs],
HO Y [0 0COOEHHOCTSIM MaToreHesa 3aboJieBa-
Husl. Tak, 60Jiee 4eM y OJIOBUHBI OOJIbHBIX aH-
HOU rPyNIibl IPU MCI0JIb30BAaHUU COBPEMEHHbBIX
METO/I0B JUATHOCTUKU MOXET BBISBJISATHCA AA,
accoLMMPOBaHHas C NAapOKCU3MaJbHOU HOUHOU
reMoriooMHypuen — GeHOTUIIOM KJIETOK, AJis
KOTOPOIr0 XapaKTepHbl HapyLIeHUsI B CHUCTeMe
CBEPTbIBAHMS, CIOCOOCTBYIOIME MOBBILIEHHO-
My TpoM6006pa3oBaHuI0. B cBSI3U € 3TUM Hccle-
JIOBaHHe 0COOEHHOCTeW HU3MeHEeHUH B CUCTeMe
reMocTasa, B YaCTHOCTH ero TpPOMOOLUTapHOTO
3BEeHa, Ipe/iCTaBJ/isieT UHTepec.

Ienb. OueHUTh UHAYLUPOBAHHYI arpera-
U0 TPOMOOLUUTOB C PA3JIMYHBIMU arperupyto-
IIMMM areHTaMHu y NalMeHTOB, CTpajaiux AA.

Martepuansl U1 MeToAabl. MaTepuasoM [
UCC/eJOBaHUSA CJIOy)XUJa BeHO3Has KpOBb
12 mauueHTOB (7 >KEHIIUH U 5 My>KYUH, CpeJHUIN
Bo3pacT coctaBua 38+0,5), ¢ ycTaHOBJIEHHBIM
JINarHO30M amJjacTuyeckass aHemus. WHayuu-
pOBaHHas arperaunus TPOMOOLIMTOB UCCIe0Ba-
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Jlach Ha onThudeckoM arperomeTpe Solar u AT-02
B 60raTod TPOMOOLMTAMMU LIUTPATHOM IJla3Me
(cooTHoweHHe 4:1). B kauecTBe WHAYKTOPOB
HCNO0JIb30Ba/InCh: pacTBop A/I® B KOHIEeHTpa-
uud 1MKM, BbI3bIBAKOLMKA 0OpaTHMYylO arpera-
nuto; AP B KoHLeHTpanuu SMKM 151 xapak-
TEPUCTUKH peaKLUH BbICBOOOXAEHUS; PacTBOP
KoJIJIareHa B KOHLIEHTPALUU 2MKTI'/MJI; pacTBOpP
PUCTOMMIIMHA B KOHLleHTpauuu 1Mr/mi. OrneH-
Ka arperamnyduy NpoBOAU/IACh IO MaKCUMaJIbHOU
ammiautyae (MA) nepBUYHOM U BTOPHUYHOMU
BoJiH arperanuu (Opecckas T. A., 1974; lllutuko-
Ba A.C., 1984). KoHTpoJIbHY10 IpyIIy COCTaBUIU
40 KJIMHUYECKH 3/J0POBBIX KEHIIIUH U MY>KUUH.

PesynsraTthl. MHcciegoBaHuss npoBeeHBI
B OCHOBHOM OZJHOKPATHO Y Ha pOHEe CHUKEHHOTO
yucaa TpoMO0OUUTOB B Mia3dMe. KosiebaHus co-
crasJissid ot 90 go 170 x 10°/a1, iumib y 4 u3 12
06c/ie/JOBAaHHBIX YHUCI0 TPOMOOIUTOB JOCTUTA-
JIO HOpMaJsibHbIX 3HayeHu# (180-235 x 10°/x).
[lokaszaTesn QYHKLMOHAJBHOM aKTUBHOCTH
TPOMOOIUTOB OBIJIM CHMIXKEHBI Y 5 MallMEHTOB
NpU UCCIEeJOBAaHUU C KoJlJIareHoM, y 3 Ipu 3a-
nucu ¢ AI® B no3e 5SMKM U puctoMuiuHoM. Oa-
HaKo Yy 4 60JIbHBIX, 00C/IeJOBAaHHBIX B IUHAMUKE
(3 paza), arperanus c kosiareHom, AP u pu-
CTOMUIIMHOM OblJIa OBBIIIEHA.

BbiBoAbl. BbisiB/ieHbl pa3HOHAIpaBJIEHHbIE
W3MEeHEHUs] TMpU HCCAeN0BaHUM TPOMOOIU-
TAapHOr0 3Be€HA reMOCTa3a, HalpaBJieHHbIe KakK
B CTOPOHY TMIIO-, TaK U B CTOPOHY rumeparpe-
rauMd TpoM6ouuToB. HeMHOro4ucieHHOCTb
VCCJIEIOBAHHOM I'PYNIbI HE M03BOJISET B HACTO-
slee BpeMs c/leJlaTb OIpe/ie/ieHHble BbIBO/bI,
HO IMOKa3blBaeT HEOJHOPOJHOCTb H3MEHEeHUH
arperallMoHHOW (QYHKUUU TPOMOOLUTOB NpHU
AA, 4TO JUKTYyeT HEOOXOAHWMOCTb JlaJbHEeNIINX
MCCJIeJOBAaHUM B 3TOM HallpaBJI€HUH.



