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MATEPUAJbI BTOPO POCCUNCKOW HAYHYHO-MPAKTUYECKON
KOHOEPEHLUUUN «<KNUHUYECKUE U JIABOPATOPHDIE ACTEKTbI
COBPEMEHHOW FrEMATOJIOMUU». TEMA KOHO®EPEHLUM:
«@U310Nnoruva nu NAToNnorna CUCTEMbl CBEPTbIBAHUA KPOBU»

OCOBEHHOCTU XUPYPITMYECKOIO IEYHEHUA HEKPO3A AJIbBEOJIAPHOIO OTPOCTKA
BEPXHEW YENIOCTU Y BOJIbHON TUMO®OCAPKOMOW (B-3PEJIOKNIETOYHOE
JIMMOONPOJIMOEPATUBHOE 3ABOJIEBAHUE

A. M. AeaHecos, 3. T. lacaHoea, E. H. [6030ukosa
®rbOY BIMO «Pocculickuti yHugepcumem 0pyx6el Hapodos», 2. Mockea

BBenenue
OpoHTOTeHHbIE OC/IOKHEHWUs y OHKOreMaTo/ormye-
CKMX OONBHBIX YXYAIIAIT obljee COCTOsAHME, a B psfle
C/Ty4yaeB MPUBOAAT K JIeTa/IbHbIM MCXOfIaM.

Ilens nccnegoBanusA
V3yunth OCOOEHHOCTM XMPYPruuecKOro jedeHus
HEKpO3a a/IbBEOIAPHOTO OTPOCTKA BEPXHEN YeTCTH
y 60mbHOI MMMpOCapKOMOIt Ha IpUMepe KJIMHNYIECKOTo
HaOI0eHn .

3agaum uccnegoBaHuA

1. Ompepenuth MOKa3aHUA K XMPYyPrm4ecKoMy BMella-
Te/IbCTBY;

2. OueHuUTb TedyeHMe IIOC/IEONEPALMOHHOTO Mepuoaa
Ha (oHe PUMeHEHNs TIPEerapaToB Ha PaCTUTE/NTbHOM
ocHoBe (rmacTuH « [IM-1», «®apmMaoHT», pACTBOPOB
«TonsuHany, «@apuHramm).

Marepuanbl U METOJbI MCCIEAOBAHUA

Coobuienne mocssmeHo 6onbHoM 75 nmet. B 1998 1.
AMarHOCHMpOBaHa MuMQOcapkoMa M HayaTO MPOrpaM-
MHOe nedyeHne. Ilocnme TpaBmaTmyHOro ypamenus 1.3
BO3HMK HEKPO3 CIM3UCTON 060I0OUKM B 06/1aCTH TyHKM
C pacIpocTpaHeHNeM Ha aTbBeO/IAPHBIN 0TpocTOK. Tpu-
JI-peHTreH [MarHoOCTMKa OINpejennia pasMepbl MaToso-
ruyeckoro ouara (2x3 cMm). OTOHTOT€HHOe OC/IOKHEeHMe
Pe3KO yXyAIIMIO KIMHUKO-TeMaTONOrMYecKoe COCTOs-

Hue 60/1bHON (LUMTONMEHNSA, TPOABIEHUA TeMopparmye-
CKOro CHHJpoMa (KOMu4ecTBO TPOMOOILMTOB COCTABU/IO
40 teic/mki1). Ha doHe nepenuBauus TpoMbOIMTAPHOI
macchl (5 /103) BBITIO/THEHA Pe3eKI[¥s MOPaXKeHHOTO yyacT-
Ka KOCTU B TTpeJie/laX HeM3MeHEHHOI KOCTHOM TKaHMU.

PesynbraThl MCCIeOBAHUA
B nocreonepanioHHOM Nepuojie MpOBOAMUIACH aHTH-
6akTepuasbHasi, IPOTUBOBOCIIA/INTE/IbHASA, 3AMECTUTE/Ib-
Has Teparis, MeCTHOe IpUMeHeHMe GpuTonpenaparos.

BeiBobI
1. BO3HMKHOBeHME OJIOHTOTEHHBIX OCTIOXKHEHMII y OH-
KOTeMaTO/IOrMYeCKUX GO/NbHBIX AB/IAETCSA NMOKa3aHU-
eM /I XMPYPrU4ecKOoro TeyeHms;
2. MecTHoe u ofuiee NMpUMeHeHMe MpenapaToB Ha pa-
CTUTE/IBHON OCHOBE IO3BONMAET CHU3UTbH TOKCHUYe-
ckuit adpdexT Ha 6ompHOTO.

JInteparypa

1. AsanecoB A. M. HexoTopble pe3ynbTaThl KTMHUYECKOTO MPH-
MeHeHMs TpernapaToB Ha OCHOBE PACTUTENbHBIX IKCTPAKTOB
IpH JIeYeHNH CTOMATONOTMYECKMX OCIOKHEHM y 60mb-
HBIX C 3abonmeBaHusAMM cucreMbl Kposu / A. M. ABaHecos,
E. H. I'sosaukoBa // Matep. naTHajll. Bcepoc. HayYHO-TIPAKT.
KoHbep. — M., 2011.

2. Bopobbes A. V. PykoBopcTBo 1o remaronoruu B 3 T. — M.: Me-
AunyHa, 1985.

BO3MOXHOCTU 3D-TEXHONIOTNIA B AUATHOCTUKE OJOHTOTEHHbIX OCNIOXKHEHUIA
Y 6OJIbHbIX C 3ABOJIEBAHUAMU CUCTEMbI KPOBU

A. M. AsaHecos, I0. I. Cedos
@rbOY B0 «Poccutickuti yHusepcumem opyx6el Hapo0os», 2. Mockea

AKTya/lnbHOCTD

Muorue 3aboneBaHMsI CUCTEMBI KPOBHM, TaKye Kak
reMo6/1acTO3bl, aHEMIY, TeMOpparnyecKye AuaTessl, 30-
3uHOW/IbHAS TpaHyIeMa, TMMGOcapKoMa u JIp., UMEIOT
CBOM IIPOSIB/IEHMsI B YeTIOCTHO-NIIEBOI 06/1acTu 1 moj-
Yac OC/IOXKHSIOT TeyeHue OJOHTOTeHHOI IaTONMOTNMN.
V3-3a TAKECTU OCHOBHOTO 3a060/IeBaHMA JIedeHMe TAKNX
04aroB Ha CTOMATO/IOTMYECKOM Ipueme Tpebyer Goree
[€Ta/IbHOI IMATHOCTUKY ¥ T/TAHMPOBAHUA.

Ilens uccnegoBaHus — MPOBECTU CPABHUTETbHDIN
aHa/MM3 JUarHoCTU4ecKoit adpdekTMBHOCTN OPTOMAHTO-

morpaduu (OIITT) 1 KOHYCHO-Ty4eBOil KOMIIbIOTEPHOI

tomorpadun (KJIKT) npu obcmeoBanum cToMaTonoru-

YeCKMX MAIEeHTOB ¢ 3a60/1eBaHNAMY KPOBIL.
3amaum:

1) YTOYHUTD KIMHUKO-Ty4YeByK CUMIITOMATUKY MaToO-
JIOTMYECKMX M3MEHEHMI KOCTHOM TKaHM IPU OJ[OHTO-
reHHBIX BOCIIA/IMTE/IbHBIX Ipolieccax 4YeniocTell y na-
IIEHTOB C 3a6071eBAaHUAMM KPOBH;

2) Cpauutb napopmarusHocts OIITT ¥ KJIKT npn
IUTAHMPOBAHUY JIEYeHMS TALMEHTOB C COMYTCTBYIHO-
11eii TaTO/IOTUM KPOBM.

Ne 3,2013
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Martepuanbi BTopoit POCCMIICKON HAay4YHO-NPaKTU4YeCcKon KOHpepeHLuun

Marepuanbl U METOABI

Marepuanamyn Haiiero McCaefoOBaHUS SBUINCH pe-
3y/IbTaThl KOMIIIEKCHOTO MHCTPYMEHTa/IbHOTO U KIIN-
HVMKO-PEHTTeHOIOTUYeCKOTO 00C/IeoBaums 5 MalueH-
TOB C OJ{OHTOT€HHBIMM BOCIIA/IUTE/IBHBIMU [IPOL[ECCAMH,
NpoTeKarIMMy Ha (OHE COMYTCTBYIOL[EN MaTONOTMK
cucreMbl KpoBu. JIyueBble MCCTEJOBAHWS BBIIIOTHEHDI
Ha MIAHOPAMHBIX anmaparax ¢ QyHKuueit Tomorpapun
Pro Max 3D (Mid) (Planmeca, ®unnauaaus) n EPX-FC
(Vatech, 1O. Kopes).

PesynbpraThl ncciefoBaHuA

Anamns fanupix OITTT u KJIKT nosBonun yroyHnThb
CeMMOTHKY ¥ BBISIBUTb OCOOEHHOCTY MATONMOTMYECKUX M3-
MeHEeHMIT B KOCTHOJ TKaHU YeTiocTeil y 60/bHBIX ¢ 3a6orte-
BaHMSAMMU KPOBY, YCTAHOBUTDb UCTUHHbIE pa3Mepbl O4aros,
BOB/IEYEHHOCTb BA)KHBIX aHATOMMYECKUX OOpa3OBaHMIL,
TaKMX KaK HIDKHEYeTIOCTHON ¥ Pe3L0Bblil KaHa/Ibl, 3yOsl,
BepXHeYeTI0CTHbIE CMHYCBI, TO/IOCTD HOCA U TIpoyee.

TpaauunonHas peHTreHorpadus nmoKasana HaMMeHb-
HIYI0 YyBCTBUTEbHOCTD ¥ TOYHOCTD NPV BBISAABJICHUN TI€-
PUANMKATbHBIX MU3MEHEHMIT M TTATOIOT UM OKOJIOHOCOBbIX
CHHYCOB (TOYHOCTD 29% 1 36%, 4yBCTBUTETBHOCTD — 21
1 15% COOTBETCTBEHHO).

BoiBOgBI
ITpn cpaBHeHMM [AHHBIX PEHTIE€HOIOIMYECKOTO
obcmenoBaHMs MALMEHTOB C 3a00/IEBAaHUAMYU CUCTEMBI

KPOBM BbIsIBJIEHAa BBICOKAsl [JuarHoctuyeckas apex-
tuBHOCTb KJIKT. Ilpn aHanmnse naHopaMHOI 30HOTpa-
¢bun BenencTBue cymmanuoHHoro adgdekra, a Takxke
MPOCTPAHCTBEHHOTO MCKA)XXEHUs, ONpeNeTNTb UCTUH-
Hble pa3Mepbl HeBO3MOXKHO. OL|eHUTh YPOBEHDb BOBJIE-
YEeHHOCTM Ba>KHbIX aHATOMMUYECKUX CTPYKTYp B 50%
C/ly4aeB He NPeACTaBAANOCh BO3MOXKHBIM. [Ipumensas
KJIKT, BO3MOXHO pemnTb Lenbiit psaj 3agayd. Ha ocno-
Be 00'beKTUBHBIX NApPaMeTPOB OYara u ¢ yyeTom 06-
1[ecoMaTN4ecKoro 3aboneBaHns Bpad MOXeT paspabo-
TAaTh J{eTA/IbHBII [UIaH IeYeHNs TMalMeHTa, TeM CAMbIM
COKpaTUB PUCK Pa3BUTHUA OoCIoXHeHuit. IIpn obmmp-
HBIX JlepeKTax 4enocTeil, JaHHbIe KOMIIBIOTEPHOI TO-
Morpaduu B fanbHeIeM MOTYT UCIIOb30BATHCA MPU
M3rOTOBJIEHNM IKTOIPOTE30B C IOMOIbI0 METOJOB
6bicTporo npororunuposanusa unu CAD\CAM cucre-
MaMMu.

JIuteparypa

1. Bacunbes A. 10. JlyyeBas guarHocTuka B cromaronoruu. Ha-
IIMOHA/IbHOE PYKOBOACTBO IO JIy4eBOi JMarHOCTHKE M Tepa-
mnu / A. 10. Bacunbe — M.: «['90TAP-Megua». — 2009. —
284 c.

2. Ilacnep @. A. PenrreHofimarHocTuka B IPaKTUKE CTOMATONIO-
ra/ ®. A. [Tacnep // Ilep.c Hem. mog pen. H. A. Pabyxunoit —
M.: «ME[Inpecc-undopm», 2007. — 350 c.

KOATYNONOMMYECKUE U TEHETUYMECKUE UCCNEAOBAHUA B KOMMJIEKCHOW OLIEHKE
COCTOAHUA CUCTEMbI TEMOCTA3A Y BEPEMEHHbIX KEHLWWH

10. A. AnekcaHdpoaea, E. C. Bacunvesa, H. b. Kpasyoea, O. H. XXypuHa, B. 6. Cko6uH, B. I. Jlemuxos,
E. ®. Mopwakoea
PsazaHckul gpunuan OIbY Jemckuli ueHmp 2eMamosio2uu, OHKO/102uu U ummyHosoauu um. []. Pozaqesa
M3 PQ®, 2. Pa3aHb

Ilens
VccnenoBanue TmokasaTesneit COCYAMUCTO-TpoMbOLM-
TApHOTO U KOATy/IAIMOHHOTO IeMOCTasa B pasjMyHble
Cpoku GepeMeHHOCTH, a TAK)Ke BANsAHNE NoNMMMopdusmMa
FeHOB Ha IOKa3aTe/l IeMOCTa3MorpaMMbl y OepemeH-
HBIX.

ITanyeHTHI M METO/IBI MCCIEJOBAHN A

ViccnenoBaHne reMocTasa IpoOBeieHO Y 34 XKeHUIUH
¢ Gpu3NONIOTNYeCKUM TeYEHMEM TeCTAlIMOHHOTO MpOoIlec-
ca. Y 20 6epeMeHHBIX )KEHILMH C OTATOIIEHHbIM aKylIep-
CKO-TMHEKO/IOrMYeCKMM aHaMHe30M, HO 6e3 3mm3070B
TpoM6030B, KpOMe MCCIIeJOBAHUA FeMOCTa3a, ObI/1o mpo-
BeJ[eHO VCC/IeloBaHMe OMMMOpdu3Ma reHoB, IpMHUMa-
IOLINX yYacTHe B PerynAlum CucTempl remocrasa. OleH-
Ka 71abopaTOpHBIX IMOKa3aTesiell MPOBOAMIACH B Pa3HbIe
cpoku 6epeMeHHOCTH. B rpynny KoHTpo/Is BK/I0YeHo 15
3[0pOBBIX HebepeMeHHbIX JKeHIMH. ViccnenoBanuch uH-
AyuupoBaHHas arperanus Tpombouurtos ¢ AJID, aspe-
HA/IMHOM, KOJI/TaT€HOM ¥ PUCTOMMUIMHOM, aKTUBHOCTD

daxropa Bunnebpanma, AYTB, nporpombun no Ksuky,
aHTUTpOMOUH, PubpuHore, akTuBHOCTL nporenHa C,
XII a-zaBucumbiit ¢pubpmHonIM3, ypoBeHb D —pumepa.
C nomompio meroga IILIP uccnegosancs nonumopdusm
reioB ¢akropos V, II, I, XII, PAI-1, MTHRF, MTRR,
TpomboruuTapHoro perentopa GpubpuHOreHa.

PesynbraTsi

M3 20 ob6cmeoBaHHBIX GepeMEeHHbBIX C OTATOIEH-
HBIM  aKyLIEPCKO-TMHEKONIOTMYeCKMM  aHAMHEe30M
pefiKye ajieln TeHOB IeMOCTa3a, acCOLMMPYIOIUECs
C MpeApacIoIOKEeHHOCTbI0 K TpoMbodumuu, BbiABIe-
Hbl ¥ 19 (95%). Y 8 GepeMeHHbIX BbIAB/IEH OIUH, Y 6 be-
peMeHHBIX IBa, y 4 6epeMeHHBIX TpH, ¥ 1 GepeMeHHO
NATb PeIKUX aJlIJIeNIe.

He BbIAB/IEHO pa3nmnumit B aKTUBHOCTYM (pakTopa
Bunne6panna, AYTB, yposre pubpunorena, D-gumepos
MeX][y 30pOBbIMY GepeMeHHbIMY JKeHI[MHaMu u Gepe-
MEHHBIMY JKEHIMHAMI — HOCUTE/IbHULAMM PEIKMX ajl-
Jiefieit TeHOB, perynmnpyoumx remocras. He o6Hapysxeno
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Ta6muua 1. [TokasaTen reMOCTasuOrpaMMbl y 3J0POBBIX GepeMeHHBIX JKeHIINH, GepeMeHHBIX — HOCUTE/IbHML] PEKMX ajlieseit
TeHOB, perynaTopos remocrasa B I, IT u III TpumecTpax 6epeMEHHOCTH 1 Y 3TOPOBBIX HeOepeMEeHHBIX JKEeHILMH.

T S BepemenHble ¢ pefIKMMY a/IeNISAMHU TEHOB 3
[lokasarennb P P remMocrasa JIOPOBbIE
HebepeMeHHbIe
I Tp. Il p. M1 Tp. I Tp. 1T Tp. 11 Tp.
®akrop Bunnebpanpa (%) | 152,9+14,2* | 226,9+ 24,82%| 204,4+32,6* | 131,4+7,33* | 230,0+29,6* | 240,0+28,87* 104,7+6,46
AYTB (c) 33,4+0,87 31,7+0,80* | 32,0£1,52 | 34,2+1,09 | 32,8+0,61* | 30,5+0,92* 35,4+0,96
®ubpunores (r/m) 3,02+0,18* 3,5+0,31* 3,8+0,34* 3,3+0,19* 3,9+0,28" 4,6+0,38* 2,2+0,09
D-umepsl, Hr/MIT 314,7£22,59* | 426,9+55,65* | 522,2+95* | 332,0+24,92*| 418,9+78,68*| 666,7+83,33* 236,7+5,90

" p<0,05 1o cpaBHEHUIO C KOHTPO/IEM

pasNnymil B arperalMoHHON aKTUBHOCTU TPOMOOLIMTOB,
ypoBHe mpoTpoM6una u mportenHa C mexay obenmu
rpynmaMu 1 KOHTPOJIEM.

BoiBoabI
Hanbonee BaKHbIMM MapKepaMy aKTMBALMK COCY-
AMCTO-TPOMOOLIMTAPHOTO U KOATY/ISALMOHHOTO 3BEHbeB
reMocrasa npyu 6epeMEeHHOCTM ABIAETCA AKTMBHOCTD
¢dakropa Bunnebpanna, yposenb ¢pubpunorena n D-au-
MepoB. He BbiAB/I€HO pasnmuymii B MOKasaTe/nsaX reMocTa-

3MOTPAaMMBl MEX/Y JKEHIMHAMM C OTATOLIEHHBIM aKy-
1IEPCKO-TMHEKO/IOTMYECKMM aHAMHE30M, SB/ISAILMXCS
HOCHTE/IBHUIIAMMY aJI/Iefeif, aCCOLMUPYIOLIMXCSA C TPOM-
6odunmeit, n 3M0pOBbIMM OepeMEHHBIMM JKEHIIMHAMM.
«Pejikme» ajnen reHoB PeryIsATOPOB reMoCTasa MNupPOKO
pacnpocTpaHeHsl B o6mieit monynsanun. OfHaKo coyeTa-
HME HECKONbKMX MYTalMil BCTPEYAETCS OTHOCUTENIBHO
Pe/IKO 11 B paMKaX KOMIIJIEKCHO OL|eHK) TPOMOOTeHHOTO
PUCKA MOXKET CTY)KMTb apryMeHTOM B I0/Ib3y Ha3Haye-
HUA TPOPUTAKTHYECKIX [I03 AHTUKOATY/ISHTOB.

JNIABOPATOPHbBIE METOAbl NOABOPA 3AMECTUTENIbHOW TEPANUU Y NALUEHTOB
C TEMOOWJTUEN

A. H. Bananduna'?, j. M. Monoxoé>, T. I0. Monawnckas®, K. I. Koneinoé', E. B. ikoenesa®,

H. U. Konawund’®, A. A. Kapzansyes®, B. 10. 3operko’, ®. U. Amaynnaxaroe

1—5

1 — @BI'Y flemckuti yeHmp 2eMamoso2uu, OHKOI02UU U UMMYHoo2uu um. . Poeayesa M3 P®, 2. Mockea;
2 — lJenmp meopemuyeckux npobnem pusuko-xumudeckol papmakonozuu PAH, 2. Mocksa; 3 — OBy
lemamonoauyeckuti Hay4HbllU ueHmp M3 P, 2. Mockea; 4 — OO0 «lemaKop», 2. Mocksa; 5 — Mockosckuli
20cyoapcmaeHHebIt yHusepcumem um. M. B. JlomoHocoeaa, 2. Mocksa

BBenenne
ITanmeHTsl ¢ reModumeit A, He CMOTPSI Ha OJ[MTHAKO-
BbIit fedunut dakropa VIII (GVIII), obmamator pasmny-
HBIMM KIMHUYECKMMM MPOSBIEHUAMU KPOBOTEYEHMIT
(penorumamm) [1], u MOITOMY HYKHAKTCSA B PA3TNYHOI
cTpaTeruu noy6opa 3aMecTUTebHOI Tepanuy GakTopoM.

ens
V3yunTh BO3MOXXHOCTb WUCIONB30BaHMA abopa-
TOPHBIX TECTOB OLEHKM IeMOCTasa /Il KOHTPOJIsA 3aMe-
CTUTE/IbHON Tepanmy y MaliMeHTOB C TsKenoit GopMoil
reMobunmuu A, HaXOAAMMXCA HAa NPOPUIAKTUIECKON
Tepanuu, Tepanuy o TpebOBaHMIO, a TAKIKE MALIMeHTaM
nepeJ NpoBeJjeHreM XUPYPruueckoro BMeIaTe/bCTBa.

Marepuansl 1 METOJbI

B wuccnemoBanme 6bi10 BKIWYEHO 19 malueHTOB
¢ Tsxenoit popmoit remopunnn A (GVIII<1%), n3 Hux
5 manueHToB O6bIIO 06C/TEOBAaHO Tepe] IPOBeLEHM-
eM OIlepallMy apTPOIUIACTMKYU. 9 MALMEHTOB HAXOIU-
JINCh Ha MPO}UIAKTHYECKOI TepPANny, 5 — Ha Tepanun
10 TpeboBaHN0, MHPOPMALNS O Tepanuu 5 MALNeHTOB
nepey omepanueit oTcyrcTByer. IlanmeHTsr ObImn pas-
menmensl Ha nerkuit (n=15) u Tsokensiit (n=4) peHoTHIIBI
[I0 YacTOTe€ KPOBOTEYEHMIT MMM 06beMy KPOBOIOTEPH

Ha ontepanuu. Onpesensnim aKTMBMPOBAHHOE YaCTUYHOE
TpombornnacTuHoBoe Bpems (AYTB), pVIIL: C, nposene-
HBI TecThl TpoMboanacrorpadpuu (TII) u Tpombonmua-
mukn. TpombogmHaMuKa — HOBBIIT METOJ], OCHOBaHHbII
Ha perucTpauuyu pocra GpuOpMHOBOro Crycrka B Ipo-
crpaHcTBe. DapMakoKMHeTMKa U (hapMakogMHAMMKA
OTIpe/IeNIANNCh Yepe3 5 CYTOK I10C/ie MePHojia OTMbIBKY
ot dakropa, 3a6op KpoBu poBoAMICS 10 U 4epes 0,5, 1,
3, 6, 24, 484 nocne nudysun 50 ME/kr GVIIL.

PesynpraThi

Yepes 5 cyrok nocne unbekunn GVIII ckopocts po-
cra cryctka V B Tecte TpoMbonuHaMuky Obiia B 1.7 pas
CHM)KEHA 0 OTHOIIEHMIO K 3HAYEHUIO Y 3J[OPOBBIX J[O-
6poBosblies, Bpemsa peakiyuu R B TOI He onpepensiniocs
y 6onbunncTBa nanyentos, AYTB 6bu10 B 3.7 pasa yauu-
HeHo, KoHueHTpauusa GVIII cocraBuma 1.3 +1.8%. Yepes
14 mocie nubeKiun paxkropa V 6b1a MeHee 22 MKM/MUH
y MalMEeHTOB C HU3KOI YacTOTOI KpoBoTeueHus (<3/me-
1) u 6ormee 22 MKM/MUH Yy TTAL[EHTOB C BBICOKOII 4aCTO-
TOit KpoBoTeyeHns (3—6/mecsr). Bpems nomyBbiBeeHNs
¢GVIIL: CT, ,, A9TB u R He BbIABUIN YYBCTBUTENBHOCTHU
K YaCTOTe KpOBOTeueHM1. [I/1s malueHTOB, HaXOAAIMXCA
Ha Tepanuu 1o Tpebosanuio, T, | cornacoBanock ¢ yacTo-

12
TOit KpoBoTeueHmit (pu Huskon vacrore T, , 6bio 60-
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Nee 84, TP BbICOKOI — MeHee 84), V BBIABM/IO COTIacue
TOJIBKO /1A 3 U3 5 manueHTos, R He BBISABUIIO 3aBUCUMO-
cru. O6beM KpOBOTIOTEPM BO BpeMsi MPOBEJEHUs apTpo-
IIACTMKY Y 5 MALMEHTOB Obi/l COMOCTAB/IEH C NapaMeTpa-
MM TECTOB B IPOBEJIEHHOM /[0 OTepaluy NCCIE0BAHNM.
[loka3aHo, 4TO y 4 MAI[MEHTOB C 06EMOM KPOBOTIOTEPH
Menee 11 uepes lu nocrne nudysuu VIIL V 6bi10 Gonee
22 MKM/MMH, TOT[a KaK y MalMeHTa C KpOBOIMOTepeil
1,31 — meHee 22 MkM/MuH. T, ) TaK)Ke BBIABU/IO pas/imans
B rpynmnax, orga kKak AYTB u TOI' He BbiABNU/IN pAsTNINA.

BoiBoabl
Tect Tpomboanuamuku 1 papmakokunernka GVIII
MOTYT GbITh MCIIONIB30BAHBI IS /1A00PATOPHOTO KOHTP-

0/l 3aMeCTUTE/NIbHOI Tepamuy y MALMEHTOB C TsXKe-
noit hopmoit remodunun A. ENMHCTBEHHOE N3MEpeHe
TpoMGouHamMuku depes lu mocne unysuu daxropa
MOJKeT 3aMeHuTh uaMepenue dapmakoknneTnku GVIIL
3TO CJIeTaeT MPOoLecC aHaM3a ObICTpee, /lelleB/ie U MeHee
TpaBMaTUYHbBIM JI/ISl TIALMEHTOB.

JIuteparypa
1. Bolton-Maggs PH, Pasi K]. Haemophilias A and B. Lancet
2003;361:1801—9.
Uccnedosanue noddepiuaro epanmamu POOI
12-04-00652, 12-04-00438, 12-04-33055.

KOMMbIOTEPU3UPOBAHHbIA MOHUTOPUHT AHTUKOATYNAHTHON TEPANUU

M. B. BonomusH, A. B. UeaHos, A. A. Lapeiwes
000 «AHMUKOA2YyNAYUOHHAA KITUHUKA»

AKTYya/nbHOCTh

Tlepej BpauaMy BCe yallle BOSHMKAET HEOOXOUMOCTD
TMepBUYHON M BTOPMYHOIN MPOGUIAKTUKN TpoM6030B.
Oco60e MeCTO B 3TOM BOIIPOCE PUHA/IEXKNT OPA/IbHBIM
antukoaryasuram (OAK) — aHTHMBUTAMUMHAM K (ABK).
Jls MAI[MeHTOB, HAXOMALMXCA Ha IOCTOSHHON Tepa-
muu OAK, oueHb BaKHBIM SIB/ISI€TCS TOYHDIN noz6op
03B TIperapaTa 1 ee CBOeBpeMeHHas KOpPeKuus, 4To
Tpebyer nocrosHHoro kontpons MHO. He cexper, uTO
B Halleil cTpaHe Hepeako s onpenenenns MHO Tpeby-
eTCsl TPeoJioIeBaTh 3HAUNTE/IbHbIE PACCTOAHNSA, @ BpeMs
OT MOMEHTA CJjady/ aHa/jIMu3a 10 MOJy4YeHUs pesy/nbraTa
MOKET COCTaB/IATh HECKONbKO aHeil. OgHUM M3 IyTei
TpeofioNieHMs JAHHBIX C/IOKHOCTeH NPy MpOBeJeHUN
AHTMKOATY/ISTHTHOM Tepammy SBAAETCA WCIO/Nb30BA-
HMe CIIelMaTbHbIX KOMIIBIOTEPHBIX IPOrpaMM, KOTOpbIE
He TO/BbKO TIOMOTAIOT Bpauy pacCYMTaTh 03y MpernapaTa
¥ [IaTy C/IeAYIO[ero KOHTPO/IbHOTO BU3UTA, HO M KOHTP-
ONMMpOBaTh JieYeH e NalMeHTa JUCTAHIMOHHO, B IPyroM
ropojfie uepes ceTb VnTepHet. PacyeT 1035l TPOMCXOAUT
B 3aBucumoctu ot ypoBHss MHO u 103b1 npuHMMaeMO-
ro padee mpemnapara. [laHHOe NpOrpaMMHOe obecrneye-
HEe YK€ JABHO M OCTATOYHO WINPOKO PacnpoCTpaHeHO
3a pyb6exom.

0630p TuTEpATYPHI

Hamu 6bUT IpOBEJIEH CHCTEMATHYeCKMit 0630p 3apy-
6eXKHOI1 AHIIOA3BIYHON TN TEPATY Pbl, TOCBALEHHOM 3TO
npo6neme, 3a moceuue 10 net. boito Haiteno 17 pabor;
POaHA/NM3UPOBAHO TpU Hambosee KPYMHBIX MyJbTH-
IIeHTPOBBIX MCC/IE[IOBAHNs, B KOTOpbIE BOILIIO 2163 ma-
uuenTta u3 13 nentpos Anrnuu, llorTrmangnm, Urtanumn,
Kanaget, Tonmmauanu, ®@pannun n Jlanun (mporpamma
«A»), 1880 manueHTOB U3 HECKO/IbKUX IIEHTPOB B Ucna-
Huu (mporpamma «B») n 5372 maiyeHTa U3 HECKOIBKUX
nentpos B CIIA u Kanaze (mporpamma «C). IToryuennt
ClIeNyIolue Pe3y/IbTaThl: MPOLEHT GOMBHBIX B Tepares-
TUYECKOM JuanasoHe ObUI Bbillle B TPYIIe MalieHTOB,

MOHMTOPMPOBaHME KOTOPBIX MPOBOJM/IOCH C IOMOIIBIO
CTeLMaM3MPOBAHHOTO MPOrPaMMHOrO  obecreyenns
(72% vs 59% B rpymnme A, 67% vs 65% B rpynne b u 62%
vs 52% B rpyrmnime C), cpefiHee KOMMYECTBO JIHEN Mex-
Ay ABYMs HOC/IE[OBATE/IbHBIMU BU3UTAMMU 661710 BbILLE
B KOMIIBIOTEpPacCUCTMPOBaHHOM rpymme (20 vs 18 B rpyr-
ne A, 21 vs 19, B rpynne B, B rpynme C nopo6ubiit ananus
He mpoBon/Ics). IIporieHT GONBHBIX C OMACHO BBICOKUM
(6onee 5,5) n Hu3KuM (MeHee 1,5) 3HaYEHUEM MHO 6b11
HJDKE B TPYIIIe KOMIIbIOTEPacCUCTMPOBAHHBIX 60/bHBIX
(15% vs 17% wn 28% vs 33% B rpymme A COOTBETCTBEHHO,
23% vs 21% u 19% vs 17% B rpynmne B n 13% vs 16% 1 24 vs
32% B rpynie C). Kak BuiHO 13 MPUBEIEHHDBIX JaHHDIX
MOHMTOPMHT aHTMKOATY/ITHTHO! Tepanuy Mpu MOMOIIN
KOMIIbIOTEpHOTO obecnedenns Gesomnaces, apdexrn-
BEH U MO3BOJIAT YIYYLINTh KaK HENOCPEACTBEHHBIE, TAK
M OT/a/leHHble pe3y/IbTaTbl OPa/JIbHON AHTUKOATrY/ISH-
THO Tepanuu. be3ycloBHO, IporpaMmMa He MOXKET 3aMe-
HUTb Bpaya, OJHAKO TPy MPaBUIbHOM MCIONIb30BAHUN
OHa B TEpBYI0 O4Yepe/ib AMCIUIUIMHNPYET NaLMeHTa, T0-
3BOJIsieT Bpauy Goree YeTKO ¥ A€Ta/IbHO KOHTPO/IMPOBATDH
AHTUKOATY/IAHTHYIO Tepanuio. Pe3y/ibTarbl 1e4eHust 1Py
JMICTIONTb30BAHMY BCEX TPeX MPOrpaMM MPUOIU3UTENHHO
OJIMHAKOBBDI.

3akmoueHne

[lpoananusupoBas MHTpedeiic U COOTBETCTBUE
0cOo6eHHOCTAM OpraHM3alMM OTEYeCTBEHHOTO 3paBO-
OXpaHeHMs, Mbl TIPUIIIA K BBIBOAY, 4TO HauGonee co-
oTBeTCTBYeT 3TUM TpeboBanusa nporpamma Porta Vita
npousogcrtea Hupepranppl. OXHUM U3 apryMeHTOB
B ee I0/Ib3y SIBUIOCH TO, YTO Huyjepmanjpl AB/IsAI0OTCA
MOHEpPOM B 3TOi obnacTu cpeay Beex EBpomneitckux
crpan u obnapaior 6onee yem 10-meTHuM ombiToM. Te:
mepb CTama JOCTYNHA PYcCKas BePCUs JAHHOM TPO-
rpaMMbl. MBI O4YeHb HajleeMcsl, YTO MOC/e TPOBE/IeHNA
pAlla KIMHUYECKMX UCTIBITAHMIl B 9TOM TOAY TOJ HeT
KUM KOHTpOJIEM U, ONMPAsCh HA OMbIT HAIMX [OMaHA
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ckux u Hemenkux xomnner us BeYyLUIMX aHTUKOATry/IsAH-
THBIX K/IMHMUK, HaM yJIacTCA 3HAYUTENBHO Y/ITYy4HUIUTDH
HEIMOCpeNCTBEHHbIE M OTHA/IEHHbIE PE3y/AbTaTbl AHTU-

KOATy/NsIHTHOJM Tepanuu B Halleil CTpaHe, CUCTEMATH-
3MpOBaTh MOAXOMbI M BbIPAbOTATh €/[MHbIE CTAH/APTDI
TIeYeH M.

AHOMANUA MEA-XETT/IMHA: KTUHUYECKWUE OCOBEHHOCTHU

C. A. Bacunees, B. J1. BuHozpados, M. J1. Mapkoea
OrbY lfemamonoauyeckuli Hay4Hell yeHmp M3 P, 2. Mockea

BBenenne

Anomamusa Mesa-Xerrmmna (AM—X) — peakas Ha-
C/Ie[ICTBEHHAas MATOJIOTUsA, XapaKTepU3YIOLIasacsa u3Me-
HEHMAMU JIE/IKOIMTOB M TMTAHTCKUMU TPOoMOOLMTaMu
npu BbIpakeHHOi TpoMboruTonenun. AM—X nepepa-
ercs 10 ayTOCOMHO-JOMIHAHTHOMY THUIly U 6bl/a onu-
cana May (1909) u nosxe Hegglin (1945). Knnunyeckas
KapTHHA 9TOJ MATONOTUM MOXeET ObITh XOPOUIO MPOMII-
MIOCTPUPOBAaHA Ha [IPUMepe PUBOJAMMOTO HAMM C/Tydas.

Ilenp M 3agaum MCCAESOBAaHMA — M3y4eHUe KIIM-
HUYeCKuX ocobeHHocTelt aHomanuu Mes-XerrninuHa
Ha [IpUMepe KIMHUIECKOTO HabTIoIeH L.

Marepuasl ¥ METOBI MCCTIEOBAHMA

[TanmenTka 33 et 6bI/1a MCCIEOBAHA B CBA3M C Ha-
JINYMeM Y Hee CTOIKON BbIpa)KEHHOI TpombouuTore-
Huu (TpoMOOLINTBI 20—35x10°/n), ipy 3TOM KakuX-1160
IPU3HAKOB reMOPPArnyeckoro cuuipoma He 6uino. Ilo-
MMMO aHAMHE3a ¥ BHEIIHEr0 0CMOTPa, y 60/bHOIT 6biTa
JleTabHO u3ydeHa Mopdonorus u GyHKIMA TpoMOoIu-
TOB, a TAK)KE I'MCTOIOTUS KOCTHOTO MO3Ta.

PesynbTaThl MCCIEJOBAHNA

He 651710 BBISIB/IEHO ITATO/IOT MM CO CTOPOHbI BHYTPEH-
HUX OPraHOB, HO OTMEYa/oCh BbIPAXKEHHOE MCKPUBIIE-
Hue 3y60B. YpOBeHb TPOMOOILMTOB B KPOBM COCTaBUII
22x109/n. Muorue TpOMOOUMTHI ObIIM TIMTAHTCKOTO
pasmepa — OT 4 10 6 MKJT; anbda-rpanynsr TpoM6o1n-
ToB umenu audddysHoe pacnpenenenne. Ilpn ckanmpy-
IOLIei 37IEKTPOHHOM MMKPOCKONMM B I€/IbHOM KPOBU
6b1/10 BBIAB/IEHO, YTO TONBKO 36,3% TPpOMOOLUTOB MMe-
10T AUCKOBUAHYIO GOPMY, M MPAKTHYECKN OTCYTCTBYIOT
nporpombonntel. OCHOBHAsA 4acTb KPOBSIHBIX IIACTHU-
HOK uMeeT chepuyeckyio hopmy, 40,6% mpeacTaBIeHbl
OOBIYHBIMM, TIPUCYTCTBYIOLIMMY M B KPOBYU 3[I0POBBIX
UL, ¥ UMeIMMK pasMep 1,5—2 MKIJI, ¢ ITaJJKON MK
cierka OyrpyucToif TMOBEPXHOCTbIO 6€3 BbIpa’keHHBIX
ncesgonoauit. B To >xe Bpemsa 23% myna COCTaBIAKT
MaKpOTpOMOOINTHI C pa3MepoM OT 4 10 6 MKJI, OTCYT-

CTBYIOILIME B KPOBY 3[{OPOBBIX /M1, MapKoTpOMOOLNTbI
Pe3KO OT/IMYAIOTCS [0 Pa3Mepy OT OCTaTbHBIX TPOMOO-
LIUTOB, OT/INYAKTCS HEPOBHOI MOBEPXHOCTHIO C MHOXKeE-
CTBEHHBIMM MHBarMHALMAMI MeMOPaHBI; BCTPEYAIOTCS
KaK B OJIMHOYHOM COCTOSIHUU, TaK M B COCTaBe MUKPO-
arperaroB (He 6onee 10 knetok). Kak B 11e/1bHOI KpOBH,
TaK M JIEMKOLMTAPHON II/IEHKE BBISBIEHO HebGOIblIOE
KONMYECTBO JieiiKouTapHo-TpoMboruTapabix (JITA)
u spurpoiurapro-Tpombonnrapubix (OTA) arperaros.
Y mauueHTKM OTCYTCTBOBAla CIIOHTAHHAs arperanys
TPOMOOLMTOB U arperanusa B OTBET HAa HU3KUE JO3bI
AJI® (0,1 uM). B oTBer Ha 6onburyio go3y AIID (5 uM)
arperalMOHHbIe KpUBBIE ObI/IN B IIPe/ie/laX HOpMa/IbHbIX
BE/IMYMH, KAK U IPU CTUMYJISALUY PUCTOLIETMHOM U KOJI-
nareHoM. B Maskax nepudepnueckoit KpoBM 1 MMyHKTaTa
KOCTHOTO MO3Ta B I{UTOII/Ia3Me 3PEe/IbIX HeTPODUITBHBIX
IEIKOLMTOB OOHAPYXXMBAMNCh TOMYy6OBATOrO IBETA
Tenblia (B BUjIe OKPYI/IBIX BKIIOUEHMIT MM HEOONMbIIMX
nanouek) Jlene (Dohle bodies). Ouu Tak)ke BBISBISAINCE
B NpelIeCTBEHHUKAX HeNTPO(UIbHBIX CerMeHTos/ep-
HBIX JIEMKOLIMUTOB: MA/I0YKOAJEPHBIX, METAMMEIOINTAX,
MMEIOLMTAX, IPOMUENOLUTaX. B TpemaHaTe KOCTHOTO
MO3ra IaTO/IOTUHM TeMOII0332 BBISIBJIEHO He ObI/IO, YIC/IO
MeraKapMoLUTOB 1 X MOPHOIOrnyecKyte 0CO6eHHOCTN
ocTaBa/uch HOpManbHbIMU. OJHAKO B IyHKTaTe KOCT-
HOTO MO3ra OIpeJie/leHHOe KONMYeCTBO Merakapuoiu-
TOB MMeI0 OCOOEHHOCTH CTPYKTYPBI SAIEPHBIX BK/IIOYe-
HMIT, KOTOpbIe HATIOMMHA/IM STUTENNONTHO-K/IETOUHbIE
BK/IIOYeHUsI (siipa ObUIM pa3pO3HEHHBIMM M pacrionara-
JINCD TI0 BCENI TIOLIA/IH LM TOTI/Ta3MBbI).

3aknouyeHmne

[Tony4yeHHbIe JTaHHbIE UCCTIEJOBAHUSA CBU/IETENIbCTBY-
10T O TOM, YTO Npy aHoManuu Mesa-XerrninHa nmeer me-
cro HapyureHue AuddepeHInalny Ha BBICOKOM YPOBHE
NpeJecTBEHHUKOB KaK TPOMOOIIMTAPHOTO, TaK U JIeit-
KOLIMTApPHOTO reMornoasa. CrioHTaHHOe o6pa3oBaHue ar-
peratoB TpOMOOLIMTOB MOKET CO3/1aBaTh IPEJPacIONo-
JKEHHOCTD K TPOM003y.
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Martepuanbi BTOpoi POCcMinckoil Hay4yHO-NPaKTUYeCKoN KoHdepeHuun

BE3OMNMACHOCTb — MMABHAA TEMA KIMHUYECKOW TPAHCOY3UOJI0TUA

T. 4. Ffapmaesa”?, C. M. Kynukoe'

1 — @IBY lfemamonozuyeckuli Hay4Hbit yeHmp M3 P®, 2. Mockea; 2 — @OI6OY BIO «Poccutickut
yHugepcumem 0pyx6bl Hapodos, 2. Mocksa

BBepenne

O6ecrieyenne BUPYCHOI 6e30macHOCTH TpaHC]y3NOH-
HOJI Tepanyu OHKOTeMaTO/IOrM4eCKNX 60IbHbIX AB/IACTCH
IJIABHOV TeMO KIIMHIYECKOIT TPaHC(y3MONOTn, TaK KaK
OJIHMM 13 OCHOBHBIX ()aKTOPOB PUCKa BEPOATHOTO NHM-
UMPOBaHUs BUPYCAMM FeMOTPAHCMUCCHBHBIX MHOEKIIMIt
PeLMIINEHTOB JJOHOPCKMX KOMIIOHEHTOB KPOBYU AB/IAETCA
TpaHcdy3noHHbI. PYUCK TpaHC(y3MOHHOTO MHPUIMPO-
Banus supycamy renarutos B u C (I'B u I'B) g 60mbHbIX,
IIO/IYYAIOIMX MHOTOYMC/IEHHbIE TPAaHCHY3UM KOMIOHEH-
TOB KpOBM OT GOJIBIIOrO 4YMC/Ia PasHBIX JJOHOPOB, OCO-
6eHHO BBICOK. B atom ciyyae Hanbornee apdekTuBHBIM
IpU3HAH CIeAYIOLIMI MyTh MOBBIIEHNsA 6e30MacHOCTH
MHOTOKPATHBIX TPaHC(y3nit KOMIIOHEHTOB KPOBM: IIPU-
B/ledeHNe KaK MOXKHO OOJIbIIero 4ucia J06pOBONbHBIX,
6ecrIaTHBIX JOHOPOB KPOBY C BBEJIEHNEM TOBBIIIEHHBIX
SMU/IEMUOJIOTNYECKIX KpUTEpHeB uX oT6opa.

3a moc/efHNe HeCATUIETHUS TIPOU3OUITN KapAUHA/Ib-
Hble TPOrpecCHBHbIe M3MEHEHNs B Tepamuy 3aboreBa-
HUIT CUCTEeMbI KPOBM, MHOTME U3 KOTOPBIX CTanyu M3se-
YMMBbI ¥ XapaKTepU3YIOTCS JATUTENbHOI 6e3peruInBHOI
BBDKMBaeMOCTbIO 60/TbHBIX. OJIHOJ 113 OCHOBHBIX COCTaB-
nsomux 3¢ eKTNBHOro IeyeHns reMo61acTO30B U Jle-
[peccuit KpOBETBOPEHUA AB/IAETCSA aJleKBaTHAs 3aMeCTH-
TenbHAsl TPaHCPY3NOHHAs Tepanus — CBOEBpPeMEHHas,
Jmocraro4Has 1o o6beMy u 6e3onacHas 1A pelunmeHTa.
[loc/nefcTBUS U OCTIOXKHEHUsI TPAHCHY3MOHHOTO MHPHU-
uuposanus supycamu I['B u I'C pennnueHTos TsKensl,
MHOI/Ia TParuyHbl, 0COOEHHO y GO/NbHBIX C HApyIIEHNA-
My uMMyHuTeTa. Ha hoHe MTocTaTnyeckoi u UMMyHO-
CYNpPeCCUBHOM Tepanuy y nHOUIMPOBAHHBIX GOMTBHBIX
OCTPBIMM JIEIKO3aMM ¥ AIl/IACTMYECKOI aHeMueil HeMu-
HYeMO pa3BMUBAETCs [ATONOTMYECKUII BUPYCHBIA MPO-
ecc. VIsmMeHeHMsi B UMMYHHOM CTaTyce GONbHBIX IPH-
BOJAT K CTEPTOCTH KIMHUKO-Ta60PaTOPHBIX CUMIITOMOB
" IATEHTHOMY TeYeHUI0 MHQEKIMOHHOTO 3a60/1eBaHM.
[Ipn aTOM HapylueHa MpPUBbIYHASA MOC/IEIOBATETbHOCTD
06HapY’KeHMsI CEPONOTMYECKUX M MOJIEKY /IS PHBIX TECTOB
Ha Mapkepbl ['B u I'C, uto 3aTpyjHseT CBO€BpeMEHHYIO
[MAarHOCTUKY ¥ BBISIB/IEHUE MH(UIMPOBAHHBIX OOTbHBIX.
3auacTyio peaKTHBALMA BUPYCHOTO NMOPaXKEHUs y OHKO-
reMaToIornyecknx OONbHBIX BO3HMKAET IOC/IE MpeKpa-
I[EHV S JIeYeH VSl M BOCCTAaHOBJIEHNS UMMYHMTETA.

Marepuanbl ¥ METO/IBI

BonbHBIM reMO6IacTO3aMM 1 AeNpeccuaMm KpOBeT-
BOpeHMsI B IlepBble 2—3 Mecslja JIe4eHUs BBITOTHAIOT
B cpegHeM 0Kojo 30 TpaHcysuil KOMIOHEHTOB KPOBU
0T 6O/IBLIOTO YMC/Ia Pa3HBIX JOHOPOB KOMIIOHEHTOB KPO-
BU (Me/IaHa pUB/IeYeHHBIX JOHOPOB — 45 ¢ pasbpocom
ot 0 10 413, cpeiHee YNCIO TOHOPOB — 65). ITo maHHBIM
[IPOBEJIEHHOTO K/IMHUKO-3MMUJEMNOTOTMYECKOTO UCCTIe-
MOBaHUsI OCHOBHBIX COLMOAeMOrpapuyecKux u BHY-

TpubONBHUYHBIX (AKTOPOB pucka y 601bHBIX Ha (oHe
[IPOrPaMMHOTrO JIe4eHNUs, a TAK)KEe MEPBUYHDBIX JaHHbIX
0 KpOBOJa4ax HeCKONbKMX POCCHIICKMX CTaHIIMN Tepe-
JIMBAaHUSL KPOBW, JAHHBIX TECTUPOBAHUA TMPONYKIIUH,
nojiexaiieil BTOPMYHON mepepaboTke ObIIM IMpoBe-
JIeHbl OLIEHKVM OCTaTOYHOIO pUCKa TPaHC(Y3MOHHOTO
uadurmposanunsa (OPTU) supycom I'C. OPTU — ato
eIMHCTBEHHDBINI OOBEKTUBHbBINA, KOMMYECTBEHHBIN (4u-
C/IEHHDIT) [0Ka3aTe/lb BUPYCHON 0€30I1acCHOCTYM TpaH-
cdysuit or MoMeHTa 3a60opa IO NPAKTUYECKOTO UCTIONb-
30BaHMs KOMIIOHEHTOB KPOBI.

Co6cTBeHHbBIE pe3yIbTaThl

B cpegnem OPTU Bupycom I'C cocrasun 1 ciyyai
Ha 1000 nepennThIX KOMIIOHEHTOB KpoBy, 4T0 B 1000 pa3s
Boinre, yeM B CIIIA, Kanape, crpanax 3anagHoit u Cepep-
Hoit EBpombr. Iyt camkenns OPTU pasubie u peienne
3TOM 3ajjauM JO/DKHO ObITh KOMIIIEKCHBIM. VICronb3o-
BaHME CaMbIX BBICOKOYYBCTBUTENIbHBIX Ta06OPaTOPHBIX
TECTOB Ha MapKephl Hanbosee pacrpoCTPaHEHHBIX reMo-
TPAHCMUCCHBHBIX BUPYCHBIX MHQpEKIMIt He MO3BONAET
CBOEBPEMEHHO BBIAB/IATh MHOUIMPOBAHHYI EANHUILY
KOMIIOHEHTa B TOM C/ly4ae, eci JJOHOp Obi MHMIM-
pOBaH He3aJIo/Iro 10 KPOBOJIauy, TO €CTh KOIJ[Ja MOMEHT
JIOHAIIMM COBIA/IAeT C CEPOHETaTMBHBIM IEPUOIOM €CTe-
CTBEHHOrO Te4eHusi MHPEKIMOHHOTO Tporiecca. B ator
Haynboriee ONACHbII IEPUOJ] y MOTEHIIMATbHO MHUIIMPO-
BaHHOTO JIOHOpa ellje He IPOU30LI/Ia BbIPaboTKa B I0CTa-
TOYHOM TUTPE AaHTUTEJ, @ KO/IMYECTBA BUPYCHBIX TEHOMOB
B CHIBOPOTKE KPOBY HEIOCTATOYHO /I OOHApYKEHMA UX
METOJOM TO/IMMepa3Hoii LienHoi peakuyun. Ho B egunnie
KOMIIOHEHTa KPOBM, IIO/IyY€HHOTO OT 3TOTO JIOHOPa, BUPY-
CHBIX YaCTHI[ MOXKET OBbITh JOCTATOYHO JI/Ii BEPOATHOIO
uHpumpoBaHuA penunuenta. I0sTomy B aTuX crydasax
¢ uenbio cHmkennsi OPTU Heo6XouMO NPUMEHATD APY-
r'e METOJbl CeNIeKINN JOHOPOB, OCHOBAaHHbIE Ha COLM-
a/IbHO OPMEHTMPOBAHHbIX NPOLElyPaX PeKPYTUPOBAHMUS
u or6opa. [ToBMMATh Ha «PUCKOBOE» MOBEJIEHNE JOHOPA
i npodeccroHaIbHble PUCKM HEMb3sl, HO MOXHO OTO-
6pathb JOHOpA C HOAXOMAIIMM MOBEIeHUEM 6e3 pakTopoB
pucka. Bakueiilieil cOCTaB/IAwIENl sBAAETCS IPUBJIe-
YyeHyue MMEHHO 0e3BO3Me3/IHBIX [JOHOPOB KOMIIOHEHTOB
kpoBu. PakTop 6eCn/IaATHOCTM JOHALMI SAB/IAETCA BaX-
HEJIINM MHCTPYMEHTOM celeKIuu foHopoB. Omniara j10-
HALMIT ¥ UX M3OBITOYHAS YAaCTOTA MMEIOT NPAMYI0 B3au-
MOCBA3b. OCYIeCTB/ISAS JOHALMM TPOMOOILIUTOB KaXK/ible
JIBe HeJle/lv WK jaxke 1 pas B Mecsl, MHPUIMPOBAHHBIN
JOHOP ycreBaeT MHUIIMPOBATh HECKOIKO PEIIUIINEHTOB,
npexje yeM $akT ero uHpuIMpoBanms 6yser o6HapysxeH
cneuduueckumu naboparopusiMu Tecramu. Ipodeccu-
OHaJIbHASA OIIEHKA BEPOATHBIX (PAKTOPOB PUCKA, MOTUBU-
POBAHHOCTY M COIMAIbHOTO MOBEJIEHUA [IOHOPA, a/leKBaT-
HbliT 0T6OP — 9TO JOCTATOYHO NMPOCThIE, 061IeAOCTYTHbIE
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M 9KOHOMMYECKV MajI03aTpaTHbIE MepbI IIOBbILIEHUs BY-
pycHoit 6esonacHoCTH TpaHChy3uit.

3akmoyeHue

It OHKOreMaTonornyecknx GOMbHBIX, KaK peluImn-
€HTOB MHOTOYMC/IEHHBIX KOMIIOHEHTOB KPOBY, HAa/[0 CO-
KpallaTh YMUC/IO JIOHOPOB, YYACTBYIOLIMX B obecriedeHnn
KOHKPETHOTO Nepuoja edeHns, He YMeHbIIasl B LeIOM
HEOOXOMMBI 06BeM 3aMeCTUTENbHOI Tepanuu TpaH-
cdysnonnbiMu cpefamu. PaumonanbHas opraHusanus
TpaHCY3MOHHOTO obecreveHNsi OHKOreMaToIoTnye-
CKMX CTal[MOHAPOB JIO/DKHA OBITH HampaB/ieHa Ha (op-
MMPOBaHMe ONTUMATbHBIX JOHOPCKMX TPYIHII C 1op6o-
POM YacCTOTBI MX MOBTOPHbIX JOHALMIT TAKUM 06pasom,
4TO6BI B TIpollecce JIeYeHus KaXK[Oro MalMeHTa y4acT-
BOBAJIO KaK MOXXHO MeHblle JJOHOpoB. IIpu atom nHrep-

Ba/Ibl MEX/y IOHALMAMY HAJIO YBEIMYMBATh, YBEINIU-
Basi TeM CaMbIM IOHOPCKYI0 NONynAnuio. B sapybexHoin
M OTeYeCTBEHHO! HAy4YHOIl JUTepaType BONPOCH (op-
MUPOBaHUs PA3IMYHBIX JOHOPCKMX KOHTUHTEHTOB
1 paboTbl C HMMM MpeficTaBneHbl. VI3 HUX crepyer, 4TO
PUCK MHQUIMPOBAHMA B TIIATEIBHO OTOOPAHHBIX MO-
nynAnuax 6e3Bo3Me3HbIX JOHOPOB MOXKET ObITh Ha MO-
PANOK HYKe, 4eM B obuieit nonysiuun. Cpenn 10HOpPOB
CO 3HAYMTE/IbHOI /I0/Ieil TTATHBIX, MHIIUIEHTHOCTD MH-
bunmposanns, Ha060pPOT, B HECKOIBKO Pas BbILIE, YeM
B nonynaunyu. Takum o6pasoM, M3MeHsIsl IPUHLUIL Pe-
KPYTMPOBaHMSA C TTATHOTO Ha 6€3BO3ME3/IHbIil, MOKHO
MO6UTBbCA yBeNMYEHNsI BUPYCHOI 6E30MacHOCTH TpaH-
cysmit B 10—100 pas. Be3Bo3MesjHOe JOHOPCTBO — 3TO
caMmblii 60/1b1I0JT pecypc 1o 06ecrieyeHnIo BUPYCHOI 6e3-
OMacHOCTH TpaHChy3uit.

NPUMEHEHUE METOZA AYTOFTEMOTPAHCOY3UM ANA BOCNOJIHEHUA
WHTPAOMNEPALIMOHHOW KPOBOMOTEPU NMPU KOCTHO-PEKOHCTPYKTUBHbIX
ONEPALIUAX HA YEJTIOCTHbIX KOCTAX

B. U. Tyneko, E. O. TokmadxsaH, M. B. EzosaH
@rbOY BIO «Poccutickuli yHusepcumem Opyx6bl Hapodos», 2. Mockea

AKTyanbHOCTB

Vicropus pasBuTus XMPYprum TECHO CBSI3aHA C TOM-
CKOM CIIOCO60B OBICTPOI1 1 HafIE)KHOI OCTAHOBKYM KPOBOTe-
YEHMs, TIOCKO/IbKY MMEHHO 3TO TO3BOIM/IO Obl 3HAYNTENb-
HO YMEHBLINTb 06'beM MHTPAOIIePALIMOHHOI KPOBOIIOTEPH.
Kak camocroATenbHbIii METOJ BOCIIONHEHMsI OIepalNoH-
HOJ KPOBOIIOTEPHM, MPEIBAPUTE/IbHO 3arOTOBIEHHOI ay-
TOKPOBDIO, B XMPYPrU4eCKO# MPaKTHUKE MCTIONb3YeTCs yiKe
JIaBHO, HO IIMPOKOTO PacCIpOCTpaHeHMsI He oy 4YniL. [1o Ha-
CTOSILIErO BpEMEeHU CYILeCTBYIOT OIpe/je/ieHHble Pa3HOI/Ia-
CHsl, KaK B ONIpe/ie/IeHN I ONITUMA/IbBHOTO 06'beMa 3aroTOBKM
ayTOKPOBM, TaK M B OTHOLIEHU! BO3PACTHBIX TPAHMLI, TJI€
MOXXHO MCTIO/Tb30BaTh JJAaHHbIIT KpoBecOeperauii MeTop
[2,3]. B 3aBMCMMOCTH OT CTIOXKHOCTH 1 06'BeMa KOCTHO-pe-
KOHCTPYK-TMBHOTO BMeIIATe/IbCTBA, BBIIOTHEHHOTO y 814
GO/bHBIX, HA IUIIEBOM Yeperle, a TAK)Ke BPEMEHM ero mpo-
BeZieHNs 06'beM KPOBOIIOTEPY COCTAB/Is 0T 350 110 1450 M,
B cpeziHeM 650 Mt [1].

Ilenp uccmemoBaHMsA — ONTUMM3ALUSA MELUIVH-
CKOJi peabunnTanuu 60MbHBIX C BPOXKAEHHBIMU U TIPUO-
6pereHHbIMY leOPMALIMAMM TIULIEBOTO Y€Pena, 3a CUeT
VICTIO/Ib30BAHMA ayTOreMOTPAHCHY3UM M MUHMMU3ALIN
KPOBOIIOTEPU TIPU KOCTHO-PEKOHCTPYKTMBHBIX OIlepa-
LMAX B YETIOCTHO-TTU1IEBOI 06/acTu.

Marepuanbl 1 METOJBI MCC/IEJOBAHMSA

Kaxgomy 6onbHOMY, NpM ITaHMPOBAaHMM OlEepa-
LMK, Y KOTOPOTO MpeJNonaraaoch IMpeBblllieHne 06be-
Ma nporHosupyemoit kposonorepu 6oree 10% or OIIK,
NPOBOAM/IOCH 3a60p ayTOKOMIIOHEHTOB KPOBU B KOJU-
dectBe 750 M ayrormasmbl u 250 MJI ayTO3PUTPOLIU-
TOB MeTofoM mnasmodepesa. bonbHoMy 3a 3—14 jHeit
10 MPEeAIo/IaraeMoro Xupypruyeckoro BMeIIaTe/IbCTBa
NPOBOAWUTCA CTaHJapTHas Ipolenypa mmasmodepe-

3a. KpoBomnoTepio MbI ONpefe/siin rpaBUMETPUIEKUM
METO[OM. AHa/lN3 KIMHMYECKUX JJAaHHBIX [10KAa3bIBAET,
4TO NIPUMEHEHNE BbIIIENePeYNCIeHHbIX MaHUITYIALMIT
M ayToreMoTpaHcdysus Croco6CTBYIOT BbIPaXKEHHOMY
reMoCTaTu4YecKoMy 3¢ QeKTy B Ipolecce BbIIIOTHEHUA
onepanuy M B PaHHEM MOC/IEONEPAMOHHOM IEPHOJIE,
co3jjaBasi G/1aronpuATHBIE YCIOBUSA /I T€YEHUS peabu-
JIMTALMOHHOTO TIEPUOJIA, COKPALaeT IpebbiBaHMe TalU-
€HTa B OT/IeJICHUM PeaHMMAIIMY M MHTEHCHBHO Tepannm
1 B cranuoHape. I[Ipy 3TOM BO3HMKaeT BO3MOXKHOCTb
u36eXaTh pANa TAKETBIX OCTOKHEHUI, KOTOpble MOTYT
BO3HUMKATb MPU NCIOTb30BAHNY JOHOPCKOI KPOBH.

PesynbraThl MccremoBaHus
3a mocnegHue 5 €T B KIMHUKE YETIOCTHO-TUIEBOI
xupyprun IIKb Ne2 um. H. A. Cemamko OAO PX]]
110 BBILIEYKa3aHHOM METOJMKE NPOONepupoBaHbl 56 ma-
LMEHTOB C aHOMA/MAMU U HePOpMALMAMYU YETIOCTHO-
NMLEeBoit 06macTu. VIHTpaonepaunoHHbiit 06beM KpoBo-
norepu cocrasnAan ot 250 go 450 M.

BoiBobI
AHanus KIMHUYECKNX JIaHHBIX Y GO/NBHBIX NepeHe-
CEHHBIX KOCTHO-PEKOHCTPYKTMBHbIE BMeIIATE/IbCTBA
Ha JIML{EBOM Yeperie MI0Ka3biBaeT, YTO ayToreMoTpaHcdy-
3Us CIOCOOCTBYIOT BBIPAKEHHOMY reMOCTaTUYeCKOMY
adexry B mporecce BBINONHEHUs ONEPaLiMM U B PaH-
HeM I10C/IEOIIEPALIIOHHOM TIepHofie, Co3/laBas 61aronpu-
SITHbIE YCTIOBUSA [/IA TeYeHUs peabuInTalMOH-HOTO Ie-
puoia, coKpamlaer npebpiBaHue MalyeHTa B OT/ie/IeHUn
peaHMManuy U UHTEHCUBHOI Tepanuu U B CTal[MOHApe.
[Ipu 9TOM MOXXHO TpENyNpefUTb PasBUTHE Psjia TsXKe-
JIBIX OC/IO)KHEHMi1, KOTOPbIE MOTYT BO3HMKATh IIPU MC-

0/1b30BAHUY JJOHOPCKOI KPOBML.
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HEMTPANIM3ALINA AHTUKOATYJIAHTHON AKTUBHOCTU CY/IbOATUPOBAHHOM
LENNIONO03bl, BbIAENEHHOWN U3 GOSSYPIUM HIRSUTUM, CYNIb®ATOM NPOTAMUHA
INVITROWUIN VIVO

A. A. Kywum', H. H. ipo3d’, M. A. Topnonoe’
1 — @BY «femamonozuyeckul Hay4Heit yeHmp» M3 P®, 2. Mockea; 2 — @I'bY MHcmumym xumuu Komu
Hay4Hozo yeHmpa YpO PAH, 2. CelkmeblgKap

BBejgenne (aKTyabpHOCTD)

Jlna npepoTBpalieHust M JledeHus Tpom6oambo-
JINYECKUX HApYLIeHWIT MCIONb3YIOT aHTUKOATYIAHTbI
(AK). Onno n3 no6ounsix geicreuit AK — remopparum.
B KauecTBe aHTMZOTA IIPU YIpo3e KPOBOTEYEHUS B K/IM-
HUMYECKON TPAaKTUKe UCIOMb3YIT CynbdaT MpoTaMMHa
(CIIT) — cMech OCHOBHBIX MOJMIENTHIOB (BBIAEIAIOT
13 MOJIOK sococs) [2].

Ilens v 3agaum UCCIEROBAHMA — MCC/IEIOBATH Hell-
Tpa/NM3alMI0 AHTUTPOMOMHOBOI aKTHBHOCTH CynbdaTu-
posanHoit uenmonossl (CII), Boiienennoit us Gossypium
hirsutum, cynbdaTom npoTaMmHa in vitro u in vivo.

Marepuanbl ¥ METO/IbI

B pa6ore ncnonbsosanu CII ¢ MoneKynapHOi Mac-
coit (MM) <50 kJla, cTemeHbi0 CynbpaTMpOBaHNUsA
(CC) = 2,4 u auTuTpOoMOMHOBOIT akTUBHOCTHIO (alla)
87,9+24,5 Ex/mr. Heitrpanusanuio alla akrusroctu CII
in vitro olleHMBa/IN C IIOMOIIbIO TECTA AKTUBUPOBAHHO-
ro 4yacTu4HOro rpomboractuHoBoro Bpemenn (A4TB)
¢ mIa3Moii 4enoBeka. Bpemsi mosiBneHus GubpuHOBO-
ro CrycTKa OmpefieNnany Ha kKoarynomerpe. Heiitpann-
sayuio alla akTMBHOCTM TIa3MBbl in Vivo OIpeensin
npu BHyTpuBeHHOM BBefieHnn (8/8) CII oTienbHO u co-
BMecTHO ¢ CIIT B KpaeByio yIIHYI0 BeHY KPO/IMKaM I10-
poabt HInuumna. [lanee KpoBb 0TOMpanyt 10 BBEIEH NS
u yepes Kaxpsle 5, 10, 15, 30, 60, 120, 240 MmuHyT noC/IE
BBeJleHNs.. B KauecTBe npenapaTa CpaBHEHMS IpuMe-
Hsamn Heppakunonuposanusiit remapun (H®I, “Bio-
pharm Co Ltd”, Illanxait-Tonkonr, Kurait, alla = 140
EIl/mr).

PesynbraTnl

In vitro B Tecte AYTB ¢ yBennuennem KOHIEHTpALINN
HOT (8 npobax 6e3 CIIT) alla akTMBHOCTD yBeIn4MnBa-
nachb ot 0 710 0,80+0,11 EJl/mr. ITpu gob6asnenun CIIT Ha-
6mropanu JoctoBepHoe cHikeHue alla aktusrocTu HOT
B KoHUeHTpauuu 0,814 mxr/mn o 0,53+0,03 EJI/mn

Hamu ormeueHo pocroBepHoe (p=0,004) cHuxeHne
alla aktuBHoctu HOT B koHuentpanum 0,571 MKr/miun
U TPAaBUMETPUYECKUX COOTHOLIEHUAX aHTUOT/aHTH-

koary/auT 1,25 u 1,43. B «uyneBoit Touke» (1. e. 6e3 CIIT)
Hab/molain Bo3pacTaHyue aHTUTPOMOMHOBON AKTMBHO-
ctu ot 0,04+0,01 mo 0,80+0,15 EJl/Mn ¢ yBenmdeHnem
koHe4yHOI KoHueHTpanuu ClII. B 1nanasoHe KOHIEHTpa-
unit CIIT ot 7,14 no 8,43 MKI/M/1 OTMeYa/In JOCTOBEPHOE
camxkenue alla aktusroctu CII go 0 Ex/m.

IIpu B/B BBegeHuy rpynne kponukos HOI B gose
Imr/kr B Tecte AUTB 6b110 OTMEYEHO MaKCHMaibHOE
yBeMYeHNe BpeMeHM CBEepTbIBAHMA I[UIa3Mbl M aK-
TUBHOCTH dYepe3 5 MuH f10 322,9+11,0 cex u 3,12+0,12
En/mn, coorBercTBeHHO. [Ipy HeitTpanusaimu cynbda-
TOM NpoTaMuHa B 1o3e 1 Mr/kr alla akTMBHOCTB CHIKA-
nacs 10 0,23+0,06 Ex/m. [1pu BBegerunu CII (Imr/xr) (6e3
CIIT) yepe3 5 muH alla akTuBHOCTb cocTaBuia 1,02+0,09
En/mn u 6s11a HeitrTpanusosana CIIT fo 0,52+0,06 Ex/mi.
[onuyiwo Heitrpanusauuio (alla = 0 En/mn) wabmogann
st HOT u CII yepes 120 u 180 MuHYT 1OC/e BBeleHNU,
COOTBETCTBEHHO.

3aknoueHne

Ocratku aprunusa (67%) npupator CIIT nonoxu-
TEJIbHBIN 3apsifl, IPOYHO CBA3bIBasA MOJIEKY/Y C aHMOH-
HBIMY [IEHTPaMM refapyiHa 1 pa3buBas KOMIIEKCHI Tera-
pus-antutpoM6bus. CIIT HeliTpanusyer alla akTuBHOCTD
HOT in vivo B COOTHOLIEHUM aHTUJOT/QAHTUKOATY/IAHT
0,7—1,6, 4TO COBIA/[AET C TUTEPATyPHBIMMU TAHHBIMMU [1].
Heitrpanusanuio alla aktusroctu CII mpoTaMuHOM Mbl
HaO/IIOa/li TIPY BECOBBIX OTHOLIEHMAX aHTHAOT/aHTHU-
koarynsauT 0,5—6,0. [Ipu Hesirpamusauun CIIT in vivo
6b1710 oT™MeueHo cHykeHue alla aktuBHocTH y HOT 1 CIJ
B 12 n 3 pasa npu BBeIECHUM aHTUKOATYIAHTOB B J103aX
1 MI/KT, COOTBETCTBEHHO.

JInteparypa

1. CummingA.,JonesG., WensleyR.,etal.Invitroneutralization of
heparin in plasma prior to the activated partial thromboplastin
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56.

2. Pai M., Crowther M. Neutralization of heparin activity //
Handb. Exp. Pharmacol. 2012. Ne 207. P. 265—277.

Ne 3,2013



BecTHMK NocneaunIoMHOro MeguUMHCKoOro o6pasoBaHus

39

KNUHUYECKUIA CNYYAN: TEMOOUNUA, OCNOXHEHHAA PA3BUTUEM UHTUBUTOPOB
K ®AKTOPAM VIII U IX

M. A. Kymckoea', E. A. Cepezuna’, M. A. [paueea’, H. U. Konawuna?, A. H. Bananduna’,
K. I. Koneinos’
1 — @bI'Y Jlemckuti yeHmp 2eMamosio2uu, OHKO102uU U uMMyHono2uu um. . Poeavesa M3 PQ, 2. Mockea;
2 — @OBY «lemamonozuyeckul Hay4Hoil yeHmp» M3P P®, 2. Mockea

BBenenne

Haunbonee TsoKenbiM OCIOKHEHMEM reMoMUInm sB-
nsiercsa GopMUpOBaHME MHTMOUTOPOB K JAePUIMTHBIM
¢dakropam kpoBu. YacToTa BO3HMKHOBEHMA WHIMOU-
TOpHOIt popMbl remobunuyu A cocrasnseT 1o 33%, npu
remodunmuu B — 1,5—2%. Cyuan ofHOBpeMeHHOT0 06-
pa3oBaHMs MHTMOUTOPOB K ABYM (pakTOpaM KpOBM KaK
ocloXHeHue remobuauu efuMHMYHBL. B pabore mpep-
CTaBJ/IeHbl Pe3y/IbTaTbl 00C/IeJOBAHMA TTAl[MEHTa C HAJN-
4yeM MHIUOUTOPOB O{HOBPeMEHHO K (paKTOpaM CBepThHI-
BaHus KpoBu VIII n IX (FVIII n FIX).

Knuunyeckui cnyyvai

[TauueHt A, 9 71eT, C OCHOBHBIM IMAarHO30M remodu-
nust A, Tskenasi Gopma, obparuics ¢ kanobamu Ha ped-
PaKTepHOCTh IPOBOAMMOIN 3aMeCTUTENbHONM Tepanmun
FVIIL. C uenpio oueHkn 3¢ PeKTMBHOCTH MPOBOAMMOIN
Tepanuy naiyueHTy yepes 24 yaca nocne seefgenns FVIII
B no3e 1000 ME (30 ME/kr) 6biin onpegeneHbl aKTH-
BMPOBAaHHOE YaCTUYHOE TPOMOOIIACTMHOBOE BpeMs
(AYTB), koruenrpauun FVIII, ¢pubpunorena u ¢axro-
pa ¢ou Bunnebpanna (VWF), arperanms TpoM6oLnToB
C PUCTOLMTMHOM M IIPOBEJEHBI TeCTBI TPOMOO3TACTOr-
padum u tpombopmHamuku. B koarymorpamme orme-
yanoch yanuHenue AYTB cBbime 250 cex. mpm HOpMme
36 cek., FVIII — 0,3%, FIX — 0,1%, ¢ubpuxoren 2,9
r/n (1,8—4,0), vVWF 114% (>40%), arperauus ¢ pucro-
uetnHoM 91% (80—100%). [TanHble TpOoMOOAMHAMMKY
TMOKa3a/M HOpMa/ibHOe BpeMs 3aJIepKKM POCTa CTrycTKa
(Tlag) — 1,1 mun (Hopma 0,8—1,5 M¥H) 1 BbIpaKEHHYIO
TUIOKOATY/IAILMIO 110 BCEM TapaMeTpaM TecTa, Xapak-
TepusyouM a3y pocra CrycTka: CHU)KeHUe Hadallb-
HOI1 ckopocTu pocra cryctka (Vi) zo 9 Mxm/MuH (Hopma
39—55 MKM/MUH), cTaloHapHoit ckopocTu (Vst) mo 4
MKM/MuH (Hopma 21—30 MKM/MMH), pa3Mepa CTyCTKa
yepes 30 munyT (CS) 10 262 MKkM (HOopMma 833—117 MKM).
B Tecte TpoM603/IacTOrpaMMBbl CTYCTOK He 06pa3oBar-
cs1 BoBce 6ortee ueM 3a 4 vaca. [TorydyeHHbIe pe3y/IbTaThl
yKa3bIBa/lM HA OTCYTCTBYME OTBETA Ha BBeJIEHME IK30TeH-
Horo FVIIL. YuurpiBasa mmeroniuecss faHHbIe aHATU30B,
a/UleprudecKuii aHaMHe3 manyeHTa (MpM Ha3HAYEHUU
Dennbyra ObTa OTMedeHa ajepruyeckas peaxius

B BMJIe KPAlMBHMUIIBI), IepeHEeCeHHbIe 6 MecAlleB Hasaj
MHorokpaTHbie OPBV ¢ inTenbHbIM TeYeHMEM U BBICO-
KUM TofbeMoM TeMmepatypsl (o 42°C), 4acTyio cMeHy
npenapatoB cBepTeiBanus kposu VIII (kak rmmasmaTuye-
CKMX, TaK ¥ peKOMOMHAHTHBIX), 6b1/10 3a107103peHo Bop-
muposauue nuruburopa k FVIIL. OtgenbHoe BHMMaHMe
npuBieKk (GakT BBIPAXKEHHOTO CHIDKEHUS TOKasareseil
CKopocTeit 06pa3oBaHMs CTYCTKA, He OTMEYaBIINIA JlaXKe
npu MHruOMTOpHOIM popme remodunun. beia HasHave-
Ha pa3BepHyTas Koaryjorpamma (48 yacoB nocie BBefie-
uus FVIII), koTopas mokasana Hanuyyue MHIMOUTOPOB
onpnoBpemerHo K FVIII u FIX (AYTB — 238 cek., FVIII —
0,1%, FIX — 0,1%, narnbéutop x FVIII — 3,7 BE, uuru6u-
top K FIX — 4,5 BE, [T — 38%, FII — 76%, FVII — 158%,
FX — 81%).

[TanmeHTy peKOMEHJOBaHO INpeKpallleHue BBefe-
HuA npenapatoB ¢akropa cBeprhiBaHus Kposu VIII.
W3-3a Hannmuua uarn6buropos k FVIII u FIX pns cra-
6muamsanuy reMocTasa MalMEeHTy Ha3HauyeH peKoMOu-
HaHTHbI (akTop cBepreiBauus Kposu FVII B nose
120 Mr/Kr c mOBTOPHBIM BBeJeHMEM IIperapaTra Ka-
XKIble 3 4Yaca [0 OCTAaHOBKM KpoBoTeueHus. IIpose-
AeHMe MHAYKIMM MMMYHHO! TONEPAaHTHOCTU B JaH-
HOM C/ly4ae AB/IAETCA He PaliMOHA/NbHBIM M3-3a PUCKA
PasBUTHUA C a//IEPrUYECKMUX peaKI[Mil BIJIOTh 10 aHa-
GUIAKTUYECKOTO 1IOKA C MOC/MeAYIOUMM yBeIndeH!-
eM TUTpa MHTUOUTOpPOB K 0b6oum dakropam. Bompoc
o criennduUeCcKoit Tepanuu ¢ 1eIbi0 IMMMUHALUU UH-
rubéuTopa Ha CeroAHALIHNII IeHb OCTAETCSA OTKPBIThIM.
Heob6xonumo nposejeHme JONOTHUTETbHBIX 006CIe/0-
BaHMI1, B TOM YUC/IE OTIpe/ie/IeHe UMMYHHOTO CTaTyca,
MOHMTOPMHT TUTPOB MHIMOUTOPOB Ha (OHE Tepanmumn
PEKOMOMHAHTHBIM.

3aknroueHne

Ilpn ouenke 3ddeKTMBHOCTH MPOBOAUMOI TeMO-
CTaTUYeCcKoit Tepamuyu y GOnbHBIX remoduimeir 60/1b-
1I0€e 3HaYeHMe MMeeT MHAMBUAYATbHBIX MOAXO0A. BaxkHO
He TO/IbKO JICC/Ie/IOBATh KOAT'Y/I0NIOTNYeCcKye oKa3aTe/n
reMoCTa3a, HO UCIOMb30BaTh U APYTHe JOCTYITHbIE METO-
IBI OLIEHKM, TaKye KaK TPOMOOAMHAMUKY U TpoMboaria-
CTOrpamMMy.
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COCTOAHUE CBEPTbIBAIOLLEN CUCTEMbI U PUCK PA3BUTUA COCYAUCTDIX
OCJIOXXHEHWUI Y BOJIbHbIX CAXAPHbIM AUABETOM

U. A. KypHukosa
@rbOY BIO «Pocculickul yHusepcumem Opyx6bl Hapooos», 2. Mockea

AKTyanbHOCTH

CaxapHblit uabeT, Ha CETOAHAIIHNIT IeHb, OTHOCHUT-
csl K YMCIy 3a60/1eBaHMII PacpOCTPAHAIOINXCA C IMU-
[AeMUYECKOi CKOPOCThI0. MHOTOYMCIEHHbIE CTATUCTHYe-
CKMe MCC/IeJOBAHNUS €XKETOJHO CBUJIETEIbCTBYIOT O TOM,
4TO CKOPOCTb PAacIpOCTpaHeHMsA caxapHoro amabera
IpeBbILIAeT BCe HOMYCTUMbIE IPOTHO3BI U M/I0XO MOJI/a-
eTCsl KOHTPOJTI0 CO CTOPOHBI MEMIIMHCKOTO coobmiect-
Ba. [ToaTomy «ku3Hb ¢ uabeTom» B GryKaiiiiee Bpems
IPeJCTONT He TONbKO MAalMeHTaM, HO ¥ BpayaM.

XapaKTepHOil 0COOEHHOCTbIO CaxapHOro amabera
KakK 3a6o/eBaHMA ABNAETCA CUCTEMHOCTDb MOPaKEHMA
OpraHOB U CIOKHBINM KAacKajl MaTOreHeTMYeCcKnX Mexa-
HM3MOB. B cTpyKType maroreHesa, 0ocO6eHHO COCyau-
CTBIX OC/IOXKHEHMII caxapHoro amabera, He IOC/IeLHee
MeCTO OTBOJMTCS COCTOSIHUIO CBEPTHIBAOILEI CHCTEMBIL.
CocyanucTpie OCTO)KHEHMS CaXapHOTro Auabera MMeEIT
C/IOKHBIM MATOTEHeTHHeCKMiT MeXaHU3M, BK/IIOYal0-
LM YBe/IMYeHMe aiTe3uy ¥ arperanuy TpoMOoINTOB;
aHOMA/IMM CBEPTBHIBAIOUIEH CUCTEMbI; JMCIUIONPO-
TeUAEMHI0; IHAOTENANbHYI0 ANCHYHKIMIO; THUIIep-
HAaTpueMus ¥ IOBbilIeHKUe obuiero mnepudepudeckoro
COIPOTUBJIEHNSI COCY[IOB; T/TIOKO30TOKCUMYHOCTD M WH-
CY/IMHOTOKCUYHOCTD.

V3BeCcTHO, 4TO y GONBHBIX CaXapHbIM AuabeToM Ha-
6rrofjaeTcsi CKJIOHHOCTb K TMIEpKOArynsauuu (yMeHb-
lLIeHMe BpEeMEHM CBePTBIBAHMA KPOBM), yBelMdeHMe
NpOTPOMOMHOBOTO MHJEKca, CHIDKeHue GubpuHOIM-
TUYECKO aKTMBHOCTU KPOBU. B MeIMIIMHCKON /uTe-
parype ecTb CBefleHUs O CHVIKEHMM YPOBHA rernapuHa
Y TeIlapUHOMIOB, YTO NMPUBOAUT K TopMokeHuto I u II
¢da3bl cBepTHIBAHMSA KPOBU. ATIOMEpalMOHHASA U ajjre-
3uBHasi QYHKUMU TPOMOOLMTOB, HAPOTHUB, YCHIEHDI
M [0 HEKOTOPBIM JaHHBIM HAXORATCA B NMPAMOI KOp-
PE/IALMOHHONM CBA3M C JIEKOMIIEHCAl[Meil CaXapHOro
nuabera. OCHOBHBbIE ITPOSIBIEHMS TPOMOOLMTAPHBIX
aHoMa/nit y GO/NIbHBIX CaXapHBIM JuabeToM CBA3aHbI
C: yBeIM4YEeHMEM a/ITe3MBHOCTM M arperamuu Tpom6o-
LIUTOB; yMeHbIIIEHNEeM BPeMeHM JKM3HU TPOMOOLUTOB;
yBeIMYeHneM MpPOAYKUuM TpoMmbouuTaMu TpoMOOK-
CaHa M JAPYTMX COCYAOCYKMBAIOIINX IPOCTAHOMJIOB;
CHIDKEHMEeM BBIPAaGOTKM TpoMmbouuTaMyu MpoCTalN-
K/IMHA U JPYTUX COCYAOPACIIMPAIOUIMX TPOCTAHOUIOB;
HapylleHMeM TrOMeoCTa3a JIByXBa/€eHTHBIX KaTHMOHOB
B TpoMOoOLuUTaX; yBenudeHne HepepMEHTHOTO I/IMKO-
nu3a TPOMOOLMTAPHBIX 6€TKOB, BK/IIOYAS IJIMKOIPOTE-
unbl [IB u IITA [Epstein M.,1997].

DyHKIMOHATBHOE COCTOSHME CBEepThIBAKOIIEN CH-
CTeMbl B IaToreHe3de TPOMOOIMOONTMYECKMX OC/TOXKHe-
HUIT Y GONBHBIX CaXapHBIM AnMabeTOM C COCYAMCTHIMU
OC/IOKHEHUSAMU VMeeT OTPOMHOEe 3HaueHue, MeHseT
K/IMHNYECKYI0 KapTUHY Te4eHN s MIeMN4ecKoit 6ome3nu,
MH}APKTOB M MHCYIBTOB Y 3TOJ KaTeropyuy MalieHToB.

['Mnepkoaryisaums u MOBpeXAeHUs cuctems GubpuHo-
JN3a B COYETAHMM C TMIEPAKTUBALMEH TPOMOOUUTOB
y 6onbHBIX caxapHbIM AnaberoM BefyT K Al mimkemu-
9eCKMM ¥ JIMINAeMUYEeCKMM HapyLIeHMAM C MpOsBIe-
HUAMHU noBpexzeHuit cocyaos [Carmassi F.. et al.1992;
Ibbotson S. H. et al.1992]. Tak, y 601bHBIX caxapHbIM
nuabeToM, 0COOEHHO MpU TOBPEX/EHMM 3HAOTENHA/Ib-
HBIX K/IETOK, MUKPO- ¥ MAaKpOCOCYAMCTBIX HapyIIeHN-
AX M NP HEY/IOBIETBOPUTENIbHOIM TUIIOITHMKEMMYECKOIA
Tepanuyu HaOIIOAAETCS POCT AaKTUBHOCTH PAAa KOMIIO-
HEHTOB CBEpPTHIBAIOLIEH CUCTEMBI, BK/II0Yas Bbipabarb-
BaeMblit aHoTenMeM ¢pakTop Bumnebparnna, a Beicokas
KoHL[eHTpaums KoMmnoHenToB VIII ¢akropa Bener K ru-
IepITIMKEMUY, YBEIMYEHMIO CKOPOCTH 0O6pasoBaHuA
TPOMOMHA M K POCTY OKK/TIO3MPYIONIMX TOPAKEHUI CO-
CYHOB y 60/IBHBIX CaXapHbIM J1abeToM.

HaM npeacTaBasiioch MHTEPeCHbIM 0OpaTUTbCA
K 9TON TeMe C APYTUX MO3UIUI — YCTaHOBMTb CBA3b
MeXJy COCTOSIHMEM CMCTeMbl CBEPTBIBAHMA M Xapak-
TEPOM M CTEIEHbIO TSKECTU COCYAMCTBIX OCTIOXKHEHMIA
y 60/1bHBIX CaXapHbIM AnabeToM 2 TUIA.

[[enb — M3y4YMTb CBA3b MEX/Y BbIPRXXEHHOCTBIO CO-
CYAMCTBIX OC/IO)KHEHMI U UBMEHEHUAMM B CHCTEME CBep-
THIBaHMsA y GONbHBIX CaXapHBIM AuabeTom 2 THma.

Marepuan u METOABI

Boino ob6cnegoBano 38 manmenTos, cTpagawomux CJJ
2 tuna B Bo3pacte ot 40 1o 65 et (cpemHmit Bospact
49,5+6,3r). JlnutenbHoCTh 3ab0/meBanmus cocrasuna 7—10
ner. I'pynny HabmofeHus coctaBuin 14 NanmeHTos,
y KOTOPBIX NMOMMMO AMarHOCTMPOBAHHOM aHTMONATUN
B aHaMHe3e ObUI IepeHeceHHbIN OCTPbIil MHOAPKT Mu-
oKappa (ZaBHOCTb He MeHee 3-X JIeT), K MOMEHTY Mccre-
moBaHMsA — MOCTUHGAPKTHBIM KapAnockaepos. [pynmna
cpaBHeHMs — 24 manuenTa ¢ CJI 2 Tuna, 0C/I0XKHEHHbIM
aHTMONaTHell HIDKHUX KOHeYHOoCTel. B Kaxon rpymime
MALMEHTOB IOTy4YeHHbIe JAHHbIE pacCMaTpuBajy B 3a-
BUCMMOCTH OT KayecTBa KomneHcauuu CJI. Mucynuno-
Tepanuio nomyvanu 22 maguenra (58%), nepopanbHyio
caxapocHKamwlylo Tepannio — 14 (42%). Bce mauu-
eHTbl 00C/Ie[JOBA/INCh B YCIOBUAX CTAllMOHAPA M MMeE/H
HeynoBeTBopuTenbHylo kommnencanuo CII. YposeHb
KOMIIEHCAIIMM YI/IeBOJHOTO OOMeHa OLleHMBaIu Mo COo-
llepXKaHuio0 [IMKUpoBaHHOro remornobuna (HbAlc).
Omnpepensiny MHAEKC MAcChl TeIa, YPOBEHb CUCTONMYE-
CKOTO M JMaCTOMNYECKOTO apTepMaNbHOTO JaBIeHUS,
[OKa3aTe/l JIMIMAHOTO CIIEKTPa ChIBOPOTKM KPOBMU
(o6urmit xomectepuH, Tpurauuepuabt, JITIBIL, JITTHII),
COCTOsIHME CHCTEMbI T€MOCTa3a 10 JJaHHBIM TpomMboaa-
crorpadun (T3 1, K, ma, S, T) u nokasarensam npoTpom-
6unosoro (ITTB), rpom6buHOBOTO Bpemenu. Onpeensnm
TakxKe copepkanme GpubpuHorena, pubpMHOTUTIIECKOI
akTUBHOCTH KpoBU. CoCTOsIHME Nepudepnyeckoro apre-
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pUanbHOrO KPOBOTOKA OL[EHMBA/NOCH 110 [AHHBIM YIIb-
TPa3BYKOBOI Jommieporpaduy, pacCYNTHIBA/ICA JIOJIbI-
yxeqHO-TUTeueBoit nuaexc (JITIN).

Pesynbrarhbl M 06CyKIeHME

IIposiB/eHys TUIEPKOATYIALMM GbIIN OOHAPYKEHBI
y 86% NalyeHTOB IPYIIIbI Habmogenns u 41% mnauu-
€HTOB TPyIIbl CpaBHeHMA. B a0l rpymnre malueHToB
B nokasatenax TOI ormeuyeHO cHuKeHue r o 182+11
¢, K mo 11248 ¢, S mo 13,0+2,4 mun, T mo 15,7+4,1 muH
(N =23—29 mun); nosbienne [ITB u ¢pubpunorena. Jlo-
CTOBEpHOI KOPPEIAIMN C MOKa3aTe/lsAMM YIIEeBOJHOTO
M TMIIUIHOTO 0OMeHa BBIsABIEHO He ObIIO, HO OTYET/INBO
MPOC/IE)KUBANTACH CBA3b C UBMEHEHMSMM COCY/IOB I10 /IaH-
HpiM Y3U. Y 78,6% maumeHTOB TPYNIbI HabmofeHUs
1 33% GO/BHBIX IPYIIIbI CPABHEHUSA OTMEYEHO 3HAUMMOe
CHIDKEHME CpejiHell CKOPOCTY KPOBOTOKA U ITY/IbCOBOTO
MHIEKca B epudepnuecKux apTepusx, CHIKeHue I0bl-
YKEYHO-TI/Ie4€BOrO MHJIeKca B cpefiHeM Ha 18%.

[TouTy y HOMOBUHBI GONBHBIX C TSAXKE/TBIM T€YeHUEM
CJl 2 TMma M OCTPbIMM COCYJUCTBIMMU OC/TOXKHEHUAMMU
B aHaMHe3e, OTMedYeH IOBBILIEHHbII YPOBeHb (Pubpu-
HOTE€Ha U CHIDKeHUe PUOPMHOMMTUYECKOH aKTUBHOCTH
CbIBOPOTKM KPOBM. PeTpocnekTmBHOE MCC/Ie[OBaHIe
TI03BO/IM/IO OLEHWUTH CBs3b MEX/Y HapyLIEHUAMU B CHU-
cTeMe CBEPTBHIBAHMS M PUCKOM BO3HUKHOBEHMS OCTPBIX
cocynuctbix Hapyurenuit — OR-2,4 (p<0,001).

3aknoueHue

SIBNIeHMA TUIEPKOATY/IALMN y GONbHBIX CaXapHbIM
nuabeToM CBUIETENbCTBYIOT O HMPOTEKAKIUX IpOoLec-
caxX MUKPOCBEPTHIBAHMUS KPOBU U ABNAIOTCA KpUTEPUEM
HEO/IaronpusTHOrO MPOrHO3a. DTU TMALMEHTBl — TPyTI-
na pucka 10 PeLUAMBY OCTPBIX COCY[MCTBIX Hapylie-
Huit. OnTUMMU3aLMsA CUCTEMHOTO MOJXO/la K JIeYEHWIO
u peabunuranyuu GOTBHBIX CaXapHBIM 1abeToM JO/K-
Ha TIpelycMaTpuBaTh 00sA3aTe/NbHYIO OLEHKY QyHKUMO-
HA/IbHOTO COCTOSTHMS CUCTEMBI CBEPThIBAHM S KPOBM.

TPOMBOLUTOMNEHUA HA ®OHE NPOTUBOBUPYCHOW TEPANUU XPOHUYECKOIO
FENATUTA C1TEHOTUMA

A. P. Hus308"2, 0. 0. Xagucosa', . 1. Ozypyoe™?
1 — @IBOY BI10 «Poccutickuli yHugepcumem 0pyx6bl Hapodos», 2. Mockea; 2 — LleHmp u3y4yeHus neyeHu
PY/IH, 2. Mockea

AKTyanbHOCTD

Oxko70 130—210 MU/IIMOHOB YeNI0BEK, TO eCThb 3% Mu-
pOBOrO HaceneHusl, MHUIMPOBAHBI BUPYCOM TeraTuTa
C (HCV) [4, 5].

Tpombouuronenust  (Komu4ecTBo  TpoM6OUNTOB
<150000/mMK/1) sABISETCA YACThIM OCIO)KHEHMEM Y Ta-
IIMEHTOB C XPOHMYECKUMM 3a60/eBaHMAMMU TEYEHH,
KoTopoe Habniopaercs y 76% maunentos [1]. lanuoe
COCTOSIHME KOPpPEeIMPYeT C TeNaTOLe/TIONIAPHON Helo-
CTaTOYHOCTBIO M BbIPaXKEHHOCTbIO ubposa [6]. Yme-
pennas TpombountoneHus (KOMMYeCTBO TPOMOOUNTOB
50000—75000/MKJ1) BCTpedaeTcsi mpumepHo y 13% ma-
IIMEHTOB C LMPPO30M neyeHu. Takyke, B pasBUTHE TPOM-
601 MTOIIEH Y MOTYT BHECTM CBOJ BK/Ia/| TaK1e daxTopsl,
KaK CeKBecTpauus TPOMOOIMTOB Ce/e3eHKOI, MUENOCy-
npeccusHblit a¢pdext nupexkuun HCV u npornsosupy-
cuas tepanus (IIBT) xponnueckoro remaruta C (XTC)
OCHOBaHHas Ha IpuMeHeHnu nHTepdepoHos (1, 6].

SIBnsieTcs aKTya/IbHBIM BONPOC O TaKTMKE BeJleHMS
nanHoro ocnoxxHenns IIBT XTI'C. B Hacrosuiee Bpems
TPy CHYKEHNU KO/M4ecTBa TpoMboinTos Hike 50000/
MKJI, TIOKa3aHa peyKIus [03bl MernHTepdepoHa, npu
najieHun ypoBHs TpoM6oruTos Hike 25000/MK1 — ero
OTMEHa, 4TO CTaBUT MOJ yrpo3y 3hGeKTUBHOCTDb Te-
panuu, ocoberro npu 1 resorune HCV [2]. C apyroit
CTOPOHBI, MCIIONb30BAHME CPECTB CTUMY/IALUN TPOM-
6010332, TAKMX KaK 3MTpOMOOIAr, HECMOTPS Ha UX 3¢-
(beKTUBHOCTD, 3HAYMTENBHO YBEINYMBAET CTOMMOCTD
[IBT XTC [3].

Ilens uccmegoBaHUsA — YTOYHEHNUE 3HAYEHUS TPOM-
6ountonenun Ha pone [IBT XTC 1 renotumna.

Marepuanbl 1 METOJBI

[IpoBeiéH peTPOCIeKTUBHbIN aHann3 maHHbIX 101
MalyenTa, MOMy4YaBInX ABYXKoMmoHeHTHYI0 IIBT me-
runTepdepoHoM u pubaBupurom no nosoxy XI'C 1 re-
HoTuma. VI3 uux 25 (24,8%) 4enoBeK C MPOJABUHYTHIM
dubposom (F3—4, METAVIR) neuenn. TpomboruTorne-
HMS OIIpefie/IANach, KAK CHYDKEHME KOMYeCTBa TpoM60-
uutoB Hmke 150000/Mki1. B KauecTBe CTaTUCTUYECKOTO
MeTO/Ia MCTIO/Ib30BA/INCh KPUTEPUIl X-KBaipaT M TOYHBIN
Kkputepnit Guiepa.

PesynpraThl

B pesy/ibrare JaHHOTO MCCIEOBAaHUSA TPOMOOLMTO-
nenns Ha poue [IBT ormeuanacs y 39 (38,6%) mauneHTon
B 0611eit monyaanuu. JJocToBepHbIX pa3Iuunil B 4acTOTe
pasBUTHs TPOMOOIMTONIEHNH Y TAL[MEHTOB C IIPOJIBUHY-
TbiM pu6po30M i Ge3 Hero BBIABIEHO He 6bI/I0 (44,0% vs
37,0%, p=0,636). Takxe He HabTIOaTOCh TOCTOBEPHBIX
pasnnunit B JOCTV)KEHUM YCTONYMBOTO BUPYCONOTHYE-
ckoro orsera (YBO) B rpynmax ¢ TpoM6ounuToneHuen
u 6e3 Hee. MUHMMABHBIN YPOBEHb TPOMOOIMTOB CO-
craBua 73000/Mxk1, 4TO He oTpe6oBano MopuduKanun
no3 nernHrepdepoHa. [eMopparnuecknx OCIOXKHEHMUN
TaKxe He 6b110 3aPUKCHPOBAHO.

BoiBojbI
Passutue B xoge [IBT XI'C TpomboiuTonenun ner-
KOil ¥ yMEpEeHHOI CTelleHH, He Tpebyoleit KoppeKunm
103 MpenaparoB, He UTPAaeT HEraTMBHON PONM B JOCTH-
xxerun YBO. CoBpeMeHHas [IByXKOMIIOHEHTHAsA MPOTH-
BOBMpYCHasl Tepanus sB/IAETCA JOCTaTOYHO 6e30macHOit,

Ne 33,2013



42

Martepuanbi BTopoit POccniickoi Hay4yHO-NpaKkTU4YecKon KoHpepeHLun

B TOM YMC/I€ U JI/IA IEYEHUA MALIMEHTOB C BbIPA)KEHHbBIM
IOpaXXeHMEM IE€UYECHU.
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FTMNOKOATYNALUNOHHBIE U TPOMBOLIUTONEHUYECKME COCTOAHUA NPU
3ABOJIEBAHUAX NEYEHU, ACCOLUMNPOBAHHbIX C BEPEMEHHOCTbIO

T. C. lTonukapnosa, H. B. Masypuuk, 1. I1. Ozypyoe
@rbOY BINO «Poccutickuti yHusepcumem opyx6sl Hapodos», 2. Mockea

AKTyanbHOCTH

Cucrema cBepTbIBaHUS KPOBM IIpeTepIieBaeT HEKOTO-
pble U3MEHEeHNs BO BpeMs 6epeMeHHOCTH. 3HaYNTe/IbHbIE
HapyIIEHUs TeMOCTa3a BCTPEYAIOTCS HeYacTo, B CBA3N
C 4eM, B GONMBIIMHCTBE C/Ty4aeB, MMEETCS UMb OTPaHU-
4yeHHas MHpOpPMalMA 1O ANATHOCTHKE, MPOdUIaKTHKE
M Tepanum 3TUX COCTOsAHMIL. Tak, HeKOTOpble peaKue 3a-
GoneBaHmsi meveHyu, BCTPEYAOLINECS TONBKO Ipu Hepe-
MEHHOCTH, MOTYT CONPOBOXK/ATbCS CHIDKeHMeM (yHK-
LM CUCTEMbI CBEPThIBAaHMA KPOBU. PactipocTpaneHHOCTD
HaHHBIX cocrosHui cocrasnser 0,005—1%. Beipaken-
HOCTb HapyIlEeHUii reMocTa3a KonebneTcst OT MUHMMA/Ib-
HOI1 (KaK Impy Xoziectase GepeMeHHBIX) 10 IIPOTPECCUBHO
HapacTaouleit (Kak pu OCTPOit XKMPOBOI1 60/Ie3HN Tede-
Hu OepemenHblX, HELLP-cuHapoMe) u MOXKeT CIyXUTb
IpUYNHOI rubenu MaTepy 1 pebeHka.

OcHoBHaA YacTh

Hapymenus B cBepThIBaOIeil CUCTEME KPOBU IIPU
3a60/1eBaHMAX TIEYeHNU, aCCOLMMPOBAHHBIX C bepeMeH-
HOCTDBIO, MOKHO Pas[ie/InTh Ha TPM B/ 110 MEXAHU3MY:
cumxenne K-szaBucumoro ¢akropa CBepTHIBAHUS KPO-
B — MPOTPOMOMHA — 3a CYET I/IOXOTO BCAChiBaHUs BU-
tamuHa K (mpu xonecrase 6epeMeHHbIX), CHUKEHMUE MIPO-
TpOoMO¥HA 3a CYeT HAPYLIEH N CUHTETUYECKO QYHKIIMN
neyeHy (Ipy OCTpoit KupoBoit Gonesun nedenn Gepe-
MeHHbIX) U cHukeHue Tpomborntos (mpu HELLP-cun-
npome). Bce atu 3aboneBaHMs, PeUMYIIECTBEHHO, JI€-
GI0THPYIOT B TpeTbeM TpUMeCTpe GepeMeHHOCTH.

XonecTtas GepeMeHHBIX NpPOTeKaeT JOOPOKaYeCTBEeH-
HO, CONPOBOXKJAETCA OBICTPBIM IPOrpeccCHpOBaHMEM
HECTEepIMMOro KOXHOTO 3y/la I HeGO/bIIIOl JKeNTyXe.
[lepunaTanbHble OCIOXHEHUA BCTpeyaoTcs B 0,7—1,4%.
OTHONOTMYECKYI0 PO/Ib MPUHATO IPUIIMCHIBATH IPO-
reCTepOHy, HaC/le[ICTBEHHYI0 TIMIOTe3y 3abo/eBaHus
noATBepkaeT (akT accouMalnMu JTAHHON TNPOG/IEMbI
B Tapax MaTb-Jloub, cecTpa-cectpa. PepMeHTBHI LUTO-
m3a (AJIT, ACT) npu gaHHOM MAaTONOrMM TOBBILIEHDI
1o 2—3 HopM, pepmentst xonecrasa (I'TT, IP) — mo 10

HopM. Ilpm puTenbHOM XonmecTase HapymiaeTcs Bca-
CbIBaHME XMPOPACTBOPUMBIX BUTAMUHOB, B TOM YUCIIE
BuTaMuHa K, BcreicTBue yero MoykeT HabmoaaThCsA CHU-
)KeHMe TPOTPOMOMHOBOTO MHJIEKCA U reMoppariyeckue
ocnoxkHenus. Koppekiuns sTuX HapyIIeHnsit IPOBOAUTCA
npernapatamMyu ButamMmHa K mapenTtepanbHO. 3THONO-
TMYeCKM ONpPAB/IaHO Ha3HAYeHMe YPCO/Ie30KCHXO/IeBON
KMCIOThI B lo3e 10—25 Mr/Kr/mMaccel Tena, KoTopas, co-
IJIaCHO peKoMeHJauusaM EBpomeiickoi accoumanum
10 M3y4YeHUIO MedYeHM, IpU3HaHa, 6/1aroaps BHICOKOMY
npopuno adpdekTHBHOCTH M 6e30MaCHOCTH, Ipenapa-
TOM NepBOJ IMHUY [/ISI TEPATINY XO/IeCTa3a GepeMeHHBIX.

IIpoTpOMOMHOBBIT MH/IEKC SB/IAETCA BBICOKOYYB-
CTBUTENbHBIM MapKepoM TMe4YeHOYHOH HeIOCTaTOYHO-
cru. Ilepmop monmypacnajga mpoTpoMbuHa COCTaBIAeT
BCero 4 CyTOK, B OT/IMYME OT APYroro MoxasaTesns CUH-
TeTUYeCKoi (QyHKIMM NedyeHM — anbOymmua (mepuop
nonypacnaza 22 cyTok). B cBssu ¢ yem, mpoTpombuHo-
BBIIl MHJEKC MOXKET ObITH MEpPBBIM MAPKEPOM TeYeHOY-
HOJ1 HEJOCTATOYHOCTH IIPM OCTPOI KMPOBOI GoesHn
neyeHy 6epeMeHHbIX. Y BceX OONMBHBIX MPH M3MEHEHUN
KaKMX-mn60 u3 «yHKI[MOHATBHBIX NMEYEHOYHBIX TTPO6»
(pepmentsr nmronmsa u xomecrasa, GuanupyomH, mpo-
TPOMOMHOBBIN MHIEKC 1 anbOyMIH) ClIeayeT, B NepBYyi0
oyepe/ib, MCK/TI0YATh OCTPYI0 XKUPOBYI0 H0/IE3HD MeueHN
6epemennbix. Mopdonornyecknit cy6CTpaT J1aHHOIO CO-
CTOSIHMS — MeJIKOKaIle/IbHasl )KUPOoBasg MHMIbTpaLus
TeNnaTOLMTOB, U3-3a KOTOPOI Hab/M0laeTCsa HapylleHue
GyHKIMM remaTonmTa, KIMHUYECKU IIPOAB/IAIIEECs
TIOSIB/IEHNEM ¥ Pe3KMM HapacTaHMeM MeYeHOYHOI HeJlo-
CTaTOYHOCTY B BuJie dHLe(ATONATUN, KEATYXH, TeMOop-
parnyecKoro CMHAPOMa U CONPOBOXK/IAK0IIEECs BBICOKOI
MaTepUHCKOI1 U IeTCKOI /IeTa/bHOCThI0 10 20%. OcHoB-
Has Tepanus JaHHOTO COCTOSHMUSA CBSI3aHa C KOPPeKIIue
NIeYeHOYHOI HeJJOCTATOYHOCTH (3aMeCTHTe/lbHas Tepa-
nus anbbymuHoM, ButamuHoM K, koppexuus suueda-
JIOTIATUM) MOCTIE POJOpa3peleH .

B HoOpMe ypoBeHb TPOMOOLMTOB Npu OGepeMeHHO-
CTM HECKO/IBKO CHMXKAeTCsl, caMoe GorblIoe CHIKeHMe
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TpOoMOOIIUTOB HAbONMIOAETCA B TPEThbeM TPUMECTPE, 4TO,
BEpOsITHO, CBsA3aHO C remogemonueit. Oco6eHHo YacTo
HeOOXOMMO TNPOBOAUTH MCCNENOBAHNE YPOBHA TPOM-
6ouuTOB mManMeHTKaM ¢ Hedpomaryueit OGepeMeHHbIX.
Ilpu cHM>KeHUU TPOMOOIMTOB MeHee 70*10°/n y Takux
JKEHIIMH BO3HMKaeT mnopospenue Ha HELLP-cunppom
(hemolysis, elevated liver enzymes, low platelet count).
[ToaTBepyK/{aeTcst JaHHBI JMATHO3 TOBbILIEHNEM dep-
MeHTOB IuTo/mu3a go 10—20 HopMm. Mopdonornyeckn
B IevYeHy OOHApYXMBAKTCS MHOTOYMC/IEHHbIE MHap-
KTHBIE 30HBI, KOTOpble CIMBAIOTCA B OOJbIINE OYariu.
MarepuHcKass CMEPTHOCTb JocTuraer 25%, jerckas —
11%. ITopkancynbHble KPOBOM3IUAHMS MOTYT IIPUBECTH
K OCTPOMY Pa3pbIBY IIe4eH C JIeTalIbHbIM UCXO/IOM Oepe-
MEHHO1 >KeHInHbl. OCHOBHASA Tepanus JaHHOTO COCTO-
AHNA — CKOpeiilee pojjopaspelnieHue.

3akmouyeHue

Heob6xonuMo mpoBOAUTH 06s3aTeTbHBIN CKPUHMHT
GepeMeHHBIX JKEHIUMH Ha TpeaMeT 3abomeBaHuMil Ie-
9eHM C BBIIO/HEHMEM OCHOBHBIX «(DYHKI[MOHATbHBIX
[Ie4eHOYHBIX IPO6», B TOM 4YMCIE C WMCCTeOBaHMEM
IPOTPOMOMHOBOrO MHEKCA, KAK HA paHHUX CpoKax be-
PEMEHHOCTY TaK U, 0COOEHHO, B TPETheM TPUMECTpe, TaK
KaK 9TV MepPONPUATHA MO3BO/IAT BOBpeMsA BbIOpaTh mpa-

BU/IbHYI0 TaKTUKY BefieHus GepemMeHHOCTH. CHIDKEHME
MPOTPOMOMHOBOTO MHJEKCA Y GepeMEeHHOM KEeHIMHbI
MOXKEeT OBITh NEepPBBIM CUTHAIOM 3a00/eBaHUsA MEYeHM.
[TannenTkaM c HepponarTueit GepeMeHHbIX HeOOXOA VMBI
eXKeHeJlelIbHble MCCIeJOBaHMs 00IIero aHanamu3a KpOBU
C MOJICYETOM YPOBHA TPOMOOIMTOB /15 TPODUIAKTUKY
HELLP-cungpoma.
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OPAKUMA HE3PEJIbIX TPOMBOLIUTOB KAK NPOABJIEHUE AKTYAJTU3ALIUA
TPOMBOLIUTOINO33A

B. M. Mozopenoe’, /1. A. Uearnoed?, b. M. Ypmaes', O. U. Makapoé®, I. U. Kosuney®
1 — @140 roy Brio MrMcy um. A. U. Esdokumosa, 2. Mocksa; 2 — UHcmumym meduyuHel mpyda PAMH,
2. Mockea; 3 — FOYBI1O [lMepabiti MITMY umeHu U. M. CeveHosa, 2. Mockea

AKTyalIbHOCTh

B agamraumm opraHuMsMa HPUHATO BbIJENATH JBa
HAMpaB/IeHNs: aKTyanM3alusas — yculeHne QyHKIMK
M mabwimMsanus — BK/IOYEHME JAPYTUX (QyHKIMOHANb-
HBIX CUCTEM ¥ CTPYKTYp B NOJjiepsKaHue HeoOXOaMMOro
PaBHOBECHs MEX/y OpraHM3MOM M cpefioit. B nieom pe-
3y/IBTaTOM aJalTal{My SABIAETCA BO3HUKHOBEHME HOBOTO
CTAIIMOHAPHOTO COCTOSIHMSI TIO/THOLIEHHOM XKIM3HEIeATe b~
HocT. TpoMOOLMTBI MM KPOBsIHBIE TUIACTMHKM — 3Ta
“IBIIb KPOBU~ — C MOMEHTA NEPBOTO MX ONMCAHUS, IO CUX
[Op NPUB/IEKAIOT BHUMAHNE M MPAKTUYECKUX Bpadeit,
M MCCIefjoBaTe/ieil PasIMYHBIX CrelyuanbHocTelt. VX
(YHKIMM U CETOfHS PACKPBITHI He MOTHOCTBI0. CunTaer-
51, 9TO M3MeHeH st Mopdonoruu u GyHKINN ITUX K/IETOK,
BK/II0Yasi yBe/M4yeHne o6emMa Gppakijny He3pebix TPOM-
601IMTOB, C OJHOI CTOPOHBI TOKA/IbHBI, T. K. MHAYIIMPYIOT-
Csl TIOBPEXK/IEHHBIM 3HJIOTE/INEM, C IPYTOif — BTOPUYHBI,
OTP@)KAIOT AJIANTALMOHHBIA CABUT TPOMOOIMTONO33a
Yl CTAHOBATCS YAaCThIO MPUYMHHOI CBA3YM MEX/Y CHCTeM-
HBIM [TPOLIECCOM ¥ OKKITIO3Melt COCY/IOB.

Ilens n 3agaun
O6ocHoBaHMe uccnenoBaHusa (paxkiuy He3pebix
tpombouuros (IPF) pmmsa ompesgemeHusa aKTMBHOCTH
TPOMOOILMTOIIO33.

Marepuansl 1 METOIbI
I[Tapamerp IPF onpepienen B mpo6ax BeHO3HOIT KPOBU
117 >xeHuuH n 312 My>X4uH B Bo3pacte oT 19 o 88 ner
C IIOMOIIBIO TeMATOIOTMYECKOr0 aHajau3aTopa «Sysmex
XE-21000» (Japan) u aHanmu3aTopa KIeTOYHOTO M306pa-
sxeHns «ACITEK» (Poccus).

PesynbraThl

[TapameTp pneMOHCTpMpYeT afanNTalMI0 KpOBeET-
BOpeHMsi K foHauusaM. JlokazaHa 3(QeKTUBHOCTD
OlIEHKM He3peNbIX K/IeTOK C IMOMOULIbI0 CBETOBOI MMU-
kpockonuu (PAS-peakums mo McManus). B recre
CO CTYNMEHYaTO BO3PACTAIIeil JO3MPOBAHHOIN (uU3N-
4YEeCKOJ) Harpyskoil yCTaHOBJIEHO JOCTOBEpHOe YyBe-
nu4yeHne mapamerpa. MopdodyHKuMoHanbHasA TeTe-
POreHHOCTb TPOMOOIMTOB BbISIBJIEHA KaK B TpYyIIe
MPaKTUYECKH 3[JOPOBBIX XEHIIWH, TaK U B IPYIIIe XKeH-
IMH ¢ 6POHXMANBHOM aCTMOI, HO y GONbHBIX TPOM-
6oruTapHble NMapaMeTpbl BapbUPYIOT MEHbIIE, 4YeM
B KOHTpOJIe, KOMMYECTBO ILMPKYIUPYIOMNUX TPoM6O-
IIMTOB MAjlaeT, a JO/Is He3penblX TPOMOOIMTOB yBeIN-
uuBaercs. [Ipu rectose TpoMbOLMTONIEH NS OKa3amach
6osee BBIpa)keHHOI, 4eM pu 06bI9HOI GepeMeHHOCTH,
Ha 9TOM (oHe MUPHHA paclpefeeHNsa TPOMOOLUTOB
1o o6’beMy yBeIMuMIaCh U KPUBas CABUHY/IACH BIpa-
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BO, 33 CYeT JOCTOBEPHOTO YBeTMYeHMA YMC/Ia KPYT-
HBIX, HE3Pe/bIX U QYHKIMOHANTBHO aKTUBHBIX K/IETOK.
HocrosepHoe yBenuuenne IPF o6Hapyxeno u y 60mb-
HBIX MiueMndeckoit 6onesnpio cepaua (MBC). Okasa-
noch Takxke, uto npu MBC B nepudepuyeckoit kposu
0O/IbHBIX KEHIIMH UMPKY/IUPYeT 3HAYUMO 6OTIblle He-
3penbix TpoM6ounTOB, YeM y MyxuuH. Ha pone mpu-
MEHeHMsA AHTUTPOMOOUMTAPHBIX Ipenapatos (acmu-

PUH, KJIONMOTPe/ib) YaCTOTA He3Pe/NbIX TPOMOOIIMTOB
YMEHbIIaNach.

3akmoueHne
Ouenka ¢pakumm He3penbix TPOMOOUUTOB MOXKeT
HAMTH TIpUMEHEHVe B KIMHMKE M PaclIMPUTb BO3MOXK-
HOCTH ompeneneHns 3¢ dexToB pana GakTopoB Ha opra-
HM3M Ye/loBeKa.

OCOBEHHOCTU FEMOCTA3A Y BOJIbHbIX IMM®OMOWM XOAXXKWUHA 0 1 BO BPEMA
NPOBEAEHUA XUMUOTEPAMUU

A.B.lMonemaes’, A. H. bananduna®*, B. A. Koneneeuy', W. B. liumapeed', E. b. Open’,
C. A. Bacunves', ®. . Amaynnaxaroe' >, C. K. Kpasuenko'
1 — Q@IbY lemamonoauyeckuti Hay4Hbil yeHmp M3 P®, 2. Mockaa; 2 — Lienmp meopemuueckux npobnem
pusuko-xumuyeckol papmakonoauu PAH, 2. Mockea; 3 — Mockoackudi 20Cy0apcmeeHHbIl yHugepcumem
um. M. B. JlomoHocoea, 2. Mockea; 4 — OBI'Y flemckudi yeHmp 2eMamaosio2uu, OHK0102UU U UMMYHOI02UU
um. . Poea4esa M3 P®, 2. Mockea; 5 — 000 «femamonoauyeckas Kopnopayus», 2. Mockaa; .

BBenenne
Haunentst ¢ mumomoit Xomxkuuna (JIX) umernr mo-
BbILIEHHbII PUCK Pa3BUTUA TPOMOO30B PH IPOBEIeH NI
XUMUOTEpPATINH.

Ienu n 3agaun
[lenpto uccnenoBanms ABNANOCH M3yYeHME YACTOTHI
VM XapaKTepa HapyIIeHMil B CUCTeMe CBEPTHIBAHUS KPO-
BU y NepBUYHBIX 601bHBIX MMpomoit Xomkkuua (JIX),
a TAK)Ke B/IMSAHUA HA TeMOCTA3 NPOBEJIeHUS TOMMXUMMU-
otepanuu (IIXT).

Marepuansi U METOIbI

Bbuin o6cneoBansl 24 nepBUYHbBIX MalMeHTa C Auar-
Ho3oM JIX (ot 18 no 60 net, megmana 31 rox), 13 MYyX-
YMH U 12 KeHIMH, pacupeenenne 1o cTagusim (mo Ann
Arbor): I1 — 8, III — 7, IV — 9 60onbHbIX. Bee MMalMeHThI
OTHOCATCA K TPYIIIe BBICOKOTO PUCKA Pa3BUTUS TPOM-
6ornyecknx ocnoxxHenuit. I[lanuenTtam IPOBOJM/IACH
IIXT o nporokomry BEACOPP-14. Ha npoTsiskeHuu Beex
KypcoB (6—8) nposonnnace npodunakTiuka TpoMGoTH-
YECKMX OC/IOKHEHUIT HU3KOMOJIEKY/IAPHBIM reNapuHOM
(Knexcan). [IpoBOaMIOCh MCCIIELOBAHME CUCTEMBI FeMO-
crasa ¢ nomoupio TectoB AYTB, [TV no Ksuky, TB, bu-
Opunoren, D-numep, a Takke 17106a/mbHbIE TECTH TPOM-
6oanacrorpapus (T3AI), tpombomgmuHamuka (TH) npm
TOCTAHOBKE [MarHo3a (10 Ha3HAYeHN A OPA/IbHBIX KOHTp-
ALENTUBOB y JKEHIUNH), Ha 1 u 8 gHu Bcex Kypcos ITXT.
Tect Tpom6oamuamuka XapakTepusoBajcs Ha4anbHOI
(V0) n craumonapwoit (Vst) ckopoctsamu pocta crycra.

Pesynbrarst
Y NauueHTOB C NePBUYHO BBHIABIEHHBIM JMATHO-
3oM JIX HabM0Ma0TCA TUIIEPKOATYIAIMOHHBIE U3MEHe-

HuA 1o gaHHeiM T (VO =55,2+5,9 MKM/MUH Ipu HOp-
Me 36—56 MKM/MuH, Vst=28+4,6 MKM/MMH 1Py HOpMe
20—30 mxm/MuH), o gaHHbIM TOT (MA=69+10 MM npu
Hopme 44—64 MM), o AYTB (37.417.5) cek npu Hopme
32—38 cek). ['mnepkoarynsauus Habmonaercs y 10 60/b-
HbIX (45%) 0 T]I, y n y 15 6onbHbix (48%) o TAT u y 4
6onbubM (16%) mo AYTB. IlapameTpbl APYTHX TecTOB
HAaXOJM/INCh B IpeJie/laXx HOPMa/IbHbIX 3HAYEHUIT VTN I'U-
TOKOATY/ISALMN.

B reyenne kypcos I1XT B o6pasuax c KoHueHTpaimeit
D-npumepos 6ombiie 1000 Hr/MI1, BBIABIEHO DOCTOBEPHOE
(p<0,05) oTMume 110 CpaBHEHMIO C 06PA3LAMM C KOHIIEH-
Tpauueit D-gumepos mMenee 1000 Hr/M o crepyommm
nokasarenam: ysenndenue Vst (23.3+7.8 u 26.5+6 mxm/
MuH), ykopouerne K (6.6+5.7 u 5.2+7 mun), yBe/Tu4YeHme
napamerpa MA (61.3+8.7 u 65.1+8.7 mm). [locToBepHBIX
VI3MEHEeHWI1 CTaHapTHBIX KOAry/IO/JOTMYECKUX TeCTOB
He BBISABJIEHO.

BeiBojgb1

[Taunentor ¢ mumdpomoit Xomkknna npu nepsmy-
HOM 06C/eoBaHMM 110 JAHHBIM TPOMOOTMHAMMKM
M TpoMbodnacTorpagpumu MMET HAPYUIEHHA CHUCTe-
Mbl T€MOCTa3a CO CK/IIOHHOCTBIO K IMIEPKOATyIsALNM.
He cMotps Ha nmpoBogmmyio aHTMKOarynsHTHYIO Te-
panuio, y 4acTu NalyMeHTOB IPOUCXOAUT yBeTNYEeH e
KOHLleHTpauuu D-IuMepoB, 4TO CONPOBOXIaeTcs
TUNEPKOATY/IALMOHHBIMU M3MEHEHUAMN 110 JaHHBIM
7106a/IbHBIX TECTOB reMocTasa. ITO rOBOPUT O HEOH-
XOAMMOCTH MHJAMBUAYANbHOTO MOAGOpPa aHTMKOATY-
NSTHTHOM Tepanumu.
Hccnedosanue noddepucaro zpanmamu PODOU
12-04-00652, 12-04-00438, 12-04-33055.
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NPUMEHEHUE MOBAJIbHbIX TECTOB FEMOCTA3A A1A MOHUTOPUHTA
3OQEKTUBHOCTU HU3KOMOJEKYNIAPHBIX TEMAPUHOB

A. B. lMonemaeé', A. H. bananduna®*, C. E. Pa6omunckuii’, ®. . Amaynnaxaroe’ >, E. M. lynymko'
1 — QIBY lemamonoauyeckuli Hay4Hsil yeHmp M3 P®, 2. Mockea; 2 — LleHmp meopemudyeckux npobiem
(pusuko-xumuyeckol ¢papmakonoeuu PAH, 2. Mockea; 3 — MockoscKkul 20cy0apcmeeHHbIU yHusepcumem
um. M. B. JlomoHocoaa, 2. Mocksa; 4 — OBI'Y Jlemckul yeHmp 2emamosio2uu, OHKo/1I02UuU U UMMYHOJ/102UU

um. []. Pozauesa M3 P®, 2. Mocksa; 5 — OO0 «[emamonoauyeckas kopnopayus», 2. Mockea;

BBenenue

Huskomonekynsipubie remapuubl (HMI) apnaworcsa
ogHUMM U3 Hambo/ee pacrnpOCTPAaHEHHBIX AHTUKOATY-
JISHTOB Ji/1s1 NPOMMIAKTUKY ¥ JIe4€HUSA BEHO3HBIX TPOM-
60ambonmueckux ocnoxuennit (BTD0). Ilpu npodu-
JMaKTU4YecKoM ucrnonb3oBauuu HMI HabmomaoTcsa Kak
TpoM603bl, TaK ¥ KPOBOTEYEHNS, OITOMY HEOOXOAMM
nabopatopHblit KoHTponb HMI.

Lensn

CpaBHUTD JMAaTHOCTUYECKMIT IMOTEHIMAT MeToJa
TPOMOOMHAMMKY [0 CPaBHEHMIO C TpoMOOamacTor-
padueit, ompeneneHueM aHTU-Xa aKTUBHOCTU TIpH
nog6ope aHTMKOATYISHTHON Tepanuyu HU3KOMOJEKY-
JSIPHBIMM TerapuHoM (6eMumapyuH) maiyueHTaM Mmocne
IPOBeJIeHNsI XUPYPIrUYeCKUX BMEIIATeIbCTB B YCIOBU-
AX CTalMOHapa.

MeTonaml

B uccneposanue Bxkawyed 21 nmauuent OI'EY 'HIJ
M3 PO, ¢ paznuuHbIMyU 3ab60neBaHUAMI U 06beMOM
ONepaTMBHBIX BMEUIATeIbCTB. PUCK TpoMbOTHMYECKNX
OCJIO’KHEHMIT ObIT OLleHEH ¢ ToMoIbio Mogenu Caprini:
2 60/IbHBIX MME/TY HU3KMI PUCK, 6 TAI[MEHTOB CpeJiHe
pucK ¥ 13 manmMeHToB — BBICOKMII PUCK. Y 5 mal[ueH-
TOB BbIsiBNIeHa TpoMbonuTonenns (<150*10° Tpom6o-
uuros/min). [lauueHTs! nonyyanu npodpumakTudeckmue
mo3pl HMTI (nmpenapar 6emunapus). IIpenmapat BBOM-
u nmoaKoxxHO B gose 2500 ME npu cpenHeit cTenenu
pucka, umm B ose 3500 ME npu BbICOKOI CTeNeHU pu-
cka BTOO. 3a60p KpoByM OCYIIECTB/ANCA HEMOCPEICT-
BEHHO IlepeJ] MHbeKIIneit 6eMunapuHa u yepes 3 yaca
nocre.

BONbHBIM HPOBOAMIN MCCIENOBAHME CUCTEMbI Te-
Mocrasa Metofamu tpomboanacrorpapun (T3I), Tpom-
6opnunamukn (TI), onmpemensin aHTu-Xa aKTUBHOCTD
(c mcnionp3oBaHMEM XPOMOTEHHOTO CybcTpara).

PesynbpraThl

[7106anpHble TECTBI OLIEHKM I'eMOCTa3a JIeMOHCTpPHU-
POBaJIM IMIEPKOATY/IAIMOHHOE COCTOSIHUE, YTO COT/Iacy-
eTCsi C BBICOKMM PMCKOM Pa3BUTUA TPOMOO3OB y maiy-
entoB. [lo BBegennsa HMI nmapamerpnr TOI' R, K, yron
anbda u MA 1eMOHCTPUPOBA/IN TUIIEPKOATY/IAIIMOHHOE
cocrosinue B 38% ciry4aeB, OJJHAKO Cpe/IHMEe 3HAaYE€HU S Ha-
XOJM/INCD B Ipeie/laX HOpMbl: 14.2+5.5 MuH, 4.6+2.8 MuH,
46.6+14.5 rpagycoB 1 64.2+10.9 MM COOTBETCTBEHHO (mm-
ana3oH HOPMAaJbHBIX 3HaueHuit 9—27 MuH, 2—9 MuH,
22—58 rpagycoB u 44—64 MM COOTBETCTBEHHO). Cranu-
OHapHas CKOPOCTb pocTa crycTka Vst B Tecte T]I 6bima
yBenndeHa B 70% ciy4daeB u cpeiHue 3Ha4YeHUs COCTaBy-
ym 33+6 MKM/MUH (HOpMabHbIil Auamasod 20—30 MkM/
muH). CriontanHsle cryctku (CC) 6bmn 3aperncTpupo-
BaHbl y 8 maiyentoB. Konuentpauns D-gumepos 6bima
noBblleHa B 85% cy4aes.

[Tocne uupekuuu HMI Bce mapamerpbl rno6anb-
HBIX TeCTOB, KpoMe MA, BepHy/IUCh K HOPMaJbHOMY
WIN JIETKOMY TMIIOKOATryIAIIMOHHOMY cocTosiHmio. R n K
yBenmuuuanuch B 1.6+0.8 u 2.7+1.8 pas, yron anbda u Vst
cum3much B 2.0£1.1 n 2.0+0.5 pas. CHOHTaHHBIX CTyCT-
KOB He ObI/IO 3aperncTpupoBaHo. YpoBeHb AHTU-Xa ak-
tuBHOCTH 6b171 0.88+0.39 en. He o6Hapys>keHO IMHAMUKM
B [10Ka3aTe/NsAX 1ab0paTOPHBIX TECTOB B TeYeHNE NePBbIX
3 [Heit mocsie onepanuy, KpoMe CIIOHTAaHHBIX CI'YCTKOB:
B 1 sieHp ObU1o 3apermctpuposano 6 manmentos ¢ CC,
BO BTOpPOI1 IeHb — 3 MalMeHTa 1 2 malMeHTa Ha 3 [IeHb.

BopiBojabI

Tects TpomGopmHaMuku u Tpomboanmacrorpadum
4yBCTBUTENbHBI K TUIIEPKOATY/IALMN Y IALIEHTOB C BbI-
COKMM PMCKOM pasBUTMs TpoMOO30B B MoOC/eorepa-
IIMOHHOM TIepMOfie M MOTYT ObITh MCIONb30BaHbBI /IS
KoHTponA Tepanuu HMI.
Hccnedosanue nodoepicaro epanmamu PODH
12-04-00652, 12-04-00438, 12-04-33055.
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PEQEPEHTHAA CTAHAAPTU3ALNA ATPETATOTPAMM TPOMBOLIUTOB

P. P. lMonumuduc, M. 1. Ozypyos, I0. B. Mokaruy
@rBOY BI1O «Poccutickuli yHugepcumem 8pyx 6l Hapodoe», 2. Mockea

AKTya/JIbHOCTbD M Lie/Ib MCCIeTOBaHNA

ViccnenoBanme arperaljMoOHHONM aKTMBHOCTHM TPOM-
60ounuTOB MMeeT 6ONbIIOE 3HAYEHME B AMATHOCTHKE
COCTOSIHMSI CHCTEMbl TeMOCTa3a, a TAK)Ke IPU OIleHKe
3¢ pexTUBHOCTN aHTHATPEraHTHOI Teparnuu. Ilenbio Ha-
crosiuieit paboThl ABMIACh CTaHAApTH3aUuA Haubosee
PacnpoCTpaHeHHOTO B HACTOsIee BpeMs TypOuamume-
TPUYECKOTrO METOAA MCC/Ie[IOBAHMA arperaluu Tpom6o-
UMTOB C MCMONb30BAHMEM PA3TMYHBIX MHAYKTOPOB ar-
peranyy 1 MX KOHIIeHTPaLMit.

Marepnansl u MeTOLbI

B rpynny uccnenosanms 6pmm BKI0OYeHb! 38 mpak-
TUYECKH 3/[0POBBIX JOHOPOB-T06POBO/IbIIEB B BO3pacTe
20—30 nert (cpemHmit BO3pacT cocTtaBun 26,3+1,8 ner),
He MPeNbABIANIINX Xanob M HpouegnX AuCIaHCe-
PU3ALMI0 O MECTy XXUTeNbCTBAa My paborsl. [pynna
cocrosanma u3 18 myxuns u 20 xeHmmH. Kpurepusamu
VICK/TIOYeHMsI U3 TPYTNIBI IOHOPOB Gbutn u3nyeckas,
TepMMUYECKAsA HArpys3Ka, CU/IbHBIN 3MOI[MOHA/IbHBI
CTpecC B CYTKM, MpPEeJUIECTBYIOIINEe B3ATUI KPOBM.
Y JKeHIUMH B3ATHE KPOBU OCYLIECTB/IANOCH B Cepe/iuHe
MEHCTPYa/IbHOTO LMK/A. ATperanyuio TpoMO6OIUTOB uC-
crepoBany Ha nazepHom arperomerpe « AGGREGATION
ANALYSER» HII® BMOJIA (Poccus) ¢ KOMIIbIOTEPHOI1
obpabotkoit mo mnporpamme AGGR. Konuentpammio
TPOMOGOIMTOB OMpeeNsiin C MCIONb30BAHUEM COOT-
BercTBylomeit Gynkunn arperomerpa. IIpurorosnennue
pabounx pacTBOPOB MHAYKTOPOB arperalyy OCyIecTs-
JIAOCh C UCIO/NIb30BAHUEM IMArHOCTHYECKMX Habopos
xuMpeakTnBoB ¢upmbr «Texnonmorms-crangapt» (Poc-
cus): aneHosnHanpocdar (AJIP), konnnaren u pucTole-
TH. CTaTUCTUYeCKY 0 06PabOTKY MOTyYeHHDBIX JAHHBIX
IIPOBOAM/IN C MCIIO/Ib30BAHMEM NIPOTPAMMHOIO obecrie-
uyenus SPSS 18.0.

PesynpraThi
[lonyyenHbie B WMCCIEOBAHMM XapaKTEPUCTHKM
KPUBBIX arperaiuu TPOMOGOLMTOB IO3BOMAKT PeEKO-
MEHJIOBATh C/IeAYIOLIMe [ApaMeTPhl arperarorpamm
B KayecTBe pedepeHTHOro [uama3oHa Ha arperomerpe
«AGGREGATION ANALYSER» HII® BUOJIA:

1) KonmareH-MHAyLUMpPOBaHHAA arperaims C KOHed-
HOI1 KOHIIEHTpallMeil KO/IareHa BO B3BeCH TPOMOOIMTOB
2,22 MKr/M1 — opfHOda3Has HeoOpaTMMas KpuBas arpe-
rauuy € MaKCHMMa/IbHOM CTEeNeHbI0 CBETONPONYCKaHUs
(Tmax%) ot 30 10 60, CKOPOCTBIO MHAYLMPOBAHHOI ar-
perauuu 10 KpuBoi cBerompomyckauus (V%) 20—50
M 10 KPMBOW YC/IOBHOTO KonmyectBa arperatos (VR)
6—25, YC/IOBHBIM MaKCHMMAaJIbHBIM KO/MMYECTBOM arpe-
raroB (Rmax) 5,5—20,0, YC/IOBHBIM MMHMMAa/IbHBIM KO-
HEeYHbIM KonyudectBoM arperatoB (Rend) 3—11, cooTHo-
HIEHNMEM MAaKCMMAaJIbHOTO M MMHMMA/IBHOTO KOHEYHOrO
yCnoBHOTO KonuyectBa arperaroB (Rmax / Rend) 1,2—2,4.

2) PucToneTMH-MHAYL[MPOBaHHAS arPerains ¢ KOHey-
HOI1 KOHLIEHTpalL1eil pUCTOLeTHHA BO B3BECH TPOMOOIIM-
T0B 1,67 MKIr/Mn — opHo(asHas HeobpaTumas Kpusas
arperaiuu ¢ Tmax% ot 50 o 80, V% 40—70 u VR 0,1—10,
Rmax 5,5—14, Rend 0,5—4, Rmax / Rend2,5—6,6.

3) AII® 10,0 MKI/M/I-MHyIMPOBaHHAasA arperaus
C KOHe4YHOI1 KoHLeHTpauueit AJI® Bo B3Becu Tpomboiu-
T0B 11,11 MKr/MN — ofHodasHas HeobpaTumas Kpusas
arperauyuu ¢ Tmax% ot 50 go 80, V% 35—75 u VR 0,8—
22, Rmax 4—20, Rend2—10, Rmax / Rend1,5—2.

4) AJI® 5,0 MKI/M/I-MHyLIMPOBAaHHAsA arperamus
C KOHe4YHoIt KoHlleHTpauueit AJI® Bo B3Becu TpomboI -
TOB 5,56 MKr/M1 — opHodasHas HeobpaTimas Kpusas
arperauumu ¢ Tmax% ot 50 go 80, V% 35—65 u VR 6,7—
21, Rmax 10—20, Rend 4,7—10,3, Rmax / Rend1,4—2,7.

5) AJI® 2,5 MKI/MI-MHIyIIMPOBAHHAA arperamus
C KOHe4YHOI1 KoHueHTpauueit AJIQ Bo B3Becu Tpombo-
uutoB 2,78 MKr/mn — opHodasHas obpatumas mim
HeobpaTumas KpuBas arperaguyu ¢ Tmax% ot 10 go 30,
MMHMMQ/IbHOM KOHEYHOI CTENEHbI0 CBETONPONYCKaHNUA
(Tmin%) ot —1,8 10 27, COOTHOIIEHMEM MaKCHMAa/IbHOI
Y MUHMMA/IbHOM KOHEYHOIl CTEeNEeHbI CBETOIPOIyCKa-
HuA (Tmax/Tmin) 1,0—3,2, V% 12—35, VR 6—27, Rmax
8—25, Rend 0—14, Rmax/Rend1—15.

6) AI® 1,25 MKI/M/I-MH/IyIIMPOBaHHAA arperaus
C KOHe4yHoi1 KoHUeHTpauueit AJIQ® Bo B3Becu Tpombo-
uutoB 1,39 Mkr/mn — opHodasHas Heobpartumas Kpu-
Bas arperanuuu ¢ Tmax% ot 5 o 25, Tmin% ot —5 go 11,
Tmax/Tmin0,9—5, V% 12—40 u VR 6—27, Rmax 10—23,
Rend 0—9, Rmax / Rend2,5—11.

N2 3,2013
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TUMNOBbIE ATPETATOTPAMMbI TPOMBOLIUTOB NPU NPUEME ALETUNCANULIUIIOBOW
KUCNOThbl

P. P. Monumuduc, . I1. O2ypyos, I0. B. lNokaHu4
OrbOY BIMO «Poccutickuti yHugepcumem Opyx6bl Hapodoe, 2. Mockea

AKTya/lbHOCTD M L[e/Ib MCCTIEAOBAHMA

JlabopaTopHblil KOHTPO/Ib MpPUEMA ALeTH/ICATNIINIO-
BOI1 KMC/IOThI B KayeCTBe OCHOBHOTO aHTMArPEraHTHOTO
mpenapara B KOMIUIEKCHOI Teparuu y GO/IbHBIX C uiile-
muyeckoit 6onesnbio cepaua (MBC) ¢ 1enbi0 BTOPUYHOM
npoQUIaKTUKM ~ aTePOTPOMOOTUYECKMX — OCTIOXKHEHMI
B HacTOsIee BpeMs He AB/seTcs 06a3arebHbIM. OHAKO
BBICOKAsI YaCTOTA PE3UCTEHTHOCTY K alleTH/ICA/INIIM/IOBOI
kucnote (ACK), gocTuraiiieit o cBeIeHusAM HEKOTOPbIX
aBTOPOB 45% B TOMY/IALNYN MALMEHTOB C CEPAEIHO-COCY-
IMCTBIMY 3200/1eBAHMSAMMY, ¥ HEMa/Ias YacTOTa Ype3MepHO
BBICOKO# uyBcTBUTENbHOCTH TpoMmbouuToB k ACK, mpu-
BOJIAIIAA He TONBKO K KPOBOTEUEHNAM, HO ¥ K IOBTOPHBIM
MIIeMUYeCKMM aTakaM, TpedyeT Hamnumusa 1abopaTopHbIX
METOJIOB, TMO3BOJISIOIUIMX TPOTHO3MPOBATH, IPEfOTBpa-
[aTh BO3MOXKHBIE OC/IOKHEHWS M KOPPEKTUPOBATH MPO-
BOJIMMYIO aHTHMArperaHTHyio Tepamuio. Tem Gonee, yto
BBICOKasi YYBCTBUTEIBHOCTb He BCErJa MPOsBIAETCA
KIMHIYECKM TeTeXUsAMM, HOCOBBIMM KPOBOTEYEHUAMMU
M TIOJKOXXHBIMM T€MATOMaMM, M MOXET CIY)KUTb INpHU-
YMHOM «PUKOLIETHBIX» TPOMOO30B 3a CYET yBe/MYeHUA
TOBIDKHOCTM aTePOCK/IEPOTHYECKON ONAIIKY, BIIOTH
0 OTPbiBa, ¥ KOMIIEHCATOPHON (C L{e/Ibl0 yKperleHus
GIAIIKM) aKTMBALMYM abTEPHATHBHBIX MyTeit TPOMOOO-
6pasoBaHusA, MCTOYHNMKOM KOTOPBIX AB/IAITCA YYaCTKM
BHYTpeHHel1 CTeHKM COCY/[OB, O[BEPriINecs SHI0TeMN-
a/IBHON JleCKBaMallMy, ¥ MPOJO/DKAKOI[ME PaCIIMPATHCA
B CBSI3U C OTCYTCTBIEM BO3MOXXHOCTU PedH/ieTeNIM3alnu,
KOTOPYIO I0/DKHBI 0GecreunBarh 3a CY€T paKTOpOB POCTa
aJire3MpoBaHHbIE HA OTO/IEHHYIO IOBEPXHOCTD TPOMOOLLM-
THI, TMIIEHHBIE TEPANEBTHYECKAM BMEIIATE/TbCTBOM yKa-
3aHHOI1 pernaparuBHOIl QYHKIMU.

Marepuanbl 1 METOJIbI
B wuccnenoanme Obuto BKaodeHo 103 maimeHTa
¢ noctosiuubiM npuéMoM ACK B 1oze 50—150 Mr/cyTkn
B KOMIIIEKCHOI Tepanyuy BTOPMYHOM NMPOPUIAKTUKY
TPOMOOTHYECKUX OCTIOMHEHMIA, C OCHOBHBIM [IMarHO30M
VBC, 0C/IOKHEHHBIM OCTPbIM NIIEMUYECKUM MHCYTHTOM
(UW). U3 Hux 63 (61,2%) my>xunt 1 40 (38,8%) KEHIIMH.
BospacT marneHToB COCTaBUII 64,7 (95% moBepuTEeTbHBIN
VHTepBal 62,1—67,2) netr. bonbHBIM He MPOBOAMIACH
TpoMmbonuTidecKas Tepanus. [Ipu mocrynienuu B CTa-
IMOHAp [POBOAM/IOCH MCC/IEN0BAHMs arperaluu Tpom-
6ountoB Ha nasepHom arperomerpe HIID «BMOJIA»
(Poccus) ¢ unaykropom arperaium AJI® B KOHEHYHOI
KOHIleHTpaluy 5 MKr/MI. CraTucTiyeckyio o6paborky
MOJTy4YeHHBIX JAHHBIX MPOBOAMIN C MCIOTb30OBAHUEM

nporpammHoro obecrneuerus SPSS 18.0.

PesynbraThl

BoisBneHo 3 Buja arperarorpamMm, COCTOALIMX
M3 3 TUIOB arperanMoOHHBIX KPMBBIX M 3 [Mamaso-
HOB cTemeHM cBetomponyckanus. Hambonee pacmpo-
CTPaHEHHOII OKa3a/mach arperaTorpaMma, XapakTepusy-
JOLIAsCs BHICOKOI CTEIEeHbI0 CBETONPONYCKaHus bornee
60% c ogHOda3HOI nn AByX(}asHOil KPUBOIL, KOTOpas
BCTpeyanach y 38 (36,9%) malMeHTOB. YUMThIBAsA MeXa-
uuam peitcteus ACK, unrubupymomeit ¢pasy BoicBo60-
JKIIeHNs, TO eCTh BTOPYIo a3y arperanuu, yKasaHHbI
BWMJ| arperaTorpamMmbl 6bUI IPUHAT B KauecTBe nabopa-
TOPHOTO MPOSIBNIEHNS ACMMPUHOPE3UCTEHTHOCTH. BTO-
pOJi 10 BCTPEYaeMOCT! BUJI arperarorpaMMbl XapakTe-
PM30BaJICsl HU3KOI CTENEeHbI0 CBETONPOIYCKaHU A MeHee
15% ¢ omHO(pa3HOi 06paTUMON KpUBOIl 1 HAbMIOAANCH
y 33 (32,0%) nanmenToB. [laHHBI BUJ| aTPEraTorpaMMbl
6b1 TIPUHAT 3a TPOsAB/IEHME TOBBILIEHHON 4YyBCTBU-
tenbHOCTH TpoMbo1nTOB K ACK, Tak Kak oTpakasn nosn-
Hoe 61oknpoBaHe Gaspl BBICBOOOXK/IEHNS M CHIDKEHME
MHYIMPOBAaHHOTO arperanuonHoro orsera. Ilo 4a-
CTOTE BCTPEYaeMOCTU MEXJy Mepeuync/IeHHbIMU arpe-
rarorpaMMaMy [JOCTOBEPHBIX OT/IMYMIT HE BBIABIEHO,
p=0,464 (110 KpuTEPUIO X?). TpeTnit THII arperarorpam-
Mbl, TPOMEXYTOYHBIl, XapaKTePU30BajICsA OAHODA3HOI
arperalMOHHONM KPUBOI CO CTENEHbIO CBETONPOIIYCKa-
Hust ot 20% 10 50%, oTmedeH y 29 (28,2%) mauneHToB,
¥ CBUJIETE/IbCTBYET, 10 HAllIeMy MHEHUIO, 06 ONTUMAa/b-
HOM arperainuonHom orBeTe Ha npuém ACK, composo-
Kaaouuitca 61okupoBaneM ¢aspl BBICBOOOXK IeHU A
M COXpaHEeHMeM MHIYLMPOBAHHOTO arperaloHHOro
orBera. YacToTa BCTPEYaeMOCTH TAKOi arperaTtorpam-
MbI JOCTOBEPHO He OT/IIMYaNach OT YAaCTOTHI BCTpedae-
MOCTM yKa3aHHBIX Bblllle arperarorpamm, COOTBETCT-
BerHO p=0,181 u p=0,543 (1o kpurepuio X?).

BoiBoabI

[lpn rocmuranusanuu B CTAlMOHAp y OOMBHBIX
¢ UIBC, ocnoxuénnoi VIV HeT JOCTOBEPHBIX OTINYUI
10 YacTOTe BCTPEYAEMOCTM arperaljMoOHHON acIupu-
HOPE3UCTEHTHOCTH ¥ TOBBINIEHHO arperalMoHHON
yysctButenpHoctn K ACK. IlomydeHHble pe3ynbTaTbl
CBUJIETE/NIbCTBYIOT O HE MEHee Ba)KHOM, YeM aCTIMpUHOpe-
3MCTEHTHOCTb, 3HAYEeHUN B IIaTOreHe3e pa3BUTUSA aTepo-
TPOMOOTHYECKMX OC/IOKHEHU TIOBBILIEHHOI arperay-
onnoit yysctutenbHocTu K ACK, conpoBoxamomencs
pe3KMM CHIDKEHMEM arperalOHHON aKTMBHOCTY TPOM-
601IMTOB, YTO MOXKET SABIATHCA OJIHON M3 BO3MOXHbBIX
NpUYNH HeCTaOM/IbHOCTU U OTPbIBA aTEPOCK/IEPOTHYE-
CKOJ1 O/ALIKN.
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NABOPATOHbIA KOHTPOJb FTENAPUHOTEPANUU Y BOJIbHbIX C BbICOKUM PUCKOM
BEHO3HbIX TPOMBO30B

A. M. Monoxoe'?, A. H. Bananduna®>, H. 1. Cowumoea®, E. b. Open’, C. A. Bacunvee’,
0. A.Taspununa’, A. A. Cudopoea’, O. B. Mapzonun', E. A. Bapsx ', ®. U. Amaynnaxaros' >,
I. M. fancmsan’

1 — @IBY «[emamonoauyeckuli Hay4Hbil yeHmp» M3 PO, 2. Mocksa; 2 — OIY «OHKL IO um. Amumpus
Pozadesa» M3 P®, 2. Mockea; 3 — LjeHmp meopemuyeckux npobriem (pu3uko-xumudeckou ¢apmakonozuu
PAH, 2. Mockea; 4 — OO0 «femamonoauyeckas kopnopayus», 2. Mockea; 5 — MIY um. JlomoHocoea,
Qu3uyeckul pakynbmem, 2. Mockea

BBenenne

Ilns MoHuMTOpWMHra /leyeHnsi HeppaKIMOHMPOBaAH-
HbIM renapuoM (HOT') yanie Bcero ucrnonb3yoT meTos
AKTMBMPOBAHHOTO YAaCTMYHOTO TPOMOOIIACTMHOBOTO
BpeMeny (AYTB), oqHaKO JaHHbII MOAXO/ HE UCKITI0YAeT
PasBUTUA OCTIOXKHEHMIT — KPOBOTEYEHMIt U TpoM6030B
BO Bpems Tepanyuu. OCTalTCA aKTyaJIbHBIMM 3a/1auy UC-
CIe[JOBAHNS HOBBIX METO/IOB /1a6OPATOPHOTO KOHTPOJIS
rerrapMHOTEpaNnu.

Ienp u 3agaun

CpaBumnBanach wyBctButenbHoctb AYTB u ro-
6a/IbHBIX TECTOB reMocTas’a — tpombopuramuka (T]I)
u tpomboanacrorpadus (TAI) k tepanun HOT u ru-
NepKOary/IsaLMOHHBIM cocToAHUAM. OleHnBanach ag-
bexTUBHOCTD remapuHoOTepanuy y 60/MbHBIX C BBICOKUM
PUCKOM BEHO3HBIX TPOMOO030B 1 TPoMO0IMOOTMYECKMX
ocnoxxHenui (BT u T3O).

Marepuansl U METObI
Ha6moganuce 19 601bHBIX, nonyyasmux HOI B Buge
HeIpepbIBHO BHYTPUBEHHOI MHPY3UH C Le/bI0 TPOdu-
JIAKTUKY W/WJIU JIeYeHN s TPOMOOTHYECKUX OC/TOMKHEH NI,
B3sTue kpoBu ocymiecTssAnocs 1o Beegenus HOIL, yepes
3, 6, 12, 24 4 (n=3) u fanee pa3 B CyTKU B NPOTAKEHNM
5 cyTok (n=19).

PesynpraTsI
llo Havana 1evyeHns runepkoarynauus 6biaa BbisgBIe-
Ha 'y 95% manieHToB X0t 6bl 110 OTHOMY 13 TecTOB. [Ipn

atom 110 Tecty T[]y 68%, mo TOI — y 59%, u AYTB y 53%.
D-ngumepsbi 661711 OBBILIEHDT Y 56%.

Usyyanacp aunammka AYTB u T]I (mapamerp Vst,
CTal[MOHApHAs CKOPOCTb) B ImepBbie 244 uudysun HOT
B no3ax 10,5 ME/kr/4ac. Vst cHmxkanach B 2 pasa yepes
3,12 4 nocne Havana uHdpy3un HOI. AYTB 3a 24 yaca us-
MEeHM/IOCh MeHee YeM B 2 pasa. [Tapamerpst TSI He ompe-
HeNsANMuCh mocie 6—12 4 HabmoaeHns.

CraTucTuyecku CpaBHUBAIMCh 3HAYEHMS TECTOB
B obpasiax KpoBM, B3ATHIX 0 Hayana uHbysun HOI,
M OT MALMEHTOB, NOMyYaBIMX Huskue (>14,500 ME/cyr)
wu Boicokue (15,500—31,000 ME/cyT) go3si HOT. Vst 3Ha-
4NTENbHO oTIMyaeTcs (p<0,05) MeXy BceMit TpyImaMiu.
AYTB u napamerpsr TOI' (o) oTIM9aMNCh TONBKO Y maLy-
€HTOB, MONy4YarIuX BbiCOKue no3bl HOI. Ilapamerpsr
TAI' ne onpenenamucy (R>120 mun) B 14/24 06pasuos
KPOBM Y MAL[MEHTOB, MO/Ty4YaBIINX BbICOKHeE 103bl HOT.

B mepuosn HabmiofeHus npousomio 7 3MU30L0B
BT y 6 (31%) maumentoB. B 57% cnydaeB npoBognmach
HeapeKTMBHAS AHTMKOATY/IAHTHAs NPODUIAKTUKA.
JlaboparopHo Habmionamucy 86% cnyuaes BT. B pmenp
Tpom603a tect T][ BbiABM/I rumepkoaryaaumio y 50%,
AYTB — y 29% u TOI' — yl14%. Konuentpaunus D-gume-
poB Obl/a roBbileHa y 71% 60bHbIX.

3aknoueHue
Tect Tpombonmnammka okasancs 6Gosee 4yBCTBU-
TE/IbHBIM 1P MOHMTOpupoBaHuM 3ddexra remapu-
Ha M K MIIEPKOATy/IALMOHHBIM COCTOAHMAM, yeM TII
un AYTB.

TPOMBOOUIUU

B. E. Pydakoea, I A. Cyxanoea, E. b. Open, E. B. Bacunveea, C. A. Bacunves
@rbY lemamonoauyeckuli Hay4Hsit yeHmp M3 PO, 2. Mocksa

Ilenp paGoThi — ompejeneHyne YacTOThI PasHbIX
opm HacnencTBeHHBIX TPOMGOPUIMIT Y 6ONBHBIX B MO-
JIONOM M CpeJiHeM BoO3pacTe ¢ TPOMOO3IMOOINYeCKUM
CMHAPOMOM, aHAa/IM3 XapaKTepa M 4acTOThI HAPYIIEHMII
B OCHOBHBIX 3BE€HbSIX CUCTEMBI F€MOCTA34.

Meropnmbl
Omnpenenenne: 1) GyHkuum TpoMOGOLMTOB Ha arpero-
Merpe «buona» moj AeiicTBIEM UHAYKTOPOB arperaum
(AID, konnareHa, puctomnuuna); 2) AYTB, akTMBHOCTH
daxropa VIII un dpakropa Bumiebpansma, nporpombuuo-

BOTO, TPOMOMHOBOTO BpeMeHM, KOHIleHTpauun ¢pubpu-
HoreHa, KoHueHTtpanuun POMK mo opro-denanTponn-
HOBOMY TecTy, XIla-3aBucumoro nusuca ayrno6ynnHoB,
YyPOBHeli IIa3MMUHOreHa, aHTutpombuua III (AT-III),
nporeuHa C ¢ MCHOMb30BAaHMEM XPOMOTEHHBIX CY6-
crparoB (bupmbr Penam), pesucrentHoctu ¢daxkropa Va
K ATIC (pupmbi Penam), BOT4aHOYHOIO aHTUKOATY/ISHTA
(B COOTBETCTBMM C METOLMYECKUMM PEKOMEHALMAMM
3. C. bapkarana n coaBT., 2003); 3) ypoBHs roMmouucre-
nHa (I'1]) ummyHopepmenTHbiM MeTomOM; 4) ITIIP-mmar-
HOCTMKA MOMMMOP(U3MOB reHOB TpoMOodpuInm, BKIO-
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varomux nomumopdpusmer MTTOP, pakropa V Leiden,
nporpombuna G20210 A, rexa P-uenn ¢ubpunorena,
reHa MHrMO6MTOpa aKTUBaTOpa MIasMuHorena PAI-1, mo-
nmumopusM rena TpombouuTapHoro perentopa [Ib/I11a.

PesynpraThl

O6cneoBaHo 63 manmeHta ¢ TpoMb6oambonnye-
CKMM CMHJJPOMOM B BO3pacTe OT 16 j10 45 et (cpemHmit
Bo3pacT 33,7+2,8), u3 HuX 16 KEHCKOro M 38 MYKCKOro
nona. JIMarHocTUKa MPOBOAMIACH B «XOJIOJHBIIT» Iepu-
oz Tpomb0o3a. B anamMHese y Bcex 60/bHBIX bl 3aperu-
CTPMpPOBaHbI ApTepUa/IbHbIE YI/U/TH BeHO3HbIE TPOMO03bI
pasnMyHoON soKanm3aluu. BeHosHble TpomOO3bl: BeH
HIDKHUX M BepXHMX KOHe4yHocTeit (38 6onpHBIX), moj-
B3/IOLNIHBIX BeH U HIDKHelt monoit BeHsI (10), Tpombodrte-
6utsr (11), sM6onuu B 6acceitHe nerouHbix aprepuit (12),
node4yHo BeHbl (1), BeHbl ceTyaTky rnasa (1). Mmemmnye-
ckue mHCYnbTHI (5), ocTphlit MH(papKT Muokapaa (4), ap-
TepyajbHble TPOMOO3BI COCYIOB HIDKHUX KOHEYHOCTEN
(2), Tpom603 moyeuHoit aprepun (1).

CHHAPOM «IUIKMX» TPOMOOIMTOB, XapaKTepuU3yio-
IMIICA BBICOKOJ arperauneil TpPOMOOIMTOB HAa aroHu-
crol AII® n xonnareH BbisiBNeH y 14 (22,2%) 60/1bHBIX.
Hapyuienus B cucreme nporenna C 3aperncTMpOBaHbI
y 18 (28,5%) 60/1bHBIX, M3 HUX PE3UCTEHTHOCTD (paKTOpa
Va k AIIC — y 13, nedunut nporenna Cy 4-x, gedpuuur
nporenHa S — y opHoro. [lo ogHOMY clny4an AMarso-
CTMPOBaHbBI BPOXKIEHHbIE HehuinThl aHTUTPOMOMHA I11
u nnasMuHoreHa. Tpom6odumuu, obycnoBneHHbIe BbI-
cokuM ypoBHeM ¢akTtopa VIII cBepThIBaHMA KPOBU BbI-

ABneHbl y 3 60npHBIX (ypoBeHb akropa VIII cocraBui
or 280 mo 320%). BomyaHouHblt aHTHKOAryAsHT (BA)
M C TOBBILIEHHBIM YPOBHEM aHTHUTeNn K Qocdaruami-
cepuny (IgG u IgM) n docharnannsranonamuny (IgG
u IgM) BoisByeH y 9 (4,3%) 6onbHBIX. [Mnepromorucre-
uHemus obHapysxeHa y 12 (19,1%) 60nbpHBIX B IIpefenax
ot 12,5 10 30,0 mxmonb/n. I[Tpy 3TOM KOMOMHMPOBaHHBIE
HapyIlIeHus reMocTasa Habmopgamucs y 24 (38,1%) 60mb-
HbIX.

Cpenn nonumopdusmoB reHoB TpoMboduMIMM MYy-
tauusa rena ¢paxropa V Leiden BbisiBneHa y 8 60/1bHBIX,
nporpombuna G 20210A — y 5, MTIT®P — y 27, unru-
6utopa akTuBaropa mnasmuHorena (PAI-1) — y 13, ¢u-
6puHorena — y 8. Kombunaium nonmmMop¢usmMoB reHoB
B Pa3HbIX COYETAHMAX BBIABIEHBI Y 9 60/MbHBIX. BaxkHO,
4To y 12 3 obcmenoBaHHBIX 6OMBHBIX MAEHTUPULHUPO-
Bathb (GopMy TpoMOODMINKM MBI CMOIZIM TO/NBKO C WC-
nonb3oBauueM [1I[P-guarHocTukm.

3akmouenue

Y 60NMbHBIX C pAHHMM PasBUTHEM TPOMOO30B U uille-
MUl OPraHOB BBIABIAITCA reMaToreHHbie TpoMbodu-
JIMM, Yalle BCero o6yc/IoBIeHHbIe HAPYIIeHUsMMU B CUCTe-
Me npotenHa C, TUIIEProMOLUCTeNHEMIEN, CMHIPOMOM
WIMIKMX» TPOMOOUMTOB, aHTH(HOCHOMUIUIHBIM CHUHJ-
pomom n BA, nepenko (B 38,1% ciy4aeB) BBISABIAIOTCS
KoMOuHMpOBaHHbIe GOpMBI TPOMOODMINIT; y 6OMTBHBIX
¢ Tpomboambonmmueckum cungpomom IIIIP-guarnoctu-
Ka monmMMoppu3MOB TreHOB TpoMbodumnunii sBisercs
Ba)KHBIM JIOTIOTHUTE/TbHBIM METO/{OM MCC/IE[JOBAHUA.

3PUTPOLUTAPHbBIE MOKA3ATENIN NEPUDEPUYECKOW KPOBU Y BOJIbHbIX C OCTPbIM
HAPYLWIEHUEM MO3roBoro KPOBOOBPALLEHUA

E. B. Capanoea, H. U. Cmyknoe
@rbOY Bl1O «Poccutickuti yHusepcumem 0Opyx6bl Hapodos», 2. Mockea

AKTyanbHOCTb

ITo gannbiM BO3, B pa3BUTBIX CTpaHaX COCTOSTHUSA, CBSI-
3aHHDbIE C 1aTO/IOTMEN HEPBHOJ CHCTEMBI, B TOM YMC/Ie M OCT-
pble HapyleHus mMo3roBoro kposoobpamenns (OHMK),
BBIXO/IAT HA TIepBOe MECTO T10 3a060/1eBaeMOCTH U CMEPTHO-
cTu. B Haleit cTpaHe HEYK/IOHHO PacTeT MHBATMAU3ALIMS
B pesynbrare nocneacteuit OHMK. Tonbko 10% maimen-
TOB MOTYT BEPHYTbCS K TPYAY, 85% TpebyIoT MOCTOSHHOM
MEJIMKO-COLMa/IbHOM TOJJIEPXKKH, a 25% 13 HMX CTAHOBAT-
ca ray6okumy nHBa/mgamu. OcobeHHyI0 TPYIINy COCTaB-
AI0T GO/IbHBIE C TSHKEBIM MOPAYKEHUEM TOTIOBHOTO MO3Ta
npu OHMK, Tak kak BO3HMKalollee IINTEbHOE 00e31BM-
JKMBaHMe TalMeHTa IPUBOIUT K BbIPa)KEHHBIM M3MEHEeHM!-
AM B nepudepnyeckoit Kposi. [0 HACTOSAILEr0 BpeMeHN
He M3y4eHbl MEXaHN3Mbl, OO'bACHAIOI}E Pa3BUTIE AHEMUM
Y JAaHHOI KaTeropuu 6O/bHBIX.

Cpeny Bcex aHeMuit mepBoe Mecto B Mype (0koso 80%)
3aHMMaIOT >kenesofeduuntHoie anemun (OKIA). ITpnun-
Hol JK]IA ABnsAeTcs He TONMBKO KPOBOIOTEPS, HO M Ha-
pylieHue TMOCTYIUIEHMA >Kele3a C IMINEN, CHIDKEeHMe
BCachIBaEMOCTM JKeJie3a MPU CHIKEHUM TTOTPe6GHOCTH Op-

ranusma B xenese. Bce 3a6oneBaHMs 9TOI TPYIIIbI SIB/ISA-
HOTCA TUTIOXPOMHBIMYM MUKPOLIMTAPHBIMMU U XapaKTepu3y-
I0TCA CHIDKeHMeM ypoBHA remorno6una (Hb) Huxke 130 r/n
y Mmy>xumnH n 120 r/n y sxenmun. IIpn nctuunoit XXIIA xo-
JINYECTBO IPUTPOLMTOB OOBIYHO HAXOAMUTCA B IIpefeax
HOPMBI, cpeHuit 06beM aputpouutoB (MCV) cHmxaercs
meHee 78 ¢, cpenHee cofiep)KaHye reMoOrIobuHa B apu-
tpouure (MCH) — menee 27 nr, cpegusist KOHI[EHTpalus
remorno6una (MCHC) — menee 310 r/n1, rematokpurt (Ht)
Hke 0,47 y my>xunH u 0,42 y KEHIIMH, 1[BETOBOII MOKa-
sarenb Hike 0,8. KommyecTBO peTMKYIOLUTOB MOXET
OBITH MOBBIIIEHO MK He n3MeHeHo. Tunmansl aas XKIA
cHIKeHMe xene3a ceiBopoTKu (C)K) MeHee 12 MKkMoIB/II,
NOBbIIIeHNe O0IIel >Ke/Ie30CBA3bIBAIIEN CIIOCOOHOCTU
ceiBopoTky (OXKCC) 6ormee 69 MKMOB//I, CHUYKEHME Ha-
ChlllIeHUA JKefe3a TpaHCcheppuHOM MeHee 20%, CHYDKeHe
depputuna coiBopotky (PC) meree 30 MKr/L.
Cnenyomumy 1o 4acToTe SABIAIOTCA aHEMHUU XPO-
Hudeckux 6onesHeit (AXB), KOoTopble BOZHMKAKT Kak
3alMTHAA peaki[MsA OpraHM3Ma Ha cTpecc (BocmazeHue,
MOBpeX/eHne TKaHeil, HOBOOOpa3oBaHMe MM TPAaBMY).

Ne 33,2013
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Hnsa vux, B ormune ot JKJIA, XapaKTepHBI CHUXKEHME
Hb 3a cueT cHIOKeHMs KOMYECTBA 3PUTPOLINTOB, MEHEE
BbIpakeHHOe cHIKkeHne MCV n MCH, HopMaibHOe nin
CHVMKEHHOE KOTMYECTBO PETUKY/IOLMTOB, YMEHbIIEHNE
CXK n OJKCC npn nossimennyn ®C. AHeMun XpoHnde-
CKMX 60/e3Helt pa3BMBAIOTCA CITYCTS IMPUMEPHO 2 Hefle-
JIM TIOC/Ie BOSHUKHOBEHMSA IpOBOLMpYIoliero $akropa,
KaK IIPaBy/I0, KOMIEHCUPYIOTCS 110C/Ie YCTPAHEeH NS TIPH-
unHbl uX pasutus. [Ina AXDB xapakTepHO moBblleHNe
CO3, C-peaktuBHoro 6enka u 6enka remuuanHa, 6710-
KUPYIOIETO JOCTYN )Ke/e3a K TKaHAM, YTO Takxe 00-
neryaet auddepeHnnanbHy0 AnarHocTuky. Hambomee
TOYHO OOBACHAET XapaKTep aHEMMM HeaJeKBATHO HU3-
Kasl CTeNeHM TAKECTU aHeMMUM BbIpabOTKa SHJOT€HHOro
sputponoatuna (I10), xapakrepHas nmerHo ans AXB.

Ilenb pa6oTh — OlIEHUTD TTOKA3aTeNMN KPACHOI! Iepu-
bepuyeckoit kposu marmentoB ¢ OHMK s onpenerne-
HJS BEPOATHOCTU Pa3BUTMS aHEMUM U €€ XapaKTePUCTHK.

Marepuansi M METOJBI

llna BbIABNEHMA W3MEHEHWIT KpacHoi mepudepu-
4ecKoit KpOBM HaMy ObII TIpOBeJieH peTPOCHEeKTUB-
HbI aHanu3 33 ucropuit 6one3un naguentoB ¢ OHMK
B Bo3pacTe oT 28 10 89 et (cpeHMit BO3pacT COCTaBUI
68,88+14,01 71€T), KOTOPHIM IIPOBOAMUTIOCH CTal[MOHApHOE
JIe4€HNE B YC/TIOBUAX CTPOrOro MOCTE/TbHOTO PeXIMA.

[TaumeHTsI GBIV pacIIpe/ieNleHbl Ha J{Be TPYIIIIbL: TIep-
Bas IPyNIa — MY)KYMHbI, 8 yenoBek (CpefHuit BO3pacT
coctaBun 58,13+16,65 rosa), BTopas rpynmna — XeHIu-
Hbl, 25 YeoBeK (CpeiHMit Bo3pacT coctaBun 72,46+11,26
rofa). OneHuBanuCh mokasarenu nepudepuyeckoii Kpo-
BU [IPU TOCHUTAIN3ALMN B CTAIlOHAP U 4yepe3 21 feHb
(mepen BBIIIMCKOIT).

JlocTOBEpHOCTD 3HAYEHMIT ONPEJIETIAN TIO t-KPUTEPUIO
CroiofentTa, mpu p < 0,05 OHM CYUTAIUCH JOCTOBEPHBIMM.

Co6cTBeHHbBIE pe3yTbTaThI
[Ipn mocTynnenny B HeBPOIOTMYECKOE OT/eIeHNe KOH-
uentpanusa Hby manuenTos nepsoit rpymnmnst onpegensiach

Ha ypoBHe oT 89 1o 139 r/n (119+14,68 r/n), MCV — ot 78
mo 116 ¢ (91,59+11,60 dm), MCH — ot 23,50 30 34, 90 nir
(28,31+3,69 ir), MCHC — 01302 710 3151/ (308.75£10,74 1/11),
CO3 — ot 4 go 30 mm/u (14 + 8,91 mm/4). B amHamuke
y manueHToB nepsoit rpynmnsl Hb cocrasun 109=14,38 1/,
MCV — 90,66+12,38 ¢, MCH — 27,88+2,96 nr, MCHC —
304,63+18,84 r/n, CO9 — 21+10,80 MM/u.

Bo Bropoit rpynmne koHueHTpauus Hb mpwu mocry-
nneHum 6b1a Ha ypoBHe oT 91 mo 137 r/n (112=11,48 1/n1),
MCV — or 91 pgo 103 ¢n (90,20+6,63 da), MCH —
or 24,80 mo 32,50 nr (28,33+2,37 nr), MCHC — ot 274
o 344 r/n (315,46+16,0 r/n), CO9 — ot 7 mo 44 MMm/4
(22£12,54 MM/4). B puHaMuKe y MNaNMEHTOB BTO-
poit rpynnbl Hb usmenmncs po 1031113 r/a, MCV
mo 91,81+6,55 ¢n, MCH — 27,91+2,32 nr, MCHC —
306,25+13,67 r/n, CO9 — 32+16,48 mm/4.

CpaBHUB TONyYeHHble 3HAYEHMsA, TMOAYEMIM Clle-
AyWI[Me pe3yNbTaTbl: IPU CTALMOHADHOM AeYeHUN
6ompubix mo mosogy OHMK y myxums He oTMedve-
HO JIOCTOBEPHOTO M3MeHeHus mnokasareneit Hs, MCV,
MCH, MCHC, CO3 (4To, BIpoYeM, MOXET FOBOPUTH
0 He6ombIIOM 06'beMe BEIGOPKM); Y HKEHIINE OTMEYEHO
nocroBepHoe cHInkeHne HB (t = 2,72, p < 0.05) u MCHC
(t = 2,19, p < 0.05), a usmeHenue noxasareneir MCV,
MCH u CO3 He gocToBepHO.

3aknioueHne

BoisiBieHHbIE M3MeHeHMA N0Ka3bIBAWT 3Ha9MMoe (p <
0.05) Bmuauue OHMK u ¢ HuM CcBsI3aHHOM THIOAMHAMMIYU
Ha 3PUTPOLMTAPHBIE MOKa3aTenu nepudepiteckoit Kpo-
Bu. CHinkenne Hb cBupetenbcTByet o nporpeccupoBanun
anemuy, usmeHennss MCHC roBopaTt o €€ BO3MOXXHOM
xenesoeuMTHOM XapakTepe. Heobxomammo Takke npo-
BECTM JleTa/IbHOe yccnefioBanmne cofepxanna 3110, map-
KepoB BOCIIaJIeHMs M YpOBHA renummnsa. CHIDKeHMe 110-
kasatenss MCHC Tpe6yet usydenus obmena xenesa, a mpu
JIOKa3aHHOM €ro HapyLIeHUM, MOXKeT ABAATHCA MOBOJOM
/ISl Ha3HAYeHMA MPerapaToB Xejesa C 1enbio mpodumak-
TUKM Pa3BUTHUs AHEMUM B YKA3aHHOI TPyTiTne GO/MbHBIX.

OCOBEHHOCTU UHTErPAJIbHbIX TECTOB TEMOCTA3A Y IETEW

E. A. Cepézuna’, M. A. pauesa’, M. A. Kymckoea®, C. 1. Ba6ewko', 4. I. Poxoesa', A. H. Bananduna'?,

A.E.PydHesad', B. M. Yeproe', U. A. Tapacoea', K. I. Koneinos', ®. U. Amaynnaxaros

1—5

1 — ©BlY [lemckud yeHmp 2eMmamosnoauu, OHKoI02UU U UMMYyHoo2uu um. [. Pozayesa M3 P®, 2. Mockea;
2 — Lleump meopemuyeckux npobaem pusuko-xumuyeckol ¢papmakonoauu PAH, 2. Mockea; 3 — @IBY
[emamonoauyeckut Hay4HbIlt yeHmp M3 P®, 2. Mocksa; 4 — OO0 «femamosnoau4eckas Kopnopayusy,

2. Mocksa; 5 — Mockoackuti 2ocyoapcmeeHHbili yHusepcumem um. M. B. JlomoHocosa, 2. Mockea

BBenmenue

Y neteit, B 0CO6EHHOCTH 10 5 /IeT, KOHL[EHTPALK He-
KOTOPBIX 6€/IKOB CHCTEMBI FeMOCTa3a OT/IMYAKTCS OT T10-
KasaTesieit B3poC/IbIX. JIo CHX MOp M/IOXO0 M3YUYeHO KaK 9TH
OT/IMYNSA B KOHLEHTPAUMAX GeKOB BIUAIT HAa paboTy
CHCTeMbI TeMOCTa3a B 1[eJIOM.

Ilenp pa6orer: CpaBHUTH IMOKa3aTeM WHTErpajib-
HBIX TeCTOB remocrasa Tpomboaunamuku (T[I) u Tpom-
6oanacrorpadum (T3I') y 350pOBBIX I€TEN U B3POCTIBIX.

Marepuanbl ¥ METObI

B mccnenoBanme BK/IOYEHO 78 YCIOBHO 3/I0POBBIX
MAIMEHTOB JEeTCKOTO ¥ IMOAPOCTKOBOrO BO3pacTa, IO-
crynuBmux B Otgenenne Ilomuknuuaukn ®I'BY OHKIL
ATOU um. [I. Porauesa, n 120 B3poC/bIX 30POBbIX J0-
6poBosnblieB B Bo3dpacTe oT 18 mo 65 ner. Ha o6pasuax
KpoBy npoBopmuch TectTel TOI (mapamerpsl: Bpems pe-
akiuy R u koarynsauum k, yron a u MakcuManbHasi aM-
mntyna MA) un T]I (mapameTpbr: 3ajiep>KKa pocTa Cryct-
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ka Tlag, HaunbHas VO u cranmonapuas Vst ckopocTu
pocTa CrycTKa, pasmep crycrka yepes 30 munyt CS_30).

Pesynbrarhr

Hletn 6bUIM pas6uThl Ha BO3PACTHbIE TPYNMbBL OT 1
mo 5 et (n=18), 5—12 (n=48) n 13—16 net (n=12). Bos-
pacT B3POCHBIX 3[JOPOBBIX JOOPOBONBIEB COCTABIAN
ot 18 10 65 ner.

[Tonyyeno pocrosepHoe pasnuume mapameTpoB
V0, Vst, CS_30 cpean Bcex rpynm jeTeit u MOAPOCTKOB
M0 OTHOLIEHNI0 KO B3pocibiM (p<0,05). Cpeau rpymnn
HeTei M MOAPOCTKOB PasjMyMit He HabmoAanoch. VH-
TepBabl (5—95 nponenTtueitr) aas Tlag — 0,7—1,1 Mun
(nnsa Bcex rpynm), mns VO—36—50 u 38—55 MKM/MUH
AJIsL leTeN Y B3POCTBIX, Vst — 17—26 n 20—30 MKM/MUH
ANA TPYIIIBL leTeil U MOAPOCTKOB U B3POC/BIX 106PO-
BonbleB u CS_30—770—1084 n 828—1191 MKM coOT-
BETCTBEHHO.

HocroBepubix pasmuumit mo mapamerpam TIT
B IPYNNax JeTeil U MOAPOCTKOB He OOGHAPY)KeHO, MO-
aromy rpynmusl 6bin o6beauuenst. [lapamerpsr TOT
Yy JieTeil ¥ MOAPOCTKOB CPaBHMBA/K C IMANa30HOM HOP-
Ma/IbHBIX 3HAYEHWI, NOBEPUTE/IbHbIE MHTEPBa/Ibl [Is
R 17—36 mun (Hopma 9—21 muH), k 4—17 mMun (Hopma
2—9 mun), yrna a 12—36 rpaz. (Hopma 22—58 rpaj.), MA
43—62 MM (HopMa 44—6 4 MM).

BoiBopbl

[106anbHble METO/BI OLEHKM CHCTEMbI reMOCTa3a
Tpomboanactorpadpus u TPoMGOAMHAMMKA OTPAXKAKOT
CABMT TIOKa3are/iell reMoCTasa B CTOPOHY TIMIIOKOAry-
MALMK JJIs YCTIOBHO 3[0POBBIX JleTell 110 CPaBHEHUIO
C B3POCTTBIMM.
Hccnedosarue 6vi10 noddepiaro spanmamu om 000
«IemaKop» u PODH 11-04-00303, 12-04-00652,
12-04-00438, 12-04-33055.

BJINAHUE NPENAPATA 3KYJIU3YMAB HA TEMOCTA3 Y NALUMEHTOB
CNAPOKCU3MANIbHON HOYHOW FEMOITIOBUHYPUEN

E. A. Cepéauna’, O. ®. Hukynuna?, H. B. iesemaesa?, 0. B. [pu6koed’, E. 6. Open?, A. H. Bananduna'’,
®. U. Amaynnaxaxos' >
1 — OBl'Y flemckuti ueHmp 2eMamosno2uu, OHKOI02UU U ummyHosnoauu um. []. Poeayega M3 P®, 2. Mockea;
2 — QI'bY lfemamonoauyeckuli Hay4HbIt yeHmp M3 P®, 2. Mockea; 3 — L{eHmp meopemuuyeckux npobnem
¢pusuko-xumuyeckoli papmaronozuu PAH, 2. Mockea; 4 — 000 «femamonozuyeckas Kopnopayus,
2. Mockea; 5 — Mockoeckuli 2ocydapcmeerHbili yHusepcumem um. M. B. JlomoHocosa, 2. Mockaa

Beenenne Te€ MCIO/Ib3yeTCs TApaMeTp Haya/ibHasA CKOPOCTh POCTa
IIpenapar skynmusymab npumensercs ans Hopmanu- crycrka (VO0).

3allMM TOKa3aresieil TeMO/IN3a y MAIMEHTOB C MAPOKCU3-
MaJ/IbHOI HOYHOII remornobunypueir (ITHT). ITokasaHo,
4TO NpUMEeHeHHue 3Kynmu3ymaba CrocoO6CTBYeT CHuKe-
HUIO TPOMOOTNYECKOTO pycKa y naunentos ¢ ITHT.

IIens paborsr
ViccnepoBath BauMsHMe aKyniumsymaba Ha TreMocTas
y naiuenTos ¢ [THI.

Marepuansi 1 MeTOAbBI

B uccnepoBauuyu npuHAIM y4yacTHe Tpoe HalMeH-
ToB ¢ [THI B dase o6ocTpenns remonnsa. Ikynmusymab
BBOIM/IN 1 pa3 B Hezento B jjo3e 0,6Mr (MccieoBaHme
IPOBOJM/IN 32 CYTKM [IO UM 4epe3 CYTKM IOC/Ie BBeJe-
HUA npernapara B Tevyenue 4 Hemens). [lanee sKkynus-
ymab BBoguics 2 pasa B mecsal B 0,9mn (uccimegoBanne
npoBoaunu 1 pas B MecAll B eHb MHY3UM [0 BBefle-
HUA 9Kynnmsymaba B TeueHme 8 Mmecsues). Vamepsau
KOHLIEHTpauu nakrargerupporedasst (JIT) u remo-
rno6uHa. COCTOsIHME reMOCTa3a OlleHMBaNN 110 TeCTaM
tpombopgunamuku (T]I), Tpombanacrorpapuu (T3AT),
TecTy reHepauun rpombuna (TT'T), akTuBupoBaHHOMY
4acTUYHOMY TpombomniactiuHOBOMY Bpemenu (AYTB),
nporpomM6unosomy unaekcy no Ksuky (ITV) u konuen-
Tpauuu D-gumepos. Merop T]I peructpupyer npouecc
pocra pubpMHOBOrO CrycTKa B MPOCTPAHCTBE, B pabo-

Pesynbrarsi

B Teuenne mecsua nocie Hayama Tepanuu mMpomMcxo-
ANNIO yMeHblIeHue reMonusa: nokasarenu JI[II' cumxa-
JINCh y BCeX ManneHTos (c 1472+7106 no 380+612 E/n, npu
HopMe 208—378 E/n); reMorno6uH yBeMunBanca He3Ha-
4nTenbHo (¢ 64+20 no 78+10 mpu Hopme 130—160r/n);
yayduianoch ¢usuyeckoe camouyBscTBue. B Teuenne 8
Mecs1eB Tepanny y IBYX MalMeHTOB CIy4aTuCh reMOJu-
TU4Yeckue Kpussl ¢ mogbemom JI/IT no 2491 u 1144 E/n.

Ho nposenenus tepanuu VO B Tecte TJ| cocras-
nana 56, 62 u 67 MkM/MuH (Hopma 36—56 MKM/MUH),
9H/IOTeHHbIT TpoMOuHOBBIIT noteHuman (ITII) B Te-
cre TI'T — 2922, 1212 u 1100 EM*MuH (upu HOpMe
1100—1300 sM*MuH), KoHUleHTpauusa D-gumepos — 0.8,
0.2 1 0.5 mr/n (mpu Hopme 0—0.5 Mr/71). DTH TecTh oTpa-
3U/IM M3BECTHYIO CKJIOHHOCTD K TMIIEPKOATY/IALMHN Y I1a-
unentos ¢ ITHT B ¢ase obocrpenns. [Tokasarenn TIT,
AYTB un I Haxogunuce B ob6macTu HOPMOKOATY/IALIUN
WIH TUIIOKOAT Y/IALMM.

Ilocne BBemeHns akynusymaba mokasarenu TECTOB
JOCTOBEPHO HE M3MEHMUJIUCH (p>0,5): VO cocrasnsna
60+8 mxm/muH, TII nepuopnyeckn okaspiBancsa B 06-
IACTY TUNEPKOATY/IALMYU y BCeX MAIMEHTOB, IIOATBEp-
KJasAd COXPaHAIOUIMIACA, He CMOTPA Ha TEPAINIO, TPOM-
6oruyeckoit puck (561,2+2922,3HM*MuH), napamerpsr
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Marepuanbi BTopoi Poccninckon Hay4HO-NpakTU4eckon KoHpepeHunm

TOI, AYTB, IIM ocranuck B 06/1aCTM HOPMOKOATy/Is-
LN U TUIIOKOATYAMN. B Teuenue nanpHeiinrei tepa-
nun 8 MecsAleB TeCThl FeMOCTa3a TaK JKe He I0Ka3aamn
AVHAMMKH.

BoiBoabI
Metoppt TII u TI'T 4yBCTBUTENBHBI K COCTOAHMAM,
COIIPOBOX/IAIOUINMCS TTOBBIIIEHHBIM PMCKOM Pa3BUTHUSA

TPOMOOTHYECKUX OC/IOKHEHMI Y MalMeHTOB, CTpajaio-
wux [THI. Ilpumenenne akynmsaymaba He CHIMDKAeT I'M-
nepkoarynauuio y naumuentos ¢ ITHI, noatomy npu ero
NIPMMEHEHNN PeKOMEeH/yeTCs JIOTIOTHUTETbHAsl aHTUKO-
ary/lsAHTHas Teparnmsi.

Hccnedosarue 6vino noddeprcaro epanmamu om OO0
«lemaKop» u PO 11-04-00303, 12-04-00652,
12-04-00438, 12-04-33055.

JNIETAJIbHbIE TEMOPPATUYECKUE U TPOMBOTUYECKUE OCJZTOXKHEHUA B YCJIOBUAX
COBPEMEHHOIO rEMATOJIOTMYECKOIO CTALLMOHAPA

H. U. Cmyknoé’, B. B. Bapsacur?, H. . Waxxoeckas?, . B. Yepkawuna?, 0. M. Kosnumuna?,
I. P. Paxumoed?, E. E. l'ywuna?, E. . Pei6kuna?, 0. B. Ywakoed?, A. B. Yucmakoea” ?
1 — @rbOY Br10 «Poccutickut yHugepcumem 0pyx6bl Hapo0os», 2. Mockaa; 2 — 6Y3 Kb N 52, 2. Mocksa

BBenenune

Cucrema cBepThIBAHMA KPOBMU, B COBPEMEHHOM IIO-
HMMaHMM, COCTOMT M3 B3AUMOJENCTBYIOUIMX MEX]y
cob0i1 COCyAMCTO-TPOMOOIIMTAPHOTO M T/IA3MEHHOTO
3BeHbeB reMocTasa. IIoMMMO NpPOKOAry/IsAHTHBIX MeXa-
HU3MOB, MMEIOTCA U NPOTMBOCBEPTHIBAOLINE CBOJCTBA,
obecrieunBaemble (QyHKIMOHMPOBaHMeM mporenHa C,
anTuTpom6buHa III, fpyrux Genkos, a Tak ke CUCTEMbI
N/Ia3MMHA, PaspylIaloNlero Ccryctok. Tombko TecHoe
B3aMMO/JIEICTBME YKa3aHHBIX MEXaHM3MOB JIe/IaeT BO3-
MO>XHOJ TIOTTHOLleHHOe (PYyHKIIMOHMPOBAHME IeMOCTa3a
C TOYHOM JIOKa/IM30BaHHOM B IMPOCTPAHCTBE U BPEMEHMU
aKTMBalMeil CBepThIBAKOIEHl ¥ IPOTUBOCBEPTHIBAK-
1eit cucteM. BoipakeHHble HapyIIeHNs B KaYeCTBEHHOM
Y KOJTMYECTBEHHOM COOTHOIIEHUM 37IeMEHTOB reMoCTa3a
MOTYT NPUBOAUTH K T€MOPPAarMyecKuM u TpomMboTmye-
ckuM ocnoxxHeHuaM. Hanbonee yacto npu 3aboneBanu-
AX KPOBM CTpajiaeT TPOMOOLMTApPHBIN M ITa3MEHHBIN
remocTa3. [I1a3mMeHHbIi1 reMocTas npejcTasaser coboi
KaCKa/[HbI/l MeXaHM3M aKTMBALMM (epMEHTOB CBEPTHI-
Baloleil ¥ IPOTUBOCBEPTHIBAIOLIEN CHCTEM, CYyOCcTpaToM
KOTOPOTO ABNAETCA (HDMOPMHOTEH, MONMNMEPU3YIOLINIICH
B GUOPUH, KOTOPbIil U ABIAETCS OCHOBHBIM CTPYKTYP-
HBIM 3/1eMeHTOM Tpomba. Hambonee mpocto oleHUTH
AKTMBHOCTb CUCTEMbI CBEPTBIBAHMUA MOXKHO MCIIONIb3Ys
PYTMHHbIE K/IOTTMHTOBBIE TeCTbl. TaK, aKTMBMPOBaH-
HOe YacTU4yHoe TpoMbonmacTuHoBoe Bpems (AUTB) mo-
Ka3pIBaeT BpeMs CBEPTHIBAHMUSA 1O BHYTPEHHEMY IyTH
(ouenmBaercst akTuBHOCTH ¢akrtopos XII, XI, IX, VIII).
IIpoTpoM6uHOBOE BpeMs MM €ro aHajory MpoTpoMOu-
HoBblit mHAekc (ITTV) n mMexxpyHapogHOe HOpMann3o-
BaHHoe oTHomeHne (MHO) nokaspiBatot Bpems (B ciy-
gae IITV u MHO otknonenns ot Hopmel — 80—120%
u 0,8—1,2 cOOTBETCBEHHO) aKTMBAUUM TpoMbGOOOpa-
30BaHMSA 110 BHEIIHEMY IIyTV CBepTbIBaHMsA. BHemrHmit
IyThb CBepTbIBaHUA mnpejicTaBineH K-saBucumbivu ak-
topamu VII, V, II, cunTesanpyeMbiMu B Ie4eHu M OTpa-
KAKIMMU CTeneHb e€ noBpexaeHnsa. Oba onmcaHHBIX
IyTH CBEPTBIBAHMA BO3JENCTBYIOT Ha (ubpuHOreH ye-
pes cucreMy IpoTpoMOMHa, /IS OLEHKM aKTUBHOCTH KO-
TOPOTo MCIoNb3yeTcs TpoMbuHoBoe Bpemsi (TB). Oguum
ux 3G PeKTUBHENIINX ¥, HA ITOT Pa3, KOIMYECTBEHHBIX

METOJIOB MCC/IeJOBAaHMsA CUCTEMbI CBEPTHIBAHNUSA AB/ISAET-
cs uaMepenme pubpuHoreHa. TskenbIMU HapyIIEHUAMU
M/Ia3MEHHOTO 3BeHa TIeMOCTa3a MOTYT CYUMTAThCS BBI-
pakeHHble oTknoHeHust B AYTB u MHO (xak mpasuio,
6onee ueM B 2 pasa), runodpubpuHorenemnsi mexee 1 /i
n runeppubpunHorenemus 6onee 6 r/n. Cumxenne AYTB
n MHO rosoput 06 akTuBauyuy cucTeMbl CBEPThIBAHMS,
MOBbILIIEHNE — O e€ HeJJOCTAaTOYHOCTH, npuyeM o AYTB
B K/JIMHUYECKON IpPaKTUKe ONpefesioT afieKBaTHOCTb
renapuHoTepanuy, 1o MHO — Tepanuyu HenmpsAMbIMU
aHTUKOAry/IsAHTaMyu. B remaronormyeckoM craluoHa-
pe, KaK IpaBujio, MPUYNHON MOABIEHUs BbIPAXKEHHOI
HEJIOCTATOYHOCTY KOAry/IAIMOHHOTO 3BEHa IeMOCTa3a
ABJIAETCSI KOMIUIEKCHOe moTpebienne Bcex (aKTOpOB
CBEpPTbIBAHMA MM B 6OIbILIEI CTETIeHN BHYTPEHHETO NN
BHEIIHEro My TH.

Hapyuenns TpoM60oLMTapHOTO 3Be€HA MOJPA3/Ie/AIOT
Ha KONMMYecTBeHHble (TpoMOOILMTO3bI M TpoMboIUTOIIe-
HUM) U KadecTBeHHbIE (TPOMOOLMTONATHM) COCTOSTHMSL
TpoMOOLUTONIEHNI MOXXHO YC/IOBHO Pasfie/inTb Ha TPy
Kareropun. Jlerkas TpoMOOLMTONEHNUS CBsI3aHA CO CHU-
KeHyeM KonmndecTBa TpoMbountos ot 100 1o 50 Thic./MKIL.
Takme cocTosiHNA, KaK IPaBU/IO, HE BBI3BIBAIOT reMOppa-
TMYEeCKOro CMHpoMa, He TpebyioT koppekijuu. Hazo nom-
HUTb, YTO TpoMOOLMTONEHNA T000i1 CTENeHN TAKECTH
ABJIACTCA TIOBOJOM J/Isi 00s3aTeNIbHOTO 00C/IeOBaHMA.
[IpuunHO# TpoMbOLMTONEHUM MOTYT OBITh TeMobIacTo-
3bI M JIEIPeCCHM KPOBETBOPEHMs, KOJI/IareHo3bl, 3aborre-
BaHMA TIeYEeHN, COCTOSHNSA, CBSA3aHHbIE C TUIEPCIIEHU3-
MOM, B YC/IOBUAX CTaIlIOHAPHOTO JIeYeHMS BBIABIAIOTCSA
TpombonuTonennyn notpebnieHns B CBA3M C CMHAPOMOM
AMCCeMeHMPOBAHHOTO BHYTPUCOCYUCTOTO CBEPTHIBAHMS
(IBC) mnmm KpoBOTeYeHMs1, YaCTO TPOMOOLMTONEHNUS CO-
IPOBOXK/AET XMMMONTy4YeBOe jIeYeHNe, yTHeTaolee Hop-
MajibHOe KpoBeTBopeHye. TpoMboluToneHus cpegHeit
TSDKECTY YCTAHAB/IMBAETCS TPU HAMYUM TPOMOOIMTOB
ot 50 1o 20 ThHIC./MKJI, TAKO€ KOJIMYECTBO HE OIACHO JI/IA
JKM3HM TIPM U30/IMPOBAHHON IATO/NOTMY, HO SBIAETCA
OrpaHMYEHNEM [/Isl NPOBeleHNs MHBA3MBHBIX MaHMILY-
AU, XUPYPIUYECKUX BMEIIATEIbCTB M €CTeCTBEHHbIX
POJIOB, TaK KaK MOXET OC/IOXKHATbCA KPOBOTEYEHMAMMU
13 TIOBpeX/IeHHBIX TKaHeil. Koppekiyn tpombormrorne-
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HUM CpeJIHeNt TSHKeCTH He TpebyeTcs, ledeHne B OCHOBHOM
COCTOMT M3 Tepamuy OCHOBHOTO 3a00/eBaHMsA, CHMIITO-
MaTUYeCKOy Ba3oNpoTeKTMBHON Tepanuu. [Ipm xonmye-
cTBe TPOMOOLUTOB HKe 20 THIC./MK/I yCTAaHAB/INBAETCH
TSDKeNas TPOMOOLMTONEHNS, KOTOpasg 4acTo AB/IAETCA
NPUYMHOI KOXXHOTO reMopparmyeckoro cuuapoma. Kpo-
BOU3TMAHMA B KOXKY OYEHb Y€TKO KOPPETMPYIOT C PUCKOM
JIeTa/IbHBIX TeMOpparn4eckux ocnoxHennit. [Tpu nossne-
HUM TeTeXMa/bHBIX BBICHIIIAHMIA HA TY/IOBUILE, BEPXHUX
KOHEYHOCTEN, 0COOEHHO JInIle, KPOBOTEUEHMIT U3 CIU3U-
CTBIX P€3KO yBE/INYMBAETCSH PUCK KPOBOM3IUAHMIL B TO-
JIOBHO1 MO3T ¥ MO3TOBbIE 000/I04K, KOTOPbIE U AB/IAIOTCA
Jallje BCEro MPMYNHOI JIeTa/IbHBIX MCXOJ0B B reéMaTo/IOT U~
4yecKoM cranmoHape. Ilo aToit npuunHe, TAXenas TPOM-
6ouuTonenns TpebyeT MCKIIOUUTETBHO CTALMOHAPHOTO
JIe4eHUs B YCIOBUAX CTPOTOTO MOCTETBHOTO PeXMMa, 3a-
MeCTUTETbHON TPAaHC(HY3MOHHOI Tepanuy TpoMboIuTap-
HOI Maccoit, 00s3aTe/IbHOTO Hayajla MaTOTeHeTHYecKoi
Tepanuu.

O6patHas curyauus Habmofgaercs mpu TpoMboun-
TO3aX, KOTOpble MPMHATO Pa3/eNATh TaK Ke Ha TPy Ka-
reropun. TpombounTos 1o 700 ThIC./MKI ABIsSETCA, KaK
NpaByU/IO, BTOPMYHBIM, CBSA3aHHBIM C aKTHBallMeil Kpo-
BETBOPEHUA NpU MHOEKLNH, ONYyXONAX, KPOBOTEUEHMM.
Takoit Tpomb6ouuTo3 He TpebyeT HMKAKOTO JeYeHMs,
00s13aTe/TbHBIM SIB/IAETCS TOMCK NMPUYMHBI M JMHAMU-
yeckoe Habmonenne. KonmnyectBo Tpombornto ot 700
no 1500 Thic./MK/I mpefnonaraeT MOMMMO yKa3saHHOTO
a/ITOpUTMa JIeNCTBMIT, 06A3aTeIbHOI KOHCY/IbTAllMM Te-
MaToJ/Iora IS MCKIIOYEeHUSA MUenonponudepaTuBHOTo
3abomeBaHMsA, CUMITOMATHYECKOTO HAa3HAYeHUs aHTH-
arperaHTHOI Tepanuu, TaK KaK 4acTO MOXET ABIATbCA
HPUYMHON TPOMOO30B, B TOM YMC/IE U B )KM3HEHHO BaK-
HbBIX opraHax. TsoKenblit TPOMOOIMTO3 KOHCTATUPYeTCA
npu KonmuyecTse TpoMbouuToB Beie 1500 Thic./MKi1. Ta-
KMe COCTOSIHUS, YaCTO, XapaKTepPHBI [/I reMo6/1acTo30B,
NPUBOJAT K TSAXKEBIM HapyIIEHUAM MO3TOBOTO KPOBOO-
6pautenns, nHpapKTaM MMUOKapja, TpoMb0o3aM CoCynoB
BHYTPEHHUX OPraHOB, JIeTa/bHBIM TpoMboambonnye-
CKUM OCTIOKHEHMSAM.

Takum o6pa3om, 60/bIIOe KOTHYECTBO COCTOSHMUIA,
00yCTOBIMBAIOLINX TreMopparuyeckoe u TpoMboTnde-
CKO€ MOBpEX/IeH)e KM3HEHHO Ba)KHBIX OPraHOB Y reMa-
TO/IOTMYECKUX GONMBHBIX, TOTYYAIMUX XNMUOTEPATHIO,
reraTOTOKCMYOe JieYeHue, IMpenaparbl aKTMBUPYIOLue
CHCTEMY KOAary/IsAI[MOHHOTO TeMocTas3a (JeKcaMeTasoH,
MpPeHN30/I0H, TATUOMMJ, JeHAMTNJOMUJ ¥ JApYTHe),
TpebyeT JeTaTbHOTO aHANIM3a /A MoucKa Hanbosee ad-
(beKTMBHBIX METOJOB MPODUIAKTHKY ¥ TeYEHNA.

Ilenp — 1O KIMHMYECKMM M IaTO/NOTOAHATOMMYe-
CKMM JIaHHBIM IPOBECTM aHA/IN3 MPUYMH JIeTaIbHOCTH
60/IBHBIX B TeMaTOJIOTMYeCKOM CTallMOHape /IS BbIABIIe-
HUsS [apaMeTPOB, CBA3AHHbBIX C TAXKE/IBIMM IeMOpparu-
4eCKMMM U TPOMO0IMOOTMYECKUMI COCTOAHUAMM.

Marepuaibi 1 METO/IbI
PerpocnekTuBHO M3ydeHbl mctopum 6onesHu u pe-
3y/lIbTaThl  NATOTIOTOAHATOMMYECKOTO  MCC/IENOBaHMA
89 60mbHBIX OT 30 710 98 /1eT, CpesiHMIt Bo3pacT 66+14,5 e,

ymepumnx B 2012 rofy B reMaTO/I0TMYECKOM OT/€/IeHUN
['KB Ne 52. OueHmBanuch napamMeTpbl reMOrpaMMbl, KO-
arysorpaMMbl, CTPYKTypa reMOpparuyeckoro CMHpoma,
a TaK e 06’beM TpaHCcdy3nOIOrMYecKoro nocobus B Te-
4eHUM NOC/IeTHUX 3 CYTOK.

Pesynprarpi

Ilo pesynbraraM BCKpPBITMS TreMOpparmieckue
1 TpoM60aMOOIMYecKIe OCTOKHEHUS JoKa3aHbl y 48
nanueHToB (54%), 4YTO CBUJETENbCTBYET O BaKHeELIeN
PONY MAaTONOIMM TeMOCTa3a B CMEPTHOCTYM GONIbHBIX Te-
MaTO/IOTMYECKOTO CTAI[MOHAPA.

V3 48 cnmyyaeB cMepTH, CBA3aHHBIX C HapylIeHMEM
CBEpTBIBAIOILEH CUCTEMbI, TONMbKO B 6 BBIABIEH TPOM-
60aM60MMYecKNil XapaKTep MOPaKeHUs: y 5 GOMbHBIX
¢ mMMPOMOIT UM OCTPBIM MUENTOOTACTHBIM JIEIKO30M
(OMJI) (BapmanTel M1, M2) BbIsiB/IEHa TPOMOOIMOOIIS
nerounoi aprepun (TIJIA), y ogHoro 6ombpHOrO € OCTe-
omuenopubpo3om — TpoMOO3bI Cene3eHOYHOI U JIEBOIT
MO3TOBOI1 apTepuy, MHGPAPKTHI Ce/le3eHKH, MHPAPKT
ro/IOBHOTO Mo3ra. [IpuyeM HU B OJHOM Cry4ae He 6bIIO
BBIAIB/IEHO TPOMOOLIMTO3a, CpeJiHee KOMNIeCTBO TPOM6O-
LIMTOB B rpynmne 6b110 163+145 ThIC./MKI, @ Y 2 60/IBHBIX
nokaszaHa Tpombouutonenus 25 u 12 Toic./mk. Ipu nc-
CTeJOBaHNM KOAryJOrpaMMBbl TIOTYYeHbl CIefylollye
pe3y/bTaThl: JaHHBIE HaJeHbl TONBKO Yy 3 GONbHBIX,
cpennee AYTB cocraBumo 95+65 cek. (pedepeHcHbIe
3HayeHusa 25—32 cek.), MHO — 1,2+0,25, ¢pubpuso-
ren — 3,8+0,8 r/n. Ilpuyem opguH 60MbHOI mONTyYasn
Tepanuioo BappapMHOM 5 MI C CYTKHM, Ha 3ToM (oHe
AYTB — 169 cex., MHO 1,5, apyroit — KypaHTUIOM, IpU
atoM AYTB — 77 cex., MHO 1,3. [lony4yeHHble TaHHBIE
MO3BO/IAIT TOBOPUTH 06 OTCYTCTBUM CBA3M TPOMOOLHU-
1032 U TPOMOOIMOOTMYECKNX OCTOKHEHUIT, HATUIUK
BbIPa)KEHHbBIX U3MEHEHMIT KOary/IorpaMMbl B YKa3aHHOM
rpyIre, He KOPPeIMPYIOUIMX C Ha3HaYeHMeM JIeKapCT-
BeHHOI1 Tepanuu. ToNMbKO y OJHOr0 60/IBHOTO € TSAXKEOM
tpombonuronenneit (12 ThIC./MKJT) MPOBOAM/IACH TPaH-
cysnonnas tepanusa TpomboruTapHoit Maccoit (5 103)
¥ CBeXXe3aMOPOXKeHHOI1 m1asmoit (600 mr).

Y 42 ymepuinx 60/1bHBIX BBISABU/INM FeMOpparndeckue
OC/IO)KHEHMA TOil M/IN MHOI CTeIeHM TAXKECTH, KOTOpbIe
COCTaBM/IM B COBOKYNMHOCTHM 87,5% Bceil MaTonorum cu-
CTeMBl CBePTbIBaHWSA, SBMBILUENCSA OCIO)KHEHMEM CH-
CTeMHBIX 3a60/IeBaHMIT KPOBM U MX JIeYeHNS] B reMaro-
JIOTMYECKOM cTaluoHape. IIpu mocMepTHOM ommcaHuu
28 MalMeHTOB 3TON TPYIIbl BbIABIEHBI KPOBOTEYEHMS,
KOTOpbI€ OIpe/ie/IeHbl KaK HeMOCPeCTBEHHasA NMpUYMHA
cmepty (rpynmna I), y Apyrux 14 — BbIpa)keHHbIE, FeMOp-
parmyeckue OC/IOKHEHUsA B KayecTBe HeCMepTeTbHbIX
ocnoxHenmit (rpynmna II). Takum obpa3om, u3 Bcex 06-
C/TeJOBAHHBIX GONBHBIX, YMEPIINX B TeMaTOIOIHIECKOM
orjeniennn B tedeHme 2012 ropa, 31,5% ymepnu B pe-
3y/IbTaTe KPOBOTEYEHMII, He COBMECTMMBIX C XKM3HBIO.
JletanpHble CTyYau MpeACTaBIAIT coboit 67% Bcex Ba-
PMAHTOB FeMOPPAarnyecKOro CMHApPOMa y CTallMOHAPHBIX
reMaTo/IoTMYecKuX 6O/TbHBIX.

AHanusupysa CTPYKTYpy /1€TabHOrO TreMopparuye-
CKOTO CMHJIPOMa, MOXXHO BbIJIEIUTh KPOBOUSNMUSAHUS
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B TO/IOBHOM MO3T, MOJ MATKYI0 M TBEPAYK MO3TOBYIO
0007104KY, KoTOpbie B 100% NMPMBOAAT K CMEPTH B TPyTI-
Ile C CUCTeMHBbIMM 3a60/1eBaHMAMM KPOBHU, TAKUX C/TyYa-
eB HaizieHo 20. [Ipyrue cryd4am cMepTH CBA3aHbI C XKey-
mouHo-KumedyHbIM KpoBoTedeHneM (JKKK) (6 60nbHbIX),
KPOBOTEYEHUAMMN M KPOBOU3JUAHUAMU B OPTraHbl MO-
YeBBIJIEINTE/IbHON cuctembl (6 6ombHbIX), merkue (4
601bHBIX), reMOTOPAKC (3 GOMBbHBIX), CAUBUCTBIE APYTHX
OpraHoB (2 60/1bHBIX), KaK [IPAaBU/IO, MMENOCh COYETaH-
HO€ BOBJIeY€HVE€ HECKO/IbKMX OpraHax u cucreM. Takum
obpasom, Hamboree TsKENbIM IPOSBIEHMEM TeMOppa-
TUYECKOTO CUHAPOMA C/efyeT CYMTAThb €ro J0Kaam3a-
LIMI0 B LleHTpa/bHON HepBHOM cucreme (ITHC), kotopas
cocraBnsier 71% J/leTanbHOCTM, 3aTeM KPOBOTEYEHMS
¥ KPOBOM3/IMAHMUS B OpraHbl JbIXaTe/IbHON CUCTEMBI
(25%), KKK ¥ B opranbl MOY€BbII€TUTEIbHOM CHCTEMBI
(o 21,5%). BHeunue npossienns, coyeTarmmecs ¢ je-
Ta/IbBHBIMM HAPYIIEHUAMMU CUCTEMBI CBEPTHIBAHMS, ObI/IN
crefyoniue: KpOBOM3JIMAHUA B KOXKY IeTeXMaJTbHOrO
TUIIa BbISAAB/IEHBI y 12 6O/IbHBIX, FeMaTOMHOrO Tuna — 15,
B C/IM3UCTYIO POTOBOM MOOCTH — 7, PBOTa KPOBbIO, KO-
deitHoit rymieit 1 MeneHa — 6, KPOBOMSNIMAHUSA B KOHb-
IOHKTUBY M CeTYATKy I[71a3 — y 5, MaKporemMarypus — 4,
KpOBOTEYeHMsI M3 MOJOBBIX myTeit — 3. [IpuyeM ToMb-
KO Y OJHOTO GO/IbHOTO C JIeTa/IbHbIM FeMOPparndeckum
CHMH/IPOMOM BHEIIHME MPOABIEHUA OTPAHUYUBAIUCD TIe-
TeXMAMM Ha KOXKe.

CpenHee konmyectBo TpoMbouuToB B mepudepu-
4eCKO! KpOBM, OIpeJIeleHHOe IepeJ CMepThbio B IPYII-
me GONbHBIX, YMEPIUNX OT KPOBOTEYEHWS, COCTABUIIO
16+16 ThIC./MKII, TSXKeNass TPOMOOLUTOIEH S BbIsABIIEHA
y 19 u3 28 mauneHTOB, Cpe/IHei TAKECTH — Y 7, IETKOH —
y 2. B I rpynne 6onpHbix 3Havenuss AYTB cocrasunn
36+20 cex., MHO — 1,9+0,75, pubpunoren — 3,2+1,4 r/n.

AHa/u3 BHEIIHUX NPOABIEHUI CUMIITOMATUYECKOTO
reMOpparnyeckoro CMHApPOMA, [JOKa3aHHOTO Ha BCKPBI-
TUM Y 14 6O/IBHBIX, YMEPUIKX [0 APYTUM IPUYMHAM HO-
Ka3aJI, YTO KPOBOMBIMAHMUA B KOXKY IT€TEXMATTbHOTO TUIIA
omnpenensanuch y 10 60mbHBIX, reMaTOMHOTO THUMa — 7,
B C/IM3UCTYIO POTOBOI MOJIOCTU — 2, TO €CTh B OCHOBHOM
MIMe/T MeCTO M30/IMPOBAHHBIN IMETeXNa/lbHbIN reMoppa-
rudeckuit cuugpom. Konmyectso TpoM60ILMTOB B Cpeji-
HEM B 9TOM IpyTIIie COCTaBuIO 43+45 Thic./MKJI, 4TO 6OTTEe,
4eM B JIBa pasa Bbllle, 4eM B rpynme I (craructuyeckn

HEJIOCTOBEpPHO, t = 0,63, p > 0,05), TpoMboLMTONIEHUS TS-
JKEJIOit CTeTrleHU BbIsAB/IEHA Y 2 GONbHBIX, CpefiHelt — y 3.
B koarynorpamme rpynmnsi II onpepgenens cregyrouie
nokasarenu: AYTB — 53+38 cex., MHO — 1,4+0,6, ¢u-
6punoren — 4,9+0,9 r/n (pasuuua c rpynmnoi I Hegocto-
BEpHa).

AHanu3s TpaHCHy3NOIOrNYECKOil ITIOMOLIN Y HObHBIX
C /IeTa/IbHbIM TeMOPPAarnyeckKMM CHHJPOMOM IIOKas3all,
4TO IepeMBaHMA TPOMOOLIMTAPHON MACChI TIPOBOJM/INCH
y 21 6omnbHOrO (75%), CpejjHee KOMMYECTBO /103 COCTABUIO
9,63 nosbi, C3I1 BBogmmach 16 6onbubIM (57%), cpepHmit
o6bem cocraBun 366+147 M. Ilpuyem B rpyne I goHop-
CKMe TPOMOOLMUTBI MCIONb30BAIUCh TOMBKO Y 14 u3 19
6onbHbIX (74%) ¢ K0l TpOMGOLMTONEHNEl 1 Y 7 U3 7
(100%) ¢ TpoMboLMTONIEHMEN CPEIHEN TAKECTH.

BoiBojabI:

1. Temopparuyeckue, TpoMboTHYECKHE M TPOMOOIMEO-
JINYECKNe OC/IOKHEHWsA BbIABNAITCA B 54% ciyvaeB
JIETa/IbHOTO MCXOA y GOMBHBIX IreMaTo/I0rn4ecKoro
OT/JeNIEHU 1.

2. Temopparuyeckue OCTOXKHEHMUsI COCTABAIT B COBO-
KynHoctu 87,5% Bceil MaToNorMu CUCTEMbI CBEPTHI-
BaHMUS, SABUBIIEICA OC/TIOXHEHNEM CHCTEMHBIX 3a60-
JIEBaHMI1 KPOBM M X JI€UEHMSI.

3. JleranbHble cMy4ay MpeACTaBIAT coboi 67% Bcex
BapMaHTOB reMOPParnyeckoro CMHAPOMA y CTAI[MO-
HAPHbBIX F€éMaTO/IOrM4YeCKNX OO/bHBIX.

4. TleHepanM30BaHHbII TreMOpPpPArMYecKuil CHHAPOM
C [IOpa)KeHMEeM KOXKY FeMaTOMHOTO THUIIA, CIM3UCTBHIX,
CeTYyaTKM, HanuumeM m060ro BUAA KPOBOTEYEHMI
B COYETAHMM C TPOMOOLIMTONIEHMEl TAXKENON U Cpefi-
Hell CTelleHy sABIAETCA NMPU3HAKOM BBICOKO Bepo-
ATHOCTU PasBUTHUSA JIETA/IbBHOTO TeMOpPParmyeckoro
CHH/IPOMa y TeMaTO/IOrN4eCKUX OOIbHBIX.

5. B rpynmne 60/1bHBIX C JOKa3aHHBIM TeHepaIM30BaH-
HBIM TE€MOpPparn4eCKMM CHHJPOMOM OIpeJie/ieHbl
BbIPa)KEHHbIE U3MEHEHMA KOATy/IOrPaMMbl, KOTOpPbIe
He 6b1IM 06'bACHEHBI M CKOPPETMPOBAHbI.

6. BobiaBneHo HeajiekBaTHOe TpaHC(y3MONIOrMYECKoe
nocobue mpyu TAKENON TPOMOOLUTOIEHUM, SBUB-
LIEVCs IPUYMHON JIETATBHOTO MCXOMa, TpaHchy3un
[IOHOPCKMX TPOMOOIMTOB MPOBOAMINCH TOJBKO
y 74% 60NMBbHBIX.

XPOHUYECKAA KPOBOMOTEPA KAK MPUYUHA PA3BUTUA XKEJNIE3OAEOULUTHON
AHEMWUU NPU 3ABOJIEBAHUAX XKEHCKOW PENMPOAYKTUBHOWN CUCTEMbI

H. W. Cmyknoé', I. U. Kosuney?, C. A. Jlesakoé’
1 — @QI'bOY BI1O «Poccutickuti yHusepcumem Opyx6el Hapodos», 2. Mockea; 2 — OI'BY lfemamonoauyeckuti
Hay4Hell yeHmp M3 PQ, 2. Mockea; 3 — @IOY [0 «MHcmumym nosgbiwerus keanugpukauuu OMBEA» PO,
2. Mockea

BBenenue
PacnipocTpaHeHHOCTb aHeMMiT y JKEHIIUH HeTOpOJ-
HOTO BO3pacTa B HEKOTOPbIX permoHax Poccum pmoctu-
raet 30—60%. [Tpubnusurensuo 70—80% Bcex aHeMmii
ABNAIOTCA XKeNe3oeUIMTHBIMY, Y KEHIMH OHU BCTpe-

HAIOTCA Yalle, YeM y My>X4uH. OCHOBHOM NPUYMHOIN pas-
BUTHSA XKeme30eUIMTHON aHEMUN CUUTAIOTCA OOMIIb-
Hble MeCAYHbIe KPOBOTEYeHMsI, KOTOpPbIe, KaK MpaBuIo,
CBAI3aHBI C Ha/IMYMEM THHEKOJOTMYECKUX 3a00/IeBaHMil.
AUMKINYeCKMe KPOBSIHUCTbIE BBIJIEJIEHUS U3 TONOBBIX
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IyTeil ¥ MaTOYHble KPOBOTEYEHUA B PENPONYKTUBHOM
BO3pacTe M Mepyojie MEHOMay3bl BOSMOXKHBI TaKXKe Mpu
pake wieitku MaTku, HabmogaoTcsa y 70% 6onbHBIX pa-
KOM Te/lla MaTK¥, B COYETaHUM C aHeMueil Hauboree xa-
PaKTepHbI I CApKOMBI MAaTKM, ABIAIOTCA YaCTBIMU
CUMIITOMaMy TPaHy/Ie30K/IeTOYHOI OIyXO/MN AUYHUKOB.

Lens
ITpoaHanuanpoBaThb CBA3b YaCTOTBI U TAKECTH AHEMUH
Y TMHEKO/IOTMYECKUX ¥ OHKOTMHEKONOTMYECKMX OO/TbHbIX
C Ha/IN4MeM KpOBOIOTEPU — OOMIBHBIX U TTPOIO/KMUTENb-
HBIX MEHCTPYa/IbHbIX M/IM MATOUHBIX KPOBOTEYEHMIA.

Marepuabl ¥ METO/IBI

B wuccreoBanme BK/IIOYEHBI JJaHHbIE, IOTydYeHHbIe
npu obcnenoBanny u medeHun 350 60mbHOI, KOTOpbIE
pasjesieHbl Ha MAIMEHTOK C AOOPOKAayeCTBEHHBIMM 3a-
6oneBaHusAMM (ruHekonmornyeckme 6onbHbIE, N = 173),
M TALMEHTOK CO 3/I0KaYeCTBEHHBIMM 3a00/IeBaHUAMU
JKEHCKOI1 PenpofyKTUBHON CUCTEMBI (OHKOTMHEKO/IOTH-
yeckue 60/1bHbBIE, N = 177).

CobOcTBeHHbIE Pe3yIbTaThI

ViccnenoBanyu pacripoCTpaHEHHOCTh aHEMMUM B 061elt
rpyIIIle TMHEKOIOTNYeCK1X 6O/bHbIX, KOTOpas BblAB/IEHA
y 50 u3 132 maumenTok (38%). Onpenennan Hanbonee ya-
CTYI0 NPUYMHY PasBUTUA aHEMUM Yy TMHEKONOTMYECKNX
60/1bHBIX — 3TO MUOMa MaTku. [Ipy 3aboneBannm Mmnomoii
MaTKM OTHOCUTE/IbHOE KO/IMYECTBO OONBHBIX C aHeMMeil
coctaBuino 15 u3 23 (65%), 4TO CTaTUCTUYECKU 3HAYMMO
BblLe, 4eM B 06ueit rpyme (p < 0,001), XOTA KIMHIYECKN
BbIpa)KeHHbIe MEHOMETPOPparuy Hab/mofaau TONbKO y 4
6onbubIx (17,5%). Cpean MaLeHTOK ¢ GOHOBBIMMU U TIPef-
pakoBbIMY 3a00/1EBAHNMAM IIENKI MATKY, He COITPOBOXK/IaB-
IIUMUCSA TIATO/IOTNYECKUMM KPOBOTEYEHUAMY, BbIABUIN
14 u3 44 (32%) 06c/eoBaHHBIX C HU3KOM KOHLIEHTpalmeit
remornobuna (Hb). [Ipnyem, B fanHoit rpymmne 6b110 6071b-
1110€ KOMYeCcTBO OO/IbHBIX JUCIIIa3ueN ek MaTku (n =
22, 50%). ITpu gobpokayecTBEHHBIX M MOTPAHUYHBIX OMY-
XO/AAX SAMYHMKOB aHEMMIO OTMeTnn y 12 u3 31 6ombHOI
(39%), a KpOBSAHMCTDIE BbIZIE/IEHN A U3 TTO/IOBBIX ITyTel ObI/In
TOJIBKO y JIBYX MaLneHToK (6%). Y 9 u3 34 narnuenTok (26%)
C TUIepIUIACTUYeCKMMM 3ab60eBaHMAMM SHIOMETpPu,
TaK ke 6bn Hu3Kue 3HavdeHust Hb, u3 KOTOpBIX OCHOBHOI!
IPUYMHON €ro CHYDKeHNS ABUIACH TUIIEpPHONMMeHOpes
y 14 u3 20 6onmbHbIX (70%) THMepniasueit sHAOMETPUA U 4
13 6 6071bHBIX (66,6%) MOMMTIAMY SHAOMETPUAL.

Takum 06pa3oM, aHEMMIO BBISBUIN TPV MATONOTU-
4eCcKOil KpOBOIOTEpe, KOTOpas ABIAETCA 3aKOHOMep-
HBIM C/Ie[ICTBYMEM TUIIEPIIACTUYECKMX MPOLECCOB SHIO0-
MeTpusi, u 'y 6OIBHBIX MUOMOJ MaTKy, 3a60/1eBaHNAMN
EfKN MaTKM U SIMYHUKOB 6e3 BbIpa)KeHHO MaTOJIOrU-
4eckoit KposoroTepu (PU3NOMOTNYECKMit MEHCTpYyasb-
HBII LUK/I), HanboJiee YacTO aHeMUs BbIAB/IAETCA IPU
MUOME MaTKM.

VY 90 u3 177 nanmeHTok (51%) co 3710Ka4yecTBEHHbIMU
OTIYXO/IAMM YKEHCKOI PenpOAyKTMBHONU CUCTEMBI BBIS-
BWIM aHEMMIO JI0 Hayaja MPOTMBOOIYXO/EBOro Jieye-
uusi. Copepxanne Hb < 120 r/n onpepenunn y 25 us 70
60/1bHBIX pakoM Testa MaTKu (36%), y 32 3 49 manmueHToK
C pakoM etk MaTKu (65%), y 57% 60/nbHBIX CAapKOMO
matkyu (4 u3 7) 1 pakoM siMYHNKOB (24 u3 42), y 5 u3 9
06cIe[OBaHHBIX C PaKOM BYIbBbI (56%). CHMKeHMe KOH-
uerTpauuu Hb HemocpeacTBeHHO He CBA3HO C XpPOHMYe-
CKOJ1 KpOBOIIOTEpEI, YTO BUIHO HA IpUMepe paka Te/la
MAaTKM, TJie aHEMUsI Pa3BUBAETCs CTATUCTUYECKM pexe,
dem B obuieit rpymme (p < 0,001), XoTA MO MPOBEIEHHO-
My aHaIM3y KIMHUYECKUX HPOsBIEHNIT KPOBOIOTEpPA
KaK K/IMHMYECKUI CUMIITOM 3a00/ieBaHUs SBIAKTCA
Hanbosiee XapaKTEPHOI UMEHHO MTPU JAHHOI MaTONOTUN
(B 63%). KpoBstHMCTBIE BBIfIe/IEHNS ¥ MATOYHbIE KPOBOTE-
yeHus B iebroTe 3ab0eBaHmMs BbIABUIIN Y 56 13 155 60/1b-
HbIX (36%) B 0buiei rpymie, y 6onpuimHcTBa (33 M3 52,
63%) malMeHTOK C paKoM Tesra MaTKu u 19 u3 41 601bHOI
(47%) paxom 1eitky mMaTku. [Ipu cpaBHeHMM mokKasare-
neit epudepnyeckoit KpoBU MeXAY Tpymnmamu ¢ u 6e3
KPOBSIHMCTBIX BBIZIe/IEHIIT He TIONTYYV/IN Pas/Induii HY 110
OJIHOMY IeMaTO/IOTHYeCKOMY ITapaMeTpy.

BoiBojbI:

1. AHeMuyu, BO3HMKAKOILIMe BCIEACTBME A0OpOKayecT-
BEHHbIX 3a00/IeBaHMII JKEHCKOIl pernpojyKTUBHO
CHCTEMBI, Pa3BMBAIOTCA BHE 3aBUCMMOCTM OT Hau-
45l HAPYLIEHUs MEHCTPYa/IbHON QYyHKIIMN.

2. CHuKeHMe KOHLIEHTPAILMM reMOrnoOMHa onpeseni-
mm y 38% IMHEKO/IOrnYecKnX GOMbHBIX, Yale BCero
pu MuoMe MaTkm y 65% (p < 0,001).

3. AHeMuM y OHKOTMHEKOTOTMYeCKMX OONMbHBIX BBIAB-
JIAIOTCA Yallle, Y4eM Y TMHEKOTIOTMYeCKMX, COCTAB/IAIT
51% npu nepBUYHOM 00C/IEIOBAaHUM.

4. TskecTb M YacTOTa Pa3BUTHUSA AHEMMM IIPU 3I0Kaye-
CTBEHHBIX 3a00/1€BaHMAX )KEHCKOI PeNPOAYKTUBHOIA
CHCTEMbI HE 3aBMCUT OT HaZIM4YMUA XPOHUYECKOI KPO-
BOIIOTEPH.

3HAYEHUA NPOTPOMBUHOBOIO MHAEKCA B TEPANUU AJIKOrOJIbHOW BONE3HU
MNEYEHU

0. U. Tapacoea, H. B. Masypuuk, I1. I1. O2ypyoe
@rbOY BI1O «Poccutickuti yHugepcumem 0pyx6el Hapo0o08», 2. Mockea

AKTyanbHOCTD
[TeyeHb UTpaeT LIEHTPANBHYIO POIb B MOAAEPKAHNN
remocTasa. OHa CITy)KUT MECTOM CHHTe3a BceX paKTopoB
CBEpTBIBAaHMs KPOBY M MX MHrU6uTOpOB. IToBpexnenne

IIeYeHN MPY AJIKOTOTIBHON GONIe3HN MeYeHM MOXKeT BbI3-
BaTh MHOXXeCTBEHHbIE AHOMA/IUY KOATY/IAIMM, KOTOPbIE
HapylawT 6aTaHc MeXAy cBepThiBaHUeM U GuOpUHO-
nm3oM. [IporpombunoBoe Bpems (I1B) u ero mpoussoz-
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Hoe mpoTpoM6uHOBbIit uHAekc (ITV) apnsoTCA yHUBEP-
Ca/IbHBIMY TIOKA3aTeAMM TAXKECTU 3a60/1eBaHMsA TeYeHN
¥ 3aBUCAT OT ypoBHA BuTaMuHa K, paktopos cBepThIBa-
Hust n pubpunorena. IV ucronpayercs B MpOrHOCTHYE-
CKMX MOJie/ieil BBDKMBAHMS M ABIAETCS KIIOUEBBIM KpH-
TepueM TPy Me4eHOYHON HegocTatouHocTy. [TV mmeer
BBICOKYIO IMaTHOCTHYECKYI0 TOYHOCTD JI/ISl BhIPAsKeHUA
craguu ¢ubposa MM UMppo3a nevyeHyu, 0cobeHHO 06-
YC/IOB/IEHHBIM a/IKOTO/IEM.

OcHoOBHaA 4acTh

Ber6op meuebHOI TaKTMKM NPH ATKOTOMbHOI 6omes-
HJ TIe4€H M, B TOM YJCJIe pellieH)e BOIIPOCca O Ha3HaYeH UM
M JUIMTETBHOCTU IpueMa KOPTUKOCTEPOM/OB, 3aBMCHUT
ot TsDKecTy 3aboneBanus. [Ipu pacuere TsKecTy 3abore-
BaHMA 0coboe MecTo 3aHMMaeT onpexenenne [11.

Jlns onpepeneHus TAXECTH aTKOTOTbHOTO rernaTura
Y IPOBEJIeHNs JIeYeHN s MCIONb3YIOTCS pas3luyHble Olle-
HOYHbBIE CUCTeMbI. [IMCKpMMMHAHTHasA GyHKiusA (uam
unpgekc) Magnpes, ['masroBckas mkana u mkanra MELD
MOMOTAIOT KJIMHUYECKU ONpeNeNnnThb, CAefyeT N HayM-
HaTh KOPTUKOCTEPOM/bI, TOrJa Kak ukana JImnnsa pas-
paboTaHa, 4TOOBI ONpeIeUTh CTOUT /I MPEKPATUTh Ha-
3HaYeHye KOPTHKOCTEPOUIOB TOC/Ie HeJIeTbHOTO Kypca.
OTH OlleHOYHbIe CUCTEMbI UMEIOT 06I[Me 3/IeMEeHTHI, Ta-
Kie KaK YpOBeHb CBIBOPOTOYHOrO GummpybmHa u mpo-
tpombunoBoe Bpems (ITV mmu MHO).

OpHoit u3 Haubosee MOMYNAPHBIX ABIAETCS MHIEKC
Mappes, NCIIONb3yeMblii /1 ONpeJie/IeHNsl BEPOATHO-
CTHM JIETA/IBHOTO MCXOJA Y GONbHBIX a/IKOTObHBIM Tera-
TUTOM B TEKYINYI0 rocnurtanusanmio. J[aHHbIi MoKa3a-
Te/b paccunThIBaeTcs no popmyite: DF = 4,6 x (pa3HoCTb
nokasareseit IIB y 601bHOTO 1 B KOHTpOJIE) + ypOBEHb
CBIBOPOTOYHOTO 6ummpy6una (Mr%). 3Hauenne 6osbluee
32 cBUJETE/NBCTBYET O TAXKEIOM a/IKOrOJIbHOM renaTure
M SABJIAETCA TOPOTOBBIM JI/Ii Ha3HAYeHUS KOPTUKOCTe-
ponpoB. VInaekc Majnpes mMMeeT NpeMMYIECTBO WC-
MO/Ib30BATbCA JINTENIBHO, HO €€, MOXeT ObITb, TPYLHO
OLieHUBaTh, ecin gocTynHo Tonbko MHO, 6e3 IIB (dak-
THUYECKOTO ¥ KOHTPOJIBHOTO).

['1asroBckasi 1IKasia 1MOKa3aja, Kakye MalMeHThbl C Bbl-
COKMM 3HayeHMeM MHJeKca Majipes Homyyar HO/nb3y
OT KOPTMKOCTepou/IoB. [/ BbIAB/IEHNA MAIMEHTOB C Ha-
MOO/IBIINM PUCKOM CMEPTEIBHOTO MCXOfa B OTCYTCTBUE
JedeHns, A oT6opa HYKJAIMXCA B KOPTHKOCTEPO-
MJaX, OLEHMBAIOTCA BO3PACT, COAEpXKaHMe JIeNKOLMTOB
B KPOBM, KOHI[eHTpaLus a3ota u 6unnpybuHa B Moue, I1B
w1 MHO. B pesynbrare ncciegoBanus Ob1o mMoKasaHo,
4yTO 84 THEBHAA BBKMBAEMOCTD IALMEHTOB, 1O/TyYMBIINX
6oree 32 no nugexcy Mapapes u 6oree 9 no I71asrosckoii
ILIKaJ/Ie a/IKOTO/IbHOTO TenaTuTa, coctaBunaa 59% B cpaBHe-
Hue ¢ 38% cpeu He NOTyYaBIIUX JIeYEHME.

IlIxana MELD npocra gns onpenenenus, u e€ nomues-
HOCTb Obl/Ia TIOTBEPIK/IeHA B PeTPOCIHEKTUBHbBIX MCCIIe-
poBaHMAX. HekoTopble ManMeHThl C a/IKOTO/IbHBIM Tema-
TUTOM CTAHOBATCS KaHJWJATaMU Ha NepecajKy MeyeHu.
[llkama MELD mnpepckaspiBaeT puCK CMEpPTU NMalMEHTA
BO BpeMs OXMJIAHMA TPAHCIUIAHTATA, IIKa/la OCHOBaHA
Ha CBIBOPOTOYHOM YpPOBHEe KpeaTMHMHa OGummpy6uHa

 MHO. B 1ByX peTpoCneKTMBHbIX UCC/IEJOBAHUAX HIKA-
na MELD npezckaspiBaza KpaTKOCPOYHYH0 CMEPTHOCTD
cpeay MAlMEHTOB C a/IKOTONIbHBIM TENMATUTOM TaK JKe,
win nyqure nHaekca Maaapes. 21 6an mo MELD comnpo-
Boxkzancs 90 fHeBHOM cMepTHOCTHIO 20% IalneHToB.

Pa3zpaboTaHa Tak)xe 6a/TbHasA OLlEHKA KITMHUIECKIX
CHMIITOMOB, TO3BO/IAIONIAS YCTAHOBUTH CTENEHb TsXKe-
¢t uuppo3a — mkana Yainbaa-Ilbio, KoTopas eme pa-
Hee, yeM mkana MELD, 6bi1a mpepjoxeHa s onpepe-
JIeHUsI BBDKMBAEMOCTH OONTBHBIX I{MPPO30OM TI€YEHN TIPH
IIYHTUPOBAHUY TIOPTa/NbHON runeprTeHsun. COrnacHo
MAHHOI IIKajle, Pa3IMYHbIM YPOBHAM ChIBOPOTOYHOTO
6unnpy6buna, anbbyMuHa ¥ IPOTPOMOMHOBOTO BPEMEHN
(M, MHO), a TakKe MMELIMMCS TeYeHOUHOI dHI1eda-
JIOTIATHM ¥ ACLUTY TMPUAAIT OINpefie/leHHbIe YMC/IOBbIe
3Ha4YeHus. [IaHHBIN CIIOCO6 OLeHKM TKecTy 3aborneBa-
HMSA M COCTOSIHMA GOBHOTO Halle/l MMPOKOe MpUMeHe-
HMe B K/IMHMKE, BBICOKO KOPpenupys C MOKa3aTenaMu
BBDKMBAEMOCTH MaIVIeHTOB.

HekoTopble TaHHbBIE CBU/IETETBCTBYIOT, UTO pellieHye
06 0TMeHe npeHN30/I0Ha B BUAY HeaddekTnBHOCTH MO-
JKeT OGBITb IPUHATO HAa OCHOBAaHMM WIKaibl JInnnsa yepes
7 nHen nedyerus. bonee 0,45 mo mkasne JInis cBugeTeNb-
CTBYeT O HeJJOCTaTOYHOM OTBETE€ Ha KOPTUKOCTEPOM/IbI
M Tpe[iCKa3bIBAaeT YaCTOTY 6 MeCAYHOI BBHIKMBAEMOCTHU
meHee 25%.

Xponnveckue 3aboneBaHs nedeHn Tpebyer onpepe-
JIeHUSI CPeIHUX MM JIONITOCPOYHBIX MPOTHOCTNYECKON
610MapKepoB, KPAaTKOCPOYHble INPOTHOCTUYECKME Map-
Kepbl HeOOXOAMMbI IPU OCTPOM 3ab0/NeBaHMM TEYeHM,
C TeM, YTOObI TIOMOYb B TIIPUHATUM PelIeHUs 0 HeobXo-
AMMOCTHM TPAHCIIAHTALMy TevyeHu. B HemaBHeM mccre-
noBaHuM OBIIO TMOKa3aHO, yTO u3MeHenue 11V Ha 24, 48
" 72 9 OT rOCIUTAIN3ALMN BANSAET Ha BBDKMBAEMOCTD
nagmenTa. KinmHudyeckme u abopaTopHble JaHHBIE
6bIM cOOpaHbl B TeYeHMe MepBbIX 3 JHEN 1oc/e ToCu-
tanusauu. Ckopoctb namenenus IV Ha 24, 48 n 72 y,
paccumThIBanach Kak abcomorHoe 3HavyeHue IV Ha 24,
48 wnu 72 u munyc abcomoTHoe 3HayeHnune IV npu no-
CTYTIJIEHUM, leleHHOe Ha 24, 48 nnu 72, COOTBETCTBEHHO.
Y BBDKMBIINX JJaHHOe 3Ha4YeHMe BCerjjla 0CTaBaaoch I0-
JIOKUTENIbHBIM, B OT/IIMYME OT yMepIUNX, Ifie 3HaYeHune
He M3MEHSA/IOCh M/TY CTAHOBU/IOCH OTPUIIATE/IbHBIM.

II/1 mmeeT BBICOKYIO [MAaTHOCTMYECKYH) TOYHOCTH
115 BBIpaXKeHus ctaguy Gpubposa uam upposa neyeHn
0cob6eHHO 006YC/IOBIEHHBIM a/KoroneM. B uccrenoBanu-
AX OBIIO MOKa3aHO, YTO Ha COOTHoueHue Mexay I[N
u crenedb Gpubposa He BausIM HePpUOPOTHUECKUE TTATO-
nornyeckye uamenenus. [1/ HaumHam CHYOKATbCsA Ipy 2
crenenyn ¢pubposa no mkane Metavir B oTIM4Me OT asb-
OyMuHa, KOTOpbIi HAYMHAET CHMKATbCA Mpy 3 CTajuu
¢ubposa. Takxe Obl1a BbIAB/IEHA XOPOLIAs KOPPeIALUA
[IM u rucronornveckoit oueHkn ¢pubposa. ITN <umm =
80% win < win = 70% AMATHOCTMPOBAJ TSKENMblit Bu-
6po3 unu uMppo3 neveHu, COOTBeTCTBeHHO, 1 [TV > nnn
= 105% mnu> unu = 100% mckar4yan Juario3 TAXKenoro
¢ubpo3a unn upposa nevyeHu, COOTBETCTBEHHO, ¢ 95%
ypoBHeM BeposiTHOCTH. [1V] n3MepeHHbIe B pa3HbIX 1abo-
paropusx ObIIM CXOAHBIMY U XOPOLIO KOPPeTNpPOBaJIM.
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3akmo4enmne

[/ saBnsercs MPOCTbIM, HEJOPOTMM, KO/IMYECTBEH-
HBIM U TOYHBIM IIPOTHOCTMYECKMM MapKepoM IOopaske-
HMS TIeYeHU ¥ MapKepoM TsDKenoro ¢pubposa medeHm.
BceM manmeHTaM ¢ XpOHMYECKMM IOpPaKEHMeM Iieye-
HM, B TOM YMC/Ie a/IKOTO/IBHOI 3TUOMOTUY HEOOXOAMM
koHTponb IIV. JImnammka mamenenmsa IIV aBnsaercs
OuYeHb BAXXHOU Jisi BbiOOpa Tepanuu u oneHky addek-
TUBHOCTYM HAa3HAYEeHHBIX IIPeNaparoB. YUMUTHIBAsA Ha/IM-
4ye BO MHOTMX CUCTeMaX OIeHKM TSKeCTH 3abonmeBaHms
IIB, B pesy/braTax aHa/IM30B 1ie7IeCO0OPa3HO YKa3bIBaTh
taxxe IIB, Hapsany ¢ I1M. HecMoTpa Ha MHeHMe HeKO-
TOPBIX y4YeHble O TOM, 4TO 3KcTpanonauusa [I1B xk MHO
IeiCTBUTEIbHA TO/TBKO J/IA TALIMEHTOB CTAOU/IbHO MOTTY-
YaIOUIMX AHTUKOATYIAHTHYIO TEPANNI0 AaHTarOHMCTaAMU
BuTaMuHa K, 1 He MoXKeT ObITD JIeiiCTBUTE/TBHOI /I T1a-
LIEHTOB C 3a60/IeBaHNAMY eYeHU, HEKOTOpPbIE MIKa/IbI

YUUTBIBAIOT UMEHHO 3HaueHne MHO, 4To MoXXeT Takxe
6b1Th 060CHOBaHMe i onpenenenns MHO y nmaruen-
TOB C XPOHMYECKUM IOPAYKEHNEM TTeYEH .
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TPOMBO3 B CUCTEME BOPOTHOW BEHbI KAK KIMHUYECKU AEBIOT
OCTEOMUENOO®OUBPO3A

A. P. Dedomoesa, H. B. Masypyuk
@OrbOY BI10 «Poccutickuti yHusepcumem 0pyx6el Hapodos», 2. Mockea

BBepmenue

OcTteomuenodpnbpo3 OCTATOUHO pefKas, IO3THO M-
arHOCTHpYyeMasi IATOJIOTH A, 3a60/1eBaeMOCTb COCTaB/IsIET
0,5—1,5 na 100000 HaceneHus B TOJ CO CPEHUM BO3pa-
cToM 60nmbHBIX 60 /€T, My>KYMHBI CTpajaloT Yaige. bo-
JIe3Hb vallle BCero JeGITUpyeT 3pUTPOLMTO30M, TPOM-
601NTO30M, yBelIM4YeHMEM ceNe3eHKU. B manpHeitiem
y 3HAUUTETbHON 4acT GONbHBIX Pa3BUBAKTCS aHEMMUS
Y TeMOpparuyeckmit CMHAPOM, 0OyC/IOB/IEHHBIE pa3py-
meHneM GOpPMEHHBIX 37IEMEHTOB KPOBU B yBE/INYEHHOM
cenesenke. TepmmuHanbHas (asa XapaKTepu3yeTcs BbI-
COKMM 6/1acTO30M, TpaHCpoOpMalMeit B OCTPbIN JIEHKO3.
Pexxe 607mesHb MoXeT [1e6I0TMPOBATh PasBUTUEM TPOM-
6030B B pasJIMYHBIX OpraHaX M CUCTEMAX, B TOM 4MCIIe
B CMICTeMe BOPOTHOI1 BeHbI ITe4eHH, BbI3biBast y 50% 60/b-
HBIX CMHJPOM MOpPTa/IbHOI runepreHsun. [lopranpHas
TUNIEPTeH3UsA MOXKET MMeTb pas/IMyHOoe IPOMCXOXKIe-
HIe: B C/IeICTBME Pa3BUTHA pUOPO3HOI TKAHY B IIeYeHN
(BHYTpuIeUYeHOUYHbI 6/10K), B c/lefcTBie TpoMbo3a Ie-
4YeHOYHBIX BeH, MolobHo cuuapomy banga-Kuapu (Han-
Ne4YeHO4Hblt 6710K), B cnefcTBue TpoM603a BOPOTHOM
" Ce/ie3eHOYHOI BeH (IoIe4eHOYHbIN 6/10K).

BHeneyeHO4YHass TMOpTa/nbHAas TUIEPTEH3UA wHalle
BCero HabmofaeTcss y il Momoporo Bospacra. Kim-
HUYECKUM Je6I0TOM HepeKO OKa3bIBAaeTCs MAaCCUBHOE
XKeTyJJOYHO-KHIIeyHoe KpoBoTeyeHue. Jlo Havama Kpo-
BOTEYEHMS 3TN OO/IbHbIE He NPeNbABIAIT HUKAKUX XKa-
71106, B peIKMX CIy4asaX Mpyu TpoMO03e IOPTaIbHOI BEHBI
OTMEYalOT YYBCTBO TSXKECTH B JIEBOM Iozipebepbe u3-3a
BBIPA)KEHHOJ CIJIeHOMeranuu. Bckope mocrme cocto-
ABIIETOCA JKENTyTOYHO-KHMIIEYHOTO KPOBOTEYEHUS OHM
BHOBb YyBCTBYIOT Ce6s1 TPYOCIIOCOOHBIMUL.

OcCHOBY [JuMarHocTuKm ocreomuenopubposa co-
cTaB/iseT TpemaHob6moncus ¢ oOGHapyKeHMeM Mue-

nodpubposa M HepenKo MerakapMOIMTAPHOI TIHUIIEp-
nnasuy Ha poHe CHMXKEHHOI KIeTOYHOCTH KOCTHOTO
mosra. Y 35—50% 60nbHBIX OOHApy)XMBaeTCs MyTa-
una JAK2V617F, koTopasd clIyXuT TakxKe MapKepoMm
BEHO3HBIX TPOM6030B.

Knunanyeckue cmyyan

IIpuBoauM KIMHMYeckoe HabmomeHue 6onbHOI B,
32 ner. 3aboneBanue 1e6I0TUPOBATO C KIMHUKM JKEIy-
JIOYHO-KMIIEYHOTO KPOBOTEYEHMA: PBOTA, YEPHBII CTY,
03H00, cmabocTs. [ocnuranusuposana. [o 3akmoyeHn0
@I'JIC: BapnKO3HOE paclIMpeHye BeH NUIeBofia 2 CTere-
HM, remMopparmyeckuit ractput. CocTosBuIeecs Nuiie-
BOJTHO-XXe/Ty/J04HOe KPOBOTEYeHe.

Ha Y3W opraHoB 6pIOIIHON MOMOCTH: CIIZIEHOMEra-
s (19,0x6,0 cm), puddysnbie u3aMeHeHns neveHn npu
HeyBe/IMYEeHHBIX ee pa3Mepax (rmpasas fgons 12 oM, ieBast
nons 7,8 cm), cBOGOAHASA JKUAKOCTD B OPIOLIHOI TOTOCTH.
ITopranbHas BeHa guaMeTpom 10 MMm.

HB 70 r/n, sputpouutsl 2,78x10'*/71, rematoxkput
23,5%, neitkouuto3 mo 28,6x10%/1 co C/IBUTOM JIEMKO-
uuTapHoit Gopmynbl BreBo, TpoMbounTos 1o 521x10°/.
B OmoxmmmyeckoM aHanmse KpoBu: obummit 6enok
55 r/n, xonecrepun 2,4 r/;m, KpeaTMHUH 93 MKMOJIB/I,
ACT 23 En/n, AJIT 23 En/n, wenounas ¢ocdarasa 91
En/n, o6umit 6unnpy6un 22,8 MKMO/B/JI, IpAMOiL Oun-
py6uH 7,0 MKMOJIB/JI, HempsAMOit — 15,8 MKMO/B//I.

Anti-HCV, HbsAg, antu-BMY — oTpuuarenpHbie.

KT opranoB 6pIOIIHOI ITOTOCTU: TMIIOEHCHOE OKaii-
MJIeHMe BOKPYT Ie4eH!, Celle3eHKM, TeTe/Ib KMLIeYHMKA
(pasBuTas KONIaTEPAIbHYIO CETh), CBOOOIHAS KIUTKOCTD
B IIPaBO IIJIEBPA/IbHOM ITO/IOCTH /10 5,5 CM BBICOTOIA, CBO-
6omHas KUAKOCT B OpronrHoil momoctu. Ileyens pa3me-
pamu 17,8x10,8 cm, cenesenka — 18,3x10,7 cm.
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[Tocne mpoBe/ieHHOI Tepanuyu Npu OTCYTCTBUE TPU-
3HAKOB JKEyJIOYHO-KMIIEYHOTO KPOBOTEYEHMS Malu-
eHTKa Oblla BBIMMCaHA U3 CTAIMOHapa C JAMATHO30M:
[Inppos medeHn He yTo4yHeHHOi artumonorun? CnieHo-
meranus. IlopranpHas runeprensua. Acuut. IIpaBocTo-
POHHMIT THApOTOpaKCc. BapmkosHoe pacmmpenue BeH
nuieBoga. KpoBoreuenne u3 BApMKO3HBIX BeH MNUILEBO-
ma ot 02.10.2012 r. ITocTreMopparuyeckas aHeMus Cpef-
Hell CTeneHn.

[Tanmentka b. o6parunace B lleHTp u3ydeHns meve-
Hu PYJIH. Onactomerpus neyenn meropom ¢pubpocka-
HMPOBAaHMA: CpeJlHee 3HayeHue anactomerpun 4,9 klla,
4to coorBercTByeT F0O no mkane METAVIR, uTo nckmo-
4ajio IMarHO3 L[MPPO3a MeYeH M.

O6men xenesa: OXKCC 40 MkMonb/n, TpaHcheppuH
2,07¥,% Hacbimenns Tpancheppuna 8,0%v, depputis
75 mkr/n. llepynonnasmun 46 Mr/nn. AHTUAJEpHbIE aH-
TUTE/Ia OTPUIATE/IbHbIE.

BoipaskeHHas moprajibHas IMIIEPTEH3UA NMPU OTCYT-
CTBMM M3BECTHBIX 3TMOIOTMYECKUX IPUYMH IIMPPO3a ITe-
deHn, pubpo3a 1o faHHbIM GHOPOCKAHMPOBAHNS U IIPH
He3HaYMTEeTbHO M3MEHEHHO! CUHTEeTHYEeCKON (PyHKIMM
nedeHn (xommuacrepasa 5260 En/n, mporpombun 59%)
IO3BO/IM/IM 3AIIOJJ03PUTH BHENEYeHOUHYI0 (opMy mop-
Ta/IbHOJ TUIIEPTEH3UMU.

ITo manupiM MPT opraHoB OpIONIHOI IOTOCTH
C KOHTpacTupoBaHueM: nevyeHb 20,4x11,4x13,2cm ¢ ¢du-
O6pO3HBIMM M3MEHEHMAMU B O06/1acCTM BOPOT, INepu-
MOPTa/bHO IO XOJY POTrOB BOPOTHOI BeHbl. Pacmimu-
peHue ce/e3eHOYHbIX BeH, BeH mnuieBoja. CeneseHka
16,6x13,6x20,9 cM, HeOlHOpOJHA 10 CTPYKType. Bopot-
Has BeHa 12 MM. OTCyTCTBME KOHTPAaCTMPOBAaHUSA BOPOT-
HOI1 BeHbl, BEPXHeil 6pbKeeuHOl BeHbl. [laHHast KapTUHA
HO/ITBEP/IM/IA Ha/TMuMe B IIPOCBETE BOPOTHON 1 BepXHeil
6pbDKeeyHOI BeHbl TpoMba. Ha aTo ykaseiBaeT u D-nu-
Mep 5576 Hr/ML.

B cBA3M ¢ HanuumMeM y MallMEHTKM BbIPa’KeHHOI
CIIJIEHOMETajIny, a TaK)Ke M3MeHeHMi1 B obleM aHanu3e
KPOBM B Bifle TPOMOOIIMTO3a U JIENKOLMTO3a, Ipeflle-
CTBYIOIIMX KpoBomoTepy, 6onbHas Obla HampaBaeHa
Ha KOHCY/IbTAL[MIO K rematosory. Tpemano6uorncus: pe-
TUKY/IMHOBBIN $UOPO3 B CTpOME KOCTHOTO MO3Ta, yBe-
JINYEHHOE KO/IMYeCTBa MOMMMOP(HBIX MEraKapuoLUTOB,
OTHOCUTENIbHO PacCUIMPEHHbIN TPaHYIOLUTAPHBIA pO-
CTOK, YTO COOTBETCTBYeT K/IE€TOYHON (pa3e 1mepBUUHOTO
muenodubposa. Boisierena myranus V617F rena JAK2
KuHa3pl B 80% kreTok nepudepuyeckoi kposu. [Ipose-
[leHHbIe MCCIeIOBAaHUA U KIMHUYECKas KapTHHA MO3BO-
mumu chopMynupoBaTh auarHo3 6onbHoit b. kak: Ilep-
BUYHBI Muenopubpos JAK2+ BapmaHT, 0C/IOKHEHHBIN
NOPTa/IbHOI I'UIIePTeH3Mel, BADMKO3HBIM PaCIIMpeHneM
BEH MMILEBO/A 1 JKeyKa 2—3 CTeNeHM.

3aknouyenue
CraHapTHBIX CXeM Tepamuu ocTeomuenodubposa
He pasdpaboraHo. IIpu rumepcrienusMe ¥ THUIEpIIe-

KOLIMTO3€ WCIONb3yeTCsA Ipernapar TUAPOKCMMOYEBH:-
Hbl (ruppea). PedpakrepHass aHeMus M BBIPa>KEHHBIN
reMopparmyeckuit CHMHIPOM BC/IECTBUE JeCTPYKLMU
3PUTPOLMTOB U TPOMOOIMTOB B YBEIMYEHHOI Cee3eH-
KM CTy)XaT TMOKa3aHMeM /I CIleHaKToMuu. JledyeHnue
6/1aCTHOTO KpM3a MPOBOAUTCA IO IPOTpaMMaM JIedeH U s
OCTpOro /IeiiKo3a. B mociegHye robl AealTCA MOMbIT-
KV MCTI0/Ib30BaHMs [IPeNapaToB MHTEP(EpOHOBOTO psfa.
C uenpr0 KOppeKIuyM MOPTATbHONM TUIEPTEH3UU I10CTIe
COCTOABIIETOCS KPOBOTEYEHMSI M BBICOKOM PUCKE €ro
peluauBa MCHOMb3yeTCs TPAHCHIOTY/ISIPHOE BHYTpMIIe-
4YeHOYHOe MOPTOKaBa/IbHOE INYHTMpOBaHMe. Pajukanp-
HBIM METOJIOM Tepanum octeoMuenopubposa ABIAETCA
TPaHCIUIAHTALMA a/l/IOTeHHOro KOCTHOro mosra. ITamu-
eHTKe B. 6bI/I0 peKOMEH/J0BAaHO HayaTh Tepanuio mperna-
paramu anb¢a-uHteppepona B gose 3000000 ME mop-
KO)KHO 4epe3 JleHb 3 pa3a B HeJIe/Ii0 MoJ| HabmoeHneM
Bpaya-reMaro/ora, MpofO/KMTh Tepanuio ¢ppakcumnapu-
HoM 110 0,3 M7 1 pa3 B jeHb nosikoxHo. IIpu Hapactanun
IIOPTA/IbHOI TUIEPTEH3UN 11e/IecO06pasHO MpoBeieHMe
ITYHTUPYIOLIMX OTIepariuit.

Heo6x01MMO MOMHUTB, YTO TIOMMMO LIMppO3a IIeve-
HY K Pa3BUTHUIO NMOPTAIbHON TMIIEPTEH3UM MOXeT IpH-
BOAMTH Lenbiit psp 3abomeBanmit. Tak, nmpuunHoit 06-
CTPYKIIMM BOPOTHOJ BEHbI MOT'YT BBICTYNATh NHMEKLIMN
(OCTpBIft aNmeHAMINUT, MEePUTOHNUT), TPAaBMBl U XUPYp-
rMYecKue BMeEIIATeNbCTBA (CIIEHIKTOMMsA, ONepaluu
Ha TeYeHM, MOPTOCUCTEMHOE IIYHTUPOBaHNE), TaHKpe-
aTUT, CAaBIeHMe MIM IPOpAcTaHMe OMYXONbK BOPOT-
HOJ1 BeHbl. TpOM603 BOPOTHOI1 BeHbI 4aCTO MOXKET ObITh
CBA3aH C IOBBINIEHHON CBEPTHIBAEMOCTbIO KPOBM IIpH
VCTMHHONM TNoauiuTeMun, Tpomboruronennu, pedu-
unurte nporenHa C, nporenHa S win aHTUTpoMOuHa III,
muenopubpose. VHOrAa BBIABUTH NPUYMHY Tpombo3a
He yJaeTcs, BO3SMOXHO, B psJie CTy4aeB OH 00yC/IOB/IeH
CKPBITO MPOTEKAKINM MuenonponndeparuBHeIM 3a60-
JIeBaHUEM.

Takum o6pasoM, psj reMaTonormyeckux 3saborme-
BaHMIT MOXeT Ae6THpoBaTh KIMHMKON IOPTATbHOI
TUNIEPTEH3UM C Pa3BUTMEM aCIIMTa, TeraToMeranuu
M KPOBOTEYEHNA U3 BEH MUIIEBO/A, UMUTUDPYSA KITNHUKY
1yupposa nedyenn. Takue malMeHTH! B OTIMYME OT 60D
HBIX IIMPPO30M IIe4eHM IpPenMYIeCTBEHHO MOJIOJIOro
BO3pacTa, He MMEIT 3THONIOruYeckoro gakropa ¢op-
MMpPOBaHMs LMPPO32 MeYeHU, CUHTETHIeCKass QYHKIIA
MeYeHM He M3MEHeHa WIM M3MeHeHa He3HaYMTesIbHO,
MI0Ka3aTe/In 37TaCTOMETPUM He COOTBETCTBYIOT LIMPPO3Y.
JlyqmiuM MeTOZOM BM3ya/nusalyuyu TPoM603a sAB/IAeTCA
MPT c KOHTpacTMpOBaHMEM.

JInteparypa
1. Thomas D. Boyer, Teresa L. Wright, Michael P. Manns Zakim
and Boyer’s Hepatology, USA, 2006, Elsevier Inc., volume 2,
chapter 47, 905—914.
2. Mamaes H. H. T'emaronorns. PykoBoicTBo ans Bpaueit. 2 e
u3p., CI16: Cnen/Int, 2011, 342—350.
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AHTUKOATYNAHTHAA TEPANUA Y NALUEHTOB C TPOMBO3AMU NMYBOKUX BEH
KOHEYHOCTEW: BO3MOXXHOCTU TECTA TPOMBOANHAMUKA

A. B. YepHakoe™?, A. H. bananduna®*, J]. M. Bapdansw', C. B. Osyunnukoe?, H. . FopHocmaeg?,
M. C. 3wmpekoé?, U. C. A6pamoe’?, B. A. Cmynun'
1 —I'bOY BI10 PHUMY um. H. W. Mupozoea M3 P®, 2. Mockea; 2 — 6Y3 Kb Ne 15 um. O. M. Qunamosa [3M,
2. Mockea; 3 — @FBY «OHKL| 4rOU um. imumpus Pozayesa» M3 P®, 2. Mockea; 4 — LjeHmp meopemuyeckux
npobnem ¢usuko-xumuyeckol papmakono2uu PAH, 2. Mockea

BBenenue

[TIpobnema neyenus 6GONbHBIX ¢ TpomGO3amMm Iy-
6GOKMX BeH BEePXHUX M HIMKHUX KOHEYHOCTEil AB/IAETCA
CJIOXKHOW M aKTyanbHOI 3ajiayeif. AJeKBaTHOCTb aHTHU-
KOAry/JISHTHOW Tepanuyu MPOBOAUTCA IYTEM OLIEHKM
MapaMeTPOB CBEPTHIBAHMA KPOBM: AKTMBMPOBAHHOE
YacTmyHoe TpombortactuHoBoe Bpems (AUYTB) ana re-
IIAPMHOTEPANINYU M MEX/IYHApOJIHOe HOPMAa/NN30BaHHOE
ornomenne (MHO) nns BapdapunoTepanuu. 3Hauenne
MHO npu ormeHe remapuHa JO/DKHO COCTaBAATh 2—3
HopMbl. 3Hauenne AYTB Ha one npoBogMMOIt TEpamu
HOJDKHO COCTAaB/IATh 2—2,5 HOPMBI, OJTHAKO 3TU 3HaYe-
HUSL PAacCUMTAHbl [IA TOCTOAHHOTO BHYTPMBEHHOIO
BBefieHUsA HedpaKIMOHMpOBaHHOrO remapuna (HOT).
B cnyyae npumeHens HUSKOMO/IEKY/IAPHBIX IeNIAPMHOB
(HMT) unn ponpanapunykca yposenb AYTB ne sBnser-
ca MHPOPMATHBHBIM. B 1oc/ie/jHee BpeMs BeJIeTCs MOMCK
HOBBIX T€CTOB, CIIOCOOHBIX OLEHUTb COCTOSIHME CBEPThI-
BAIOLIEN CUCTEMbBI KPOBU U €T0 M3MeHeHUs Ha (oHe mpo-
BOJMMO# aHTUKOAry/IAHTHON Tepanuu. OIHUM U3 HUX
apnserca tecT «I'pomboaHaMmKa», B OCHOBE TeCTa Jie-
JKUT PErucTpanus pocTa Cryctka B Iia3Me 60IbHOrO,
TIOMELIEHHON B KIOBETY M aKTMBMPYEMOIl MMMOOMIN-
30BaHHBIM Ha NMOBEPXHOCTU GOKOBOJ CTEHKM TKAaHEBBIM
baxropom. ITapameTphl TecTa — BpeMs Hayana pocTa
cryctka (Tlag) u cTaimonapHas ckopocTh pocTa crycTka
(Vst).

Iens uccnegoBanus
CpaBHenue noxasareneit TpoMGOaMHAMUKY M CTaH-
OApTHBIX TeCTOB Koarynorpammsl (AYTB, MHO) y maunu-
HTOB C TPOM603aMy ITyOOKNX BEeH BEPXHUX U HIKHUX
KOHEYHOCTel1 BO BpeMsl aHTUKOATY/IAHTHOM TepaIyiu.

Marepuansl ¥ METOLBI
B uccnenosanmue BKM0YEHO 27 NMALMEHTOB, MOCTY-
IMBIIMX B CTAIIMOHAP C IMarHO30M TPoM603a rmy6oKmx
BeH BEPXHMX ¥ HYKHUX KOHEYHOCTell, BepuduImpoBaH-
HbIM IPY yIbTPa3BYKOBOM aHTMOCKaHMPOBaHMU. B3s-

TO 216 mpo6 KpoBM JI/IA OLIEHKYM [APaMETPOB IeMOCTa-
3a. My)XUMHBI ¥ )KeHIIMHBI ObLIM IIPEJICTaBIEeHBI B 52%
(n=14) n 48% (n=13), B Bo3pacte ot 28 10 87 1eT, cpeaHmit
BO3pacT cocTaBui 62,4 rosa.

B cocTaB aHTMKOAry/IsAHTHON Tepalmuy MAl[MEHTOB
BXOIM/M HePaKIMOHMPOBAHHBII TeNapyH, BBOIMMBIi
3 pasa nozkoxuo (150 ME/kr) u Bapdapun. B xone nc-
C/Ie[OBaHMA OLIEHMBAIM MCXO[HOE COCTOSIHME IeMOCTa-
3a (Mpy MOCTYIIEHNY [ALMEHTa), BAUAHNE HAa TeMOCTa3
H®T (3a6op kpoBu yepes 64 nocne nubekiuyu HOT B Te-
YeHMe IepPBbIX 3 CYTOK Tepanuu) u BAUAHME BapdapuHa
(3abop kpoBu uepes 2 Hefienu Tepanuu BappapuHOM).

PesynbraTsi

AHau3 Nojy4eHHBIX Pe3y/IbTaTOB MIOKa3asl, 4To Vst
B TpomboauHamMuke BbIABM/IA TMIIEPKOATYNALMOHHOE
cocrosHue y 41% maumeHToB mpy MOCTYIIEHUU U CO-
craBuia 32+9 mxm/mMuH (npu Hopme 20—30 MKM/MUH).
AYTB 6b11 ykopoueH y 19% maiuueHTOB B MOMEHT I10-
crynnenusi. Bo Bpems tepanumu HOI' Vst gocrosep-
HO cHyKanach (p<0,05) go 17+12 MKM/MUH, IpU 3TOM
AYTB Bospacrano ¢ 28+6 cek 1o 42+36 cek (npu HOp-
me 23,5—27,5 cek). Tepanusa BapdapuHom npusoau-
na K yanuHenuio Tlag B Tpombopmunamuxke (p<0,05)
¢ 1,0+0,2 mu j10 1,8+1,2 mus (npu Hopme 0,8—1,5 mun),
npu atom MHO ysennumusanoce ¢ 1,2+0,2 no 2,8+2,2
(p<0,05).

BoiBoasI

B mccnenosanuy mokasaHo, YTO 3HAYEHMA TECTOB
Tpombonnnamuky CTaumMOHapHAas CKOPOCTb poCTa
CIyCTKAa M BpeMs 3a[ePXKM POCTa CTYCTKA OTPAXKAKT
apdextsr Tepanuu HOI u BapdapmuoM Ha remocras.
Heobxommmbl nanbHeiflne MCCIELOBAHMA BO3MOXKHO-
CTH TeCTa /I OLEHKM aleKBaTHOCTU IPOBOAMMOI aH-
THKOATY/IAHTHO Tepanuy y MalueHToB ¢ TpoM6o3amu
r1y60KNX BeH BEPXHUX M HMXKHMX KOHEYHOCTeI.
Hccnedosarue noddepsaro epanmom PO
12-04-00652 u eparmom OOO «ITemaKop».
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Martepuanbi BTopoi Poccninckon Hay4HO-NpaKTU4YeCcKon KoHpepeHUun

OCOBEHHOCTU NEYEHUA NOXWUNbIX MAUMEHTOB C TPOMBO3AMMU MNMYBOKUX BEH
KOHEYHOCTEN

A. B. YepHsakoe'?, A. H. Bananduna®*, ]. M. Bapdausan', C. B. OsyunHukoe?, H. U. lopHocmaes?,
M. C. 3wmpexoé?, U. C. Abpamos’?, B.A. Cmynu’
1 —B6OY BI1O PHUMY um. H. U. lMupozosa M3 P®, 2. Mockea; 2 — 'bY3 Kb N2 15 um. O. M. Quaamosa [i3M,
2. Mocksa; 3 — @OIbY «@HKL AroU um. Amumpus Pozayesa» M3 P®, 2. Mockaa; 4 — LleHmp meopemuyeckux
npobnem gusuko-xumuyeckou gpapmaronoauu PAH, 2. Mockea

AKTyanbHOCTb
Octprie Tpom603bl rny6okux Ben (TI'B) sBastor-
Csl paclpoCTpaHEHHBIMM 3a00TeBaHMEM M BCTpPEYaloT-
cay 10—20% nacenenms. Y moxmnaeix nmanueHtoB TTB
IpPOTEKAIT Ha (POHE BBIPAXKEHHOI CONMYTCTBYIOLIEH Ma-
TOJIOTMY, YTO NMPUBOAUT K HEOOXOAMMOCTU KOPpPeKLMu
Tepanunm.

Ienwn u 3agaun
OnTuMmsanmsa TaKTUKM IeYeHU S MALIMEHTOB CTaplie
60 et c TpoMb603aMu rTy6OKMX BeH KOHEYHOCTEN C yde-
TOM JJaHHBIX TecTa TpombognHaMuKa.

Marepuansl ¥ METOJbI

ITpoananusupoBaHbl pe3y/IbTaThl TedeHus 29 maiu-
€HTOB, npoxoausiux nedeHue B Kb Ne 15 um O. M. Ou-
natoBa I. Mocksbl B 2012—2013 rr. B 68% (n=20) Bo3pacr
nanueHToB 6bU1 cTapure 60 net. TpaBma un nepexeces-
Has onepanus, KaKk OCHOBHasA MPUYMHA PasBUTUA TPOM-
603a BoisiBNIeHa Y 5 (55%) manmenToB 10 60 et n 2 (10%) —
crapuie 60 er. ConyTCcTBYyIOAs MATONOTUs OTMEYaIach
y BCex manueHToB ctapiie 60 et u BoisiBaeHa y 1 (11%)
nanuenTa o 60 ner. IIpu atom MIBC Bepudmuimposana
y 14 (70%), runepronndeckas 6onesub — y 16 (80%), ca-
xapHbIit anaber — y 6 (30%), onkomnpoiecc — y 4 (20%)
nanueHTos crapiue 60 ner. CpegHuit CpOK OT Havaza 3a-
6oeBaHMsA 1O MOCTYIUIEHUS B CTAL[MOHAP COCTaBMUI 5,3
CyT y maumueHnTos o 60 net u 12,3 cyT — crapue 60 ner.
Bcem manmeHTaM IMpOBOAMIACH CTAHAAPTHAsA aHTUKOA-
TyIAHTHAs Tepanus, BKIKYaIas B cebs remapmHoTe-
panuio (HeppaKIMOHMPOBAHHBIN reapuH M3 pacyera
450Eq1/Kr) M HempsiMble aHTMKOAryAsAHTH (Bapdapu).
KoHTponb Tepanum OCyIIeCTB/IANCA MO 1abOpaTOPHBIM
nokasarensam AYTB, MHO, D-gumep u mnokxasatensim
nar-taim (Tlag) u craunonapuas ckopocts (Vs) tecra
Tpombopnuamka.

PesynbraThi

ITpu mocTym/IeH!n AB/IEHNS TUTIEPKOATY/IALMM TIO [JaH-
HbIM AYTB ormeuanuce y 4 (44%), o faHHbIM TecTa Tpom-
6oxmuammka — y 5 (55%), nosbienne JI-gumepa — y 8
(88%) maumenToB 1o 60 set. Y maimeHToB crapiie 60 et
ABJIEHNsA TUIIepKoarynauum no gauusiM A4TB ormeuanice
y 6 (30%), o ganHbIM TecTa TpomboanHammka — y 7 (35%),
nosbiienne [I-numepa — B 100% cyvaeB. O6pasoBaHue
CTIOHTAHHbIX CTYCTKOB (COCTOSTHME CU/IBHON TMIIEPKOATY/IsA-
111M) 110 JAHHBIM TecTa TpoMboaHaMuKa BbisABIeHbI y 11%
(n=1) manmenTos 1o 60 et u 30% (n=6) — crapiue 60 ner.
Ha ¢oHe npoBoayMoii renapuHoTepanyyu Ha 3 CyTKH siBJie-
HUsA TuIepkoarynsaium no pesynsraraM AYTB u Vs coxpa-
HsCh y 7 (78%) mauyenTos jo 60 et u 7 (35%) — crapiue
60 net. 9ddexkTHBHOCTD BappapMHOTEPAINY 110 JAHHBIM
MHO n Tlag 3aperucrpupoaHna y 6 (66%) mareHToB 10 60
net n 10 (50%) — crapure 60 net. Ilpu aHanuse Heapdek-
TMBHOCTM TepPaINuy BBISB/IEHO, YTO BbIPA’KEHHAS TUIIEPKO-
arynAanmA (Haamyye CIOHTAHHBIX CTYCTKOB T10 JIAHHBIM Te-
cra TpombonyuHaMuka), OTCyTCTBME B a[IeKBATHOTO OTBETA
Ha MPOBOAMMYIO aHTMKOATY/ISHTHYIO TEPAIMIO OTMeYaeT-
A y MAI[MEeHTOB C OHKOIATO/IOTHEIL.

BoiBoabI

Y nmanmenToB 70 60 eT B 60/bUIMHCTBE CTy4aeB MpHu-
ynHoM pasutus TI'B apnsercs nmpoxopsiiee TpaBMaTu-
4yecKoe BO3JIeiCTBME, B TO BpeMs KaK CONYTCTBYIOLIAs
naronorus o6ycnaBInBaeT pasBUTHE peLUANBUPYIOLLEi
TUIEPKOATY/IALMM M BEHO3HOTO TpoM603a y MalMeHTOB
crapiue 60 ner. Hainume OHKOMATONOrMM 3HAYUTENIBHO
yxynuaer 3¢pdexTuBHOCTS M MpOrHos neveHus. Ilpu-
MeHeHMe TecTa TpoMmboxuHaMMKa MO3BO/SAET BBIABUTH
ABJIEHUA TUIIEPKOATY/IALMY U CKOPPEKTUPOBATDH IPOBO-
AMMYIO T€PAIunIo.
Hccnedosarue noddepicaro zpanmom PODU
12-04-00652 u epanmom OO0 «I'emaKop».

KPUOTNMOBYJIMHEMUA. NATONEHE3, KIMHUKA, nOAXO0Abl K TEPANMUA

A. B. Yucmsakoea, H. U. Cmyknoes
OrbOY BIMO «Poccutickuti yHugepcumem opy»6bl Hapo0do8», 2. Mockaa.

BBenenue
Kpuornobynunemus, kak 6moxmmmyeckoe Hapylie-
H1e, 6bi1a BriepBble onycaHa B 1929 r. M. Heidelberger
n F. E. Kendall, a B coueTanum ¢ KIMHUYECKUMU TIPOSIB-
NIeHUAMYM — 4YeTbIpbMA rofamu nosxe M. M. Wintrobe
n M. V. Buell [5] y 56-neTHeit >KeHIIMHBI CO MHOXKECTBEH-
HOVl MMEIOMOI, NPOABAAKLIENCA MPOrPecCUpYOIUM

¢dbenomeHOM PeitHO, pelnaANBUpYIOLIEN TYPIypOIi, Terna-
TOCII/IEHOMeTaeit 1 TPOM6030M BeH CeTYaTKM.

Jlo 1980 r. KI' mpenMy1iecTBeHHO OOHApPYXMBATNCh
y 6GO/IbHBIX MHOXXECTBEHHON MMEIOMOil, B-KIeTOuHBI-
MU 3pe/IOK/IETOYHBIMYU TUM(POMAMM U pesKe IPU [PYTUX
3aboneBannsax. Co BpeMeHeM, C MOBBILIEHNEM YYBCTBU-
Te/IbHOCTM Tab0paTOpHbIX MeTO0B, KI' cTanu BeIABIATD
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v 1pyu MHGEKIMOHHBIX, Ay TOMMMYHHBIX 3a00/1eBaHMAX,
[IaTO/IOTUY TIeYeHU M B HeOONbIINX KOHIEHTpaluAX —
y 300poBbIX i Hammume KIMHUYECKMX CHMMITOMOB,
TSDKECTb TeYeHWs] KPHMOITIOOY/IMHEMMM OIlpefiesercs,
[PEeNMYIIeCTBEHHO, TUIIOM LMPKYIUPYOUIMX KPUOITIO-
6y /MHOB.

OcHoBHasA YacTh

JInarHo3 KpuoOrnoOyInHeMuy IIpefronaraeT Haanu-
4ne B ChIBOpPOTKe KpoBu Kpuornobymuuos (KI) — 6en-
KOB, 00najjalonux crnocoOHOCTbI0 K 0OpaTmmoit mpe-
UMINTALUKM MM 0O6pPasOBAHUIO Tejisd IPU TeMIeparype
Huxe 37 °C.

OCHOBBIBasICh Ha K/Iacce M CBOMCTBAX MMMYHOIJIO-
6ymuuos (Ig), Bxogamux B coctas KI, Bbigensaor 3 Tuna
kpuornobynmuuemnii (J. C. Brouet u coasr., 1974 1) [5].

Kpuornobynmuuemusi I Tunma nopgpasymeBaer Hanmmdue
TO/IBKO MOHOK/IOHA/IbHBIX MMMYHOI/IOOY/IMHOB, yalle —
IgM, pexxe — IgG, IgA nmn nerkux ueneit. Takue Kpuo-
rI00Y/IMHBI Yallje BCEro 0OHapy)XMBAIOTCA y MAlMEHTOB
¢ mumdonponndepaTnuBHBIMU 3a60/1€BAaHMAMM, TAKUMM
KaK MHOXKECTBEHHas MMENIOMa, MaKpOIIoOyIMHeMus
BanbpeHcTpema, B-k/ieTouHble 3peoKneToYHble TMMO-
MBI, XpOHM4ecKnit tumolnTapHblit neikos. Taxxke, KI' I
THIA MOTYT 6bITH OOHAPYIKEHBI IPU J0OPOKAYeCTBEHHOI
rammanatuu. Ha gomo xpuornobymmuemmit I Tuna npu-
xozmtcs nopsgka 10—15% Bcex cmyyaeB 3a6o/eBaHus.

Kpuorno6ynmuuemun II un Il Tunos sBnAoTCca cMe-
wanHbiMu (CK), cocTosAT M3 MMMYHOIIOOYIMHOB pas-
HBIX U30TUIIOB, O/[MH M3 KOTOPBIX CIIOCOOEH CBA3BIBATDH
Fc-dpparmeHnT apyroro (Bcerja HOMMKIOHA/IBHOTO) MM-
MYHOIZI00y/IMHa, M [O3TOMY AB/IAETCA, MO CYTH, PEB-
maroupHbiM ¢akropom (P®). PO moxer 6bITh MOHO-
knoHanbHeIM (II tun KI') mam nmonmkmoHanbHbiM (111
tun KI') u yame npepcrasnen IgM, pexe IgG nmm IgA.
Cwmemannple KI' BcTpewaloTcss mpu cUCTeMHBIX 3abore-
BaHUAX COEIMHUTENIBHONM TKAHU, IPU OHKOOTUYECKUX,
MH}EKIMOHHBIX (BUPYCHBIX, OaKTepyMalbHBIX, Mapa-
3UTapHbIX) 3aboneBaHuAX U onpefensorcs B 85—90%
Bcex cny4aeB kpuornobymuuemmit. IIpu CK BakHBIM
3BEHOM IIaTOreHe3a SB/IAETCA MMMYHHOKOMIIZIEKCHOE
BOCIIa/IeHMEe COCYAMCTON CTEHKM, YTO KIMHMYECKH MPO-
SIBJISIETCS B BUJe CUCTEMHOTO KPMOTIOOY TMHEMUYECKOTO
Backymmra (KB). KB rucromornyeckm yaimje cOOTBETCT-
ByeT JIEMKOK/IaCTMYeCKOMY BapMaHTy BacKy/IMTa, Ipe-
MIMYILECTBEHHO MOpakaeT Me/IKMe cOCybl (KalmmiIsaphl,
BEHYJIbl, apTEPHO/IbI) C BO3MOKHBIM BOBJIEYEHUEM B ITa-
TO/IOTMYECKUIT MPOLIECC PA3TMYHBIX OPraHOB M CHCTEM.
B ocHOBe ero maroreHesa JIeXKMUT IOIN-0TUTO-MOHOKIIO-
Ha/lbHAasl aKTMBauusa B-mumdounTos, KoTOpas NpuBO-
AMUT K TMIEPIPOAYKIMU ayTOAHTUTEN C TOCTEAYIOMMUM
o6pa3oBaHMEM UMMYHHBIX KOMIIJIEKCOB CO CBOIICTBaMM
KT u oTnoxeHneM ux B 3HZOTENNM COCY/OB.

Haubonee yacto KB — 3710 K0XHBIIT BacKymuT (80—
100% 60/1bHBIX), HOpaXkeHMe CycTaBoB (10 75%), B TOM
4yuc/e B COCTaBe K/IAcCMyecKoit Tpuaabl Menbriepa
(kokHast myprypa, cmabocTb, apTpanruu), nepudepu-
4ecKoit HepBHON cucteMbl (20—25%), cunzgpom PeitHo
(20—25%). Bonee pexko B mMaTonoOrMyYeCKuit MpoLecc Bo-

B/IEKAIOTCS COCY/Ibl XKeTy[OYHO-KMIIEYHOrO TPaKTa, ro-
JIOBHOTO MoO3ra u cepaua [1].

IIposiBnenus kpuornobynuemun I Tuma, B ToM yncie
IPU MHOXXECTBEHHOJ MMUeIoMe, KaK IPaByIO, CBA3aHbI
C KOTTMYECTBOM U K/TACCOM IaTONIOTMYECKOTO MMMYHOI/IO-
6ynuHa, KOTOpHI He 06/TalaeT aKTUBHOCTHIO PD, He crio-
cobeH aKTMBMPOBATb KOMIIIEMEHT, a, C/Ie[lOBaTeIbHO,
K/IMHUYECKMEe TPOAB/IEHUA MOHOK/IOHA/IbHON KPMOITIO-
OynMHeMUM He CBA3AHBI C MMMYHOKOMIIJIEKCHBIM BOC-
najeHueM cocyaucroit creHku, kak npu CK. Begymmm
B KJIMHUKE SABJIAETCA IMIIEPBUCKO3HbIN cuHApoM. Yaie
TAKMMM CBOMCTBaMM 0OTafaloT MOHOK/IOHaIbHbIe IgG
i IgM, B pefkux cnyyaax — IgA, npu aToM KanHUYe-
CKJMe CUMIITOMBI 3a4aCTYI0 OTCYTCTBYIOT JlayKe TPy BBICO-
KOM cofiepkaHum B ceiBopoTtke Ig. [To onmy6/1mkoBaHHBIM
nanubiM, KT onpegensitorcs y 10—20% 60mbHBIX MHOXKe-
CTBEHHOI MMEIOMOJ1, @ K/IMHUYECKU IIPOAB/IAETCS TUIIb
y 2—5% 601bHBIX [5].

B 1990 r. 6pia BriepBble OTMeYeHa acCOLMALMA CMe-
IIAHHOI KPUOTTIOOY/TMHEMUM ¥ XPOHMYECKOTO IefaTuTa
C (XTC) [3]. YcranoBneHo, uto y 40% — 53% 60mbHBIX
BUPYCHBIM renatntoM C B CHIBOPOTKE KPOBU MMEIOT-
csi KpnornoOy/muHel. PacnpocTpaHeHHOCTb pa3/IMyHBIX
kmandecknx ¢opm KB cpenm 6ompubix XI'C, mo maH-
HBIM JIMTEpaTyphl, Bapbupyet oT 5% g0 40—50%. Ilpn
renatute B yacrora BoiaBnenns KI' Boiune, n cocrans-
€T, 110 JaHHBIM Pa3HbIX aBTOPOB, 0T 20,6% 10 74%, npn
nH}eKIMy, BEI3BAHHON BUPYCOM MMMYyHOAebHUIINTA de-
noBeka — 6% 6GonbHBIX [3]. OHAKO, YYUTBIBAsA pacnpo-
CTPaHEHHOCTb BMPYCHBIX TelaTUTOB B MUpe, KOTOpas,
o oneHkaM akcneptoB BO3, cocrasnser o 3,5% Hace-
neHus (2], MOXKHO yTBep)K/AaTh, YTO BUPYCHbIE TeNaTHThI
ABIAIOTCA B HACTOALIIEe BpeMs OCHOBHOJ MPUYMHON pas-
Butusa KB. ¥ Takux 60/1bHBIX, KaK MTPaBUIIO, BHIAB/IAIOT-
ca cmemanHble KI, koropeie otHOCATCA K 1T m 11T Tnam.

Takum 06pa3om, B 6O/IBIINHCTBE CTyYaeB Bpauu uMe-
0T JIe/I0 ¢ KpUOTTIOOY/TMHEMUYECKUM CMHIPOMOM, KOTO-
Pblit ABIAETCA CUCTEMHBIM MPOSAB/IEHNEM JPYTuX 3a6o-
JIeBaHMIA, a TPV OTCYTCTBUY BbIAB/IEHHOI IPUYMHDBI PeYb
MOXKeT MATH 00 3CCEeHIMANTbHON KPUOTTOOYyTMHEMUN.
Takue cnyyau pefiku, Maso ONMCAHbI, TPEOYIOT IIUTENb-
HOTOo 06C/IeIOBaHMA /I MICK/TIOUEHMA BCEX BO3MOXKHBIX
npuunH obpazoBanus KI, mpoTekamT AnnTeNnbHOE Bpe-
Ms CyOKIMHMYECKH, 6€3 BhIPa’KeHHOI IPOrpeccun.

JlabopaTropHasi [MarHOCTMKA KPHOIIOOYIMHEMUN
Hanbo/lee YacTO NPOBOAUTCA IOTYKOMMYECTBEHHBIM
BU3ya/IbHBIM MeTO[OM. Pe3y/nbTaroM aHammsa CIyXUT
BbIJIe/IeHMe KPMOTIPELMIINTATA M BBIYUC/IEHNE €rO COOT-
HOLIEHNS K 001ieMy 06béMy CHIBOPOTKM, BbIPaKeHHOE
B MpOLeHTaX (TaK Ha3bIBaeMblil YPOBEHb KPUOKPUTA).
ITomy4yeHHBIT KPUONPEUUITMTAT MOXKHO MUCIIO/Ib30BaTh
A1 OTIpeie/ieHns TUIIa KPMOITIOOy/IMHEMMH, K/IOHA/Ib-
HOCTHM MMMYHOI/IOOY/IMHOB C TIOMOIIbIO Pa3/IMYHbIX M-
MYHOIMAarHOCTUYECKUX METOJOB, TAKMX KaK MMMYHO3-
nekTpodopes, MMyHODUKCALMA MM UMMYHOOTOTUHT
[1].

Jleyenue MAMOMATHYECKON KPUOTIOOYIMHEMUN SB-
JIIeTCA MATOT€HETUYECKUM, HO 10 HACTOSAIETO BPEMEHNU
He CTaHJapTU30BAHO, ABIAETCA IPEIMETOM JMUCKYC-

Ne 3,2013



62

Marepuanbi BTopoi POccMinckoin Hay4yHO-NpakTuyeckon KoHpepeHuun

cun. CnoxHbiit MexaHuaMm passutus KB, Hemocrarou-
HO OYepYeHHble MapaMeTpbl aKTMBHOCTU 3abo/eBaHMs
M HEONpeJe/eHHOCTh MPOTHO3a CO3JAI0T OCHOBHbIE
TpynHocT. Kak mpaBuio, nedeHne HampasIeHO Ha I0-
JllaB/IeHNe CUHTEe3a MaTONOrMYeCKUX MMMYHOITIOOY /T HOB
u BK/Mo4aer B ce6a amumuHaumio KI' mytem mnasmade-
pes3a, HasHayeHMe UMTOCTAaTUKOB (1ukmodocdammna),
[IIOKOKOPTUKOCTEPOU/IOB, IpenapaTtoB MHTepdepoHa,
MICTIONTb30BaHMe MOHOK/IOHATbHBIX aHTUTeNn K CD-20" B-
mumdoruTam — putykcumaé (3.

[ToMumo maroreHeTMYECKOI Tepanuy OCHOBHOTO 3a-
6o/eBaHMsI, OCHOBHBIMU METOJAMMU JIeYeH WS, ABNAIOTCA
MMMYHOCYIpeccus (ITIOKOKOPTHMKOCTEPOUIbI, IIUTOCTA-
THKM) u/umu nnasmadepes. B HacTosiliee BpeMs MOKa-
3aHO, YTO ITIOKOPTUKOCTEPOMIBI 3P HeKTHBHBI B OTHO-
IIEHUN KYTIMPOBAHUSA My PIYPBI ¥ apTPAITUit, CHIXKAIOT
KPUOKPUT U TI03BO/AIOT KOHTPOIMPOBAThH GO/BLUIMHCTBO
CMMIITOMOB KpUOT/TI00y/TMHEMNYECKOTO BacKynuTa. [is
JIeYeHNs TAlMEeHTOB, He OTBETMBIINX HAa TEPAINIO I/II0-
KOKOPTMKOMJAMM M IIUTOCTATUKAMM, B Ka4eCTBe BTOPOIt
JIMHUM Tepanuy NPUMEHSAIOT IpenapaTsl MHTepdepoHa
B CBA3M C €r0 aHTUNPONUEPATUBHBIM BO3JEMCTBUEM
Ha MOHOK/IOHa/lbHble B-mMMQOLUTHI, OTBETCTBEHHBIE
3a NPOJYKLIMIO KPUOTTIOOY/TMHOB.

[Tnasmadepes — HEOOXOAMMBIl 3/€MEHT Mpy Jie-
YeHUM KpUOITOOYTMHEMUIECKOTO BACKY/IUTA BBICOKOI
CTENEeHN aKTUBHOCTH. DTOT METOJ NMPUBOAUT K ObICT-
poii peayKUun ypOBHS LUPKYIMPYIOUIMX MMMYHHBIX
KOMIIJIEKCOB M Me[MaTOPOB BOCIAIeHMS, Ka4eCTBEHHO
MOIMGUIMPYET UMMYHHBIE KOMIUIEKCHI M BINSIET HA UX
PacTBOPUMOCTb, BOCCTAHABIMBAET (PYHKI[MIO PETUKYIIO-
9HJOTeNNanbHOIM cucteMbl. Hanbomnee pacnpocrpanén-
Has cxema IpeJlyCMaTpuBaeT 3aMellieHue 0 3 JT ITa3Mbl
TPM pasa B HeJIe/IO B TeueHue 2—3 HeJiellb.

SddexrnBHOCTL puTyKcMaba npyu nevennu CK cBa-
3aHa C 3TMMMHAIMeN B-mMMpounToB, 4TO CHMKAET I'U-
NeprnpogyKIMIO ayTOaHTHUTe, npemecTBeHHnKoB KI' [1].

Bonpoc Tepanum KpuOrnoGyn1mHeMu4ecKoro BacKy-
JINTA, aCCOLMMPOBAHHOTO C MHOUIIMPOBAHUEM BUPYCOM
renatura C, octaerca cnoxHbIM. Ha cerogHsmHeit feHbp
JI0Ka3aHO, 4YTO ITIOKOKOPTMKOCTEPOUIBI U MMMYHOCY-
IPECCaHTBI, UCTIO/Ib3yeMble IPU JIeYeHN I KpUoTrIobymHe-
MM, OTPUIIATE/IBHO BAMAIOT Ha TeyeHue u nporHos XI'C,
cHmKasg 3} EKTUBHOCTb MPOTUBOBUPYCHOI Teparmi,
flayke OTMeYeHBI C/yday ycyrybnenns TedyeHus 6omesHu
Ha ux ¢ome [3]. IIpexe Bcero, npuMeHeHNe UMMYHOCY-
MPEeCCaHTOB MPUBOAUT K aKTUBALIMM BUPYCHOI perinKa-
LI1Y, TOBBIIIEHNIO YPOBHA TPaHCAMMHA3, YTO OTPAHNYHU-
BaeT LIMPOKOe NMPYMeHEeHNUe ITUX NPenapaToB y 6ONTbHBIX
XTC ¢ KB. B Hacrosimee BpeMsi B TaKMX CIy4asx B Ka-
4yecTBe Tepanuy nepsoit mmHum y 6onpabix ¢ HCV-acco-
IMMPOBAHHBIMM KPUOTIOOYTMHEMUAMM UCIIONb3YIOTCS

npenaparbl uHTepdepoHa-a. CraHmapTHas MPOTHBOBU-
pycHas tepanus (IIBT) unteppeponom-a un pubasupu-
HOM Ha3Ha4aeTcs NPy JIETKOM TedeHuu 6one3nn (Tpuaga
MenbTiiepa, HeTsKe/lble KOXKHBIE TPOSBIEHMA), M OHA
apnsercsa addexTnBHOI, Tak Kak Ha ¢one [IBT mourn
y 80% mauuenTos passusaerca pemmuccus. OgHako, y He-
KOTOPBIX GOTbHBIX MOTYT MMETb MeCTO TsDKeJble Mo6oy-
Hble 3 eKTh, CBA3aHHBIE C YCYTyO/IeHneM MpOsiBIEHMIT
ayTOMMMYHHOrO XapakTepa. [Ipu Tsxenom tevenun XI'C
C TAKMMM CUCTEMHBIMY TIPOSIBIEHUAMMY, KaK oOpa3oBaHume
KOXXHBIX 3B, aKTHBHasi opMa r7iomepynoHedpura u pe-
3UCTEHTHAA K JIeYeHWI0 nepudepuyeckas Heiipomarus,
Korjia HasHayeHue [IBT Heuenecoo6pasHo u omacHo ms
MalMeHTa, I0 MHEHUIO HEeKOTOPBIX aBTOPOB, MOXXET MC-
0/1b30BaThCs pUTYKCHMab [2]. OHaKO, MMEIOTCsI JaHHbIE
0 peaKTMBALMM BUPYCHBIX renarutoB B u C y HekoTOpBIX
MAIMEHTOB C HEXOKCKMHCKMMY TMM(pOMaMHu, IOTyYar-
IIMMYM TePANuI0 PUTYKCMMAOOM, aXke IIPU OTPUI[ATENb-
HBIX MapKepax rernarutos, aHCV n HBsAg [4].

3aknoueHne

Kpuornobynuemust u Hanboree yactoe eé mposisie-
HMe — KpHornobynueMudeckuit BACKY/IUT, B HaCTosLIee
BpeMs NPeJCTABIAIT c000il Cepbe3Hyi0 MeAULIMHCKYIO
npobnemy. Kak mpaBmao, OHM BCTPEYAIOTCA NP CH-
CTEeMHBIX KOJI/IaT€HO3aX, OIyXO/NAX, WH(MEKIMOHHBIX
3aboneBaHMAX, TPeOYIOT KOMIIIEKCHOTO 0OC/IeOBaHMs
¥ CHCTEMHOTO /iedeHusI GONMbHBIX, Y KOTOPHIX 4acTO He-
NPYMEHMMBl CTaHIAPTHbIE METOJAbl Tepamnuyu. 3HaHMe
OCHOBHBIX NO/IXOZIOB K PaHHell JUAaTrHOCTHUKE ¥ JIeYeHNI0
KpUOTTTOOYTMHEMMYECKOTO CUHJPOMa TIO3BOJIUT Bpa-
YaM PasHBIX CIEIMaTbHOCTE! BOBpeMs HayaTh JIeyeHye
¥ YTYHYIINTD Ka4eCTBO KM3HU CBOMX MAL[MEHTOB.
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TPOMBOTrEMOPPATMYECKUE OCJIOXKHEHUA U UX NEYEHUE Y BOJIbHbIX
3CCEHLUMANbHON TPOMBOLUTEMUEN

A.J1. Menuksan, I. A. CyxaHoea, U. H. Cy6opyesa
Hayu4Ho-knuHu4eckoe omdesieHue ambynamopHO-NOIUK/IUHUYECKOU NOMOWU

Beemenne. OccennmanpHas tpombountemusa (97T)
npejcTasseT coboil KIOHaIbHOE Muenonponudeparuns-
Hoe 3abo/eBaHMe, BO3HUKAIEe U3 IIOPUIIOTEHTHOM
CTBOJIOBOI KJIETKM C IPENMYIIeCTBEHHbIM MOPaKeHN-
€M MerakapMoLMTApHOTO POCTKA M XapaKTepusyercs
TpomboruTo3oM >450x109/1, CKIOHHOCTBIO K KPOBOTE-
qeHMAM Wn Tpom6osaMm. PUCK pasBuTMA TPOMOO-reM-
MOPArnceckux OCNOXKHEHMI CBsA3aH C YPOBHEM TpPOM-
6ounTosa. [TokasaHMAMM K HaYaay TepPanuy AB/IAIOTCS:
Bo3pact crapuie 60 eT ¢ Tpombo3amMu B aHaMHe3e M
NPy HaJINYMM COIMYTCTBYIOLIEH CepAeYHO-COCYANCTON
NaTONIOTMM M B M060M BO3pacTe-BBICOKMI Tpomboiu-
103 ¢ TpoM603aMM B aHAMHE3€e M/ KPOBOTOYMBOCTBIO.
KpoBoTounsocts y 6onbubix T obycnosnena yHKIM-
oHanbHbIM feduuyrom VWE, BCIeACTBUM MPOTEOIN3a
6onpmux MynbrumepoB VWE (mpuo6peTeHHBI CHH-
npom Bunnebpanaa, tun II), u auchynkiumeit Tpombo-
IIUTOB, 4TO MPOSB/IANOCH CHIKeHnem AJld-arperaunn
" aJipeHaIMH-arperanymu.

CobcTBeHHbIe JaHHbIE. B HayYHO-KIMHUYECKOM
orfesienny  aMOy/IaTOPHO-MOMMK/IMHNYECKON  TTOMO-
wu OIBY TemaTonoruyeckuit Hay4HbI eHTp M3 PO
¢ 2000 1o 2013rr nabmioganuck 1472 G6onbupix Ph-He-
raTMBHBIMM MuenonponudeparuBHbiMu  3aboneBaru-
amu, u3 HuX 368 6onbHbIX (25%) ¢ IT. CooTHOLIEHNE
MY XXYMHbI/)KEHIMHbI — 1/3. Cpepunit Bo3pact 48 ner

(17—85). Mosexy/isipHOe UCCNe0BaHe POBOUIOCDH
y 165 6Gonpubix. B 51% ciny4yaeB BbIsIB/IEHA MyTalus
JAK2V617F. IIlutopeiyKTUBHas Tepanusi, CHUKawa
ypOBeHb TPOMOOLMTOB, BK/IK0Ya/Ia IUAPOKCUMOYEBNHY,
npenaparsl anbda nHTepdepona, anarpenns. Tepanus
TMAPOKCHMMOYEBMHOM M aHATPe/NN/IOM T03BONIANA CHU-
3UTb ypOBeHb TPOMOOLMTOB (<1000x109/n) B TeYeHUe
7—14 pueit. Ilpu CHMKEHMM YPOBHSA TPOMOOLMTOB
no 1000x10°/n1 oTmeuyanach perpeccusi reMopparmye-
ckux npossrennit. Ha ¢pone Tepanun Kak rmipoKCuMO-
YEeBMHOI, TAK Y aHATPENUAOM KPOBOTeUeHMit He 6bIo
3aMKCUPOBAHO.

IIpu ypoBHe TPOMOOLMTOB MeHee 1000x10°/n ps
npopUIaKTUKN  TPOMOOTMYECKMX M MIIEMUYECKMUX
CMMITOMOB KOMIUIEKCHast ~Tepamus IPOBOJAMIACH
¢ BK/IIOYEHMEM JIe3arperaHToB: acmmpuHa (Tpombo-acc
50—100Mr /kapauomarsami 75—150 mr).

BoiBogbl. B HacTosiee BpeMs aHarpenunj peKoMeH-
JIOBaH B Ka4yecTBEe Tepaluy BTOPOi TMHUM [IPU Hemepe-
HOCHMMOCTHM TMPOKCUMOYEBMHBI M WHTepPepoHa-ajib-
¢da. OgHaKo MBI MMeeM YCTIeIIHbIN OIBIT MPUMEHEeHUA
anarpenuza npu nedernu 9T ¢ BHICOKMM TpombounTO-
3oM. HecmoTps Ha He60/b1110€ YUCIIO Habmogenni (5 ma-
IIeHTOB), MOXKHO CJIe/IaTh 3aK/TI0YeHMe, YTO aHATPeIN]L
M TMAPOKCUMOYEBMHA 00/1ajjaloT paBHON 3ddeKTnBHO-
cThi0 Mo60uHBIX 3¢ dekToB (KPOBOTEYEHNI) HE ObI/IO.
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