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Sum m ary. Published data on Glanzman’s thrombasthenia are reviewed, diagnostic criteria are presented,
and two clinical cases with severe gastrointestinal hemorrhages in patients with Glanzman'’s thrombasthenia are

described.
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B 1918 r. mBelinapckuii Bpau-nieauarp Sayapn [ nanu-
MaH BIiepBbIe onucal [1] KIMHNYECKyI0 KapTHHY CIIeLH-
(hryecKuX HapyILIeHUI TeMOCTa3a, BIOCICACTBUYN Ha3BaH-
HBIX TpoMOactenueli [annmana (TI). B mocnemyrommx
WCCIIEIOBAHMSIX [2] yCTAHOBJIEHO, YTO B OCHOBE 3TOTO
CBOEOOPA3HOTO CHMITOMOKOMIUIEKCA JIEKHUT TeHeTHde-
CKH 00YyCJIOBJICHHBIN MEUITAT WITH MEPEKT MOJICKYT MEM-
OpaHHOTO perenTopa TPOMOOIUTOB — IJIMKOMPOTEHHA
(GP) IIb/Illa, mpuBOAAIINIA K PE3KOMY YXYyIIIEHHIO BaXK-
Hewmel (yHKIUH TPOMOOIMTOB — arperanyu. MimeHHO
stot GP Gopmupyer Ha OBEPXHOCTH TPOMOOLMTA FETEPO-
JMep — KOMIUIEKC, CBS3BIBAIOIINI (PMOPHHOTeH, (hakTop
Bunnebpanna, GuOpoHEKTHH U BUTPOHEKTHH [3, 4].

TT sBnsieTcst peAKUM HacIeACTBEHHBIM HapylICHUEM
CHCTEMBI T€MOCTa3a, BCTPEYaeTCs C YaCTOTON MPHOIH3H-
tenpHO 1 cimydait Ha 1 000 000 Hacenenus. bonee yacto
HaOITIOIaeTCs B 9THUYECKUX TPYIIaX, B KOTOPBIX Pacipo-
CTpaHeH MHOpUAWHT (MHIUICKNE, HPAHCKUE, TaleCTHH-
CKHE ¥ MOpIaHCKUe apaObl MM Hapoabl poma). 3aboe-
BaHWE HE UMEET TeHICPHOM MPEIpacITOIOKEHHOCTH [S].

B 3aBucuMoctr ot ypoBHs nedunura komroiekca GP
[Ib/Illa BBIAEIAIOT TSHKENBIA T 3a00JICBaHUSL, TIPH KO-
TOpPOM HauOoJee BBIPAKEH IeMOPPArHYecKUd CHHIPOM,
u yposenb xomriekca GP IIb/Illa He npeBbiaer 5% ot
HOPMBI, 1 YMEPEHHbIH THII, KOIJa YPOBEHb KOMILIEKCA
GP Ilb/llla naxomutest B mpenenax 10—20% ot HOpMBI
[3—5]. Ter GP IIb/Illa nokanusyetcst Ha xpomocome 17
(9q21—23). B nwmreparype [6] coobmiaercs o OGonee dem
150 BO3MOXKHBIX MyTaIusIX. Yare BCTpedaroTCsi TOUCUHBIE
MYTAIUH, IeNeNH, YeM OOJIbIIIE peapaHkKUuPOBKH TCHOB.

Jna 6onpabIx T1 XapakTepHO HaJNIWYHE HOPMaJIHHO-
ro 4uciia TPOMOOLMTOB, COXPAaHEHHE MX HOPMaJIbHON
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MOPQOIOTUH U JUTUTEIBHOCTH KU3HU. Criennuaeckum
npusHakoM TI' sBisieTcs M30IMPOBAHHOE MOJIOKEHHE
TPOMOOLIUTOB B Ma3Ke KPOBU BCIEICTBHE OTCYTCTBHS
arperanuu. s TI' xapakrepHa KpOBOTOYMBOCTb MU-
KPOLMPKYISATOPHOTO (KamwuisipHoro) tuma. Knnxude-
CKH€ TIPOSIBIIEHUS] HApYIIEHWH TeMocTa3a OOBIYHO Ha-
OITIOMAIOTCS C POXKICHUS, HO BO3SMO)KHO OECCHUMITTOMHOE
TEUEHHE 10 TPABMBI WIIM XUPYPTUUECKON ONEpaIuy, KO-
TOpBIE IEMACKUPYIOT HaJuuue 3a001eBaHusl.
Kinanueckue nposienenust TI' u ux TsoKeCTh 3HAYU-
TEJILHO BapbUPYIOT. Y OfHUX OOJIBHBIX MMEIOTCS TOJIBKO
MHUHHMMAaJIbHBIE CHHSIKU Ha KOXKE, y IPYTUX — MOTYT Ha-
OromaThCs TSKETbIE, TOTCHIUAIBHO CMEPTENbHBIE KPO-
BOTEUEHHS (3KEITyOYHO-KHUILIEYHBIE, BHYTPHUUYECPETIHBIC)
[7]. K Haubonee 3Ha4MMBbIM J1a00pPaTOPHBIM MPU3HAKAM
OTHOCST: YBEJINYEHNE BPEMEHU KPOBOTEUEHUS TPU HOP-
MaJbHOM KOJHMYECTBE TPOMOOIIMTOB, HapylIeHHE pe-
TPaKIUN KPOBSHOTO CTYCTKa, OTCYTCTBHE arperamuu ¢
AJ1® u xommareHoM, TPy COXPaHEHHOH PUCTOIETHHHUH-
IYLUUPOBAHHOW arperamuy, Tak Kak IOCJIEAHss HE 3a-
Bucut ot ¢uodpuHorena u GP IIb/Illa, a mponcxonur 3a
cYeT cBs3bIBaHUS ¢ ocTatomumucs B Hopme GP Ib [2, 7].
B Tepanuu TI' miaBHYIO poib HUIparOT 3aMECTUTEIIb-
HbIE TPAHC(Y3UH JTIOHOPCKHX KOHLIEHTPATOB TPOMOOLIMTOB
[1, 8]. OnHako mpu perymsipHBIX TPAHC(Y3UIAX KOHLECHTpPA-
TOB TPOMOOLIMTOB Y PELIMIIMEHTOB BO3MOKHO JIOCTATOYHO
ObICTpOE pa3BUTHE pehpaKTEPHOCTH K HUM BCIIENICTBUE 00-
pa3oBaHuUs aHTUTPOMOOIUTAPHBIX AHTUTEN. J{11sl CHIKEHNS
pucKa pa3BUTUS pedpaKTepHOTO COCTOSHHUSI HEOOXOIUM
1o100p Mapsl JOHOP—PEIUIHUEHT HE TONBKO 10 CHCTEMaM
ABO u pe3yc, HO U aHTUTCHBI TKAaHEBOW COBMECTHMOCTH
(human leucocyte antigens, HLA) 1 aHTATEHBI TPOMOOITH-
ToB yemoBeka (human platelet antigen, HPA). Ilociennee
00ycIoBIEHO TeM, uTo y OonbHbIX TI' OmHOBpEMEHHO cO
CHIDKEHHEM Ha MeMOpaHe TpOMOOIMTOB OOIIEro YypoB-
ust GP IIb/llla ymeHbIIaeTcst Takke sKcrpeccus: Haubosee
CHJIBHBIX QHTHT€HHBIX SIUTOIOB JAaHHOTO KoMIlIeKca. B pe-
3yJIbTaTe TIOBBIIIAETCS BEPOSITHOCTH AJIOMMMYHHU3ALUH,
TaK KaK y OOJIbIIMHCTBA IOHOPOB UMEIOTCSI 9TH aHTUTCHBI.
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Ecin pedpakrepHOCTh K TPOMOOIIMTAaM BCE e BO3-
HUKAeT, IPOBEICHNE NMMYHOCOPOIUH TIIa3Mbl OOJIBHOTO
(ymaseHne aHTHTEN K TPOMOOIIUTaM ITyTeM COPOITHH TITa3-
MBI C HCTIONTE30BAHNEM MTPOTEHH-A-ce(apo3HbIX KOJTOHOK)
WY TEPANEBTUUYECKUX IL1a3Ma(epe30B MOXKET IIPUBECTH K
TPaH3UTOPHOMY BOCCTAHOBJIEHHIO 3(()HEKTUBHOCTH TPaHC-
(y3uil KOHLEHTPATOB TPOMOOLMTOB. Takxke BO3MOXKHO
WCIIONB30BaHue pekoMOuHaHTHOro (akropa VII aktuBu-
poBansoro (rFVIla), KOTopblii aKTUBUpYET HA MMOBEPXHO-
cti TpoMOoIHTOB (haktopel V 1 X ¢ MOCIETYIOMIM 00-
pazoBaHHMeM TPOMOWHA W TIOIMMEPH30BaHHOTO (HUOpHHA
[1, 2]. [ocnennue crsi3biBatoTcst ¢ komiuiekcamu GP Ib u
(haxTopom BuneOpanna, oopa3yst TpOMOOITUTapHEIE arpe-
ratel [9]. HeoO6xommMo OTMETHTE, UTO Y TAHHOTO TIperapa-
Ta BCETO TPU IOKA3aHMS K NPUMEHEHHIO: MHIMOUTOpHAs
(hopma remodurm, BpoxkaeHHBIN nedurmt VII dakxropa
CBEPTHIBAHUS KPOBU M, HAKOHEL, TpoMOacTeHust | nanima-
Ha, TIPY HAJIMYUH aHTUTeN K mkonporenHam [Ib—Illa u
pedpakTepHOCTHIO (B HACTOSIIEM HJTH IPOIILIOM) K TPaHC-
¢y3usM TpoMOOIIUTAPHON MacChI.

[loMmumo mepenuBaHUN JOHOPCKUX KOHLEHTPATOB
TPOMOOILIMTOB, C IEPEMEHHBIM yCIIEXOM Ha3HA4YaroT Tpa-
HEKCaMOBYIO KHCJIOTY, JecMmoripeccuH. [Ipu meHcTpy-
QIBHBIX KPOBOTEUEHHSIX ()(EKTHBHBI BBICOKHE J03bI
MporecTepoHa.

TpancnmanTanys aajaoOreéHHOTO0 KOCTHOTO MO3Tra siB-
JSIeTCs €QVHCTBEHHBIM PaJUKaJIbHBIM METOIOM Jieue-
HUsl. BriepBele TaHHBIM METOA JIEUEHHS C YCIEXOM ObLI
BemonHeH R. Bellucci B 1985 1. y peGenka [4, 10, 11].

[IpuBoguM omnmcaHue IBYX KJIMHHUYECKUX HaOIIO-
JCHUH, WUTIOCTPUPYIOIINX CIOKHOCTh TEPAIluU CTOJb
penKoro 3a00IeBaHMS.

Knunuueckoe nabnooenue 1

bonpuas Il-ko, 18 sner, moctynuna B OT/ACICHUE aHe-
cre3uonorun U peannManuu OI'BY l'emaronmornyeckuit Ha-
yuneiid nentp (I'HI) Munsapasa Poccum (Mocksa) B mrose
2010 ©. B CcBS3M C PEUUAWBUPYIOIIUMHA KPOBOTCUCHUSMH U3
BEepPXHHUX OTAENOB XKemygouHo-kumredHoro tpakra (JKKT).
B Teuenne 4 Mec 10 JaHHOM TOCIUTANIN3ANNH HAOIONAIaCh B
kiuHukax Kpacnonapa u Cankr-IlerepOypra. le6rot 3a0ose-
BaHMS B MJIaJIEHUYECKOM BO3pacTe B BUJIE JECHEBBIX KPOBOTE-
YeHH, HEeMOTHBUPOBAaHHOHN CHHSYKOBOCTH. [lo myOeprarHoro
riepro/ia eBoYKa Haloiaiach ¢ AMar€o3om oose3Hb Buite-
Opanza. DTOT 1UarHo3 ObUT CHST M JMarHOCTUPOBAHA TPOM-
Oacrenus [mannmana, korna B 13 yeT y GOJIbHOW MOSBUIIUCH
MEHOMETPOPPAruy, Mo MOBOJY KOTOPBIX MOJIy4asa JUIUTENb-
HOE JICUCHUE TPOTECTEPOHOM, a TAKKE MPOBOIMINCH TPaHC-
¢y3un TpombormToB. Ilpu rocruranmsanuu B ['HIL nquaraos
TpombacTenun I maHiiMana OBIT MOATBEPKIEH: TPOMOOITUTEI
160 ¢ 10%/m1, arperarus ¢ ageno3ud-5’-mudocdarom (AJJD) —
0, ¢ xommareHoM — pe3ko cHmkeHa (32%), ¢ pucToMHIH-
HoM — 50%. Ha TpomGoanactorpamme (TOI') cymectBenHoe
CHIDKEHHE MaKCUMaJIbHOIM aMIUTUTY/BI 10 24 MM (IIpy HOpMe
44—64 MM), Tpy HOPMAJIBHBIX OCTAJBHBIX MoKazarensix TOI
(puc. 1, epaghux 2), 4T0 CBUACTENBCTBOBAIO 00 YMEHBIICHUH
otHocTu crycrtka. Mccnenosanue conepxxanusi GP 1Ib/I11a
Ha [MOBEPXHOCTH TPOMOOIIMTOB PAIMOUMMYHHBIM METOJIOM MO~
Ka3aJjio, YTO CBA3bIBAaHUEC MOHOKJIOHANBHOTO aHTuTena CRC64
nporuB GP IIb/Illa oTcyTcTBYeT, B TO BpeMsi Kak CBSI3bIBAHUE
MOHOKJIOHanbHOro anTuTena npotus GP Ib B mpenenax Hopmbl
(mocennee nckmovaeT 6oe3nb bepuapa—Cyibe).
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Puc. 1. Usmenenus TOI mocne TpaHcdy3uu KOHIIEHTpara TPOMOO-
uuToB y OosbHOM 11I-K0.

Ilynktipom obo3HaueHa HOpMaibHas TpomOo3macrorpamma. Tpombo-

JacTorpamMMa IMpu mnoctnyrmieHun (2), ocHosHwie nokazamenu: R 9,2

min (Hopma 9—27); K 4,5 min (2—9); Angle 40,6 deg (22—58); MA

24 mm (44—64). Ilocne cepuu miazmadepe3oB u Tpanchysuu 8 103

TpoMOOKOHIIeHTpara Ha Tpombosactorpamme (/): R 9,2 min; K 3,8 min;
Angle 46,7 deg; MA 36,3 mm.

[Tockonbky y OONBHOW pEUUIUBHPOBAIN KpOBOTEUE-
Hus u3 BepxHux otaenoB JKKT, Obuta BbimosmHeHa 330¢a-
roractponyonenockonus (OIJ]C), mpu KOTOpoil BBHISBIECH
3pPO3UBHBIA TracTpoayoaeHuT. lloMumMo KpoBOTeUeHUH W,
Kak CJEJCTBHE, ITyOOKOH MOCTIeMOpparnyeckoil aHeMHU
(remormobun 59 1/71, sputrporwmTel 2,12 ¢ 10/, peTHkyo-
muTHl 85%o, jkerme30 4 MKMOITB/TT), Y OOIbHOM OBLT BBISABICH
METOJIOM YJIBTPa3BYKOBOH Jonmuieporpadi MPOTSKEHHBIN
nineoeMopaIbHBId  OKKIIO3UPYIOIUI TPoMO03 Hapy>KHOH
MTOJIB3IONIHOM, OOIIeH, MOBEPXHOCTHOH OCIPEHHOW BEHEI,
TOJIKOJICHHOW BEHBI MpaBod HIKHEW KoHeuHocTH. [Ipu sTom
OTCYTCTBOBAJIM T€HETHYECKHE MapKepbl TpomMOodminu, my-
TalMU KoaryasinuoHHoro ¢akropa V (JleiineHckas MyTarms)
u rexa nporpom6buna (FII), BomuaHOUHBINH aHTHUKOATYJISHT.
B npenenax Hopmbl Obun nipotentsl C, S, anturpom6Oun I11.
DTHOIOrHYeCKUMHE (DaKTOPaMH, CIIOCOOCTBYFOIIIUMH TPOMOO-
00pa30BaHMIO, SBHWJIUCH JUINTEIBHBIA MPHUEM IIPOrecTepoHa
(oxo310 4 J1eT HeNmpPEepHIBHO), IEHTPAIBHBIA BEHO3HBINA KaTeTep
(IBK) B mpaBoii OerpeHHO BeHe, YCTaHOBICHHEIH BO BpeMs
TIPEABITYIINX TOCITUTAIN3ALNH, 1 BBOIUMBIC B HETO TeMOCTa-
tnaeckue npenaparbl. [IBK Obut ycranosnen 3a 20 gHEl mo
(hopMupoBaHust TpoM0O03a, B HETr0 CHCTEMAaTHIECKH BBOJHIIH
AMHMHOKAIPOHOBYIO KUCJIOTY, AUIMHOH, @ TAK)KE KOMITOHEHTBI
KPOBH (CBEXKE3aMOPOKEHHAs! IIa3Ma, TPOMOOLUTHAS U dPH-
TpOIMTHAsI Macca). MOXKHO MPeAIoaraTh, 4To COBOKYITHOCTh
9THX (HAKTOPOB SBUIIACH IPHYMHOM TPOMOO3a.

Takum 00pa3zoM, BO3HMKIJIA HEOOXOAUMOCTh OIHOBPEMEH-
HOTO JIeUeHHsI KpOBOTEUCHHUSI U TpoMOo3a. boiapHO# mpoBoIu-
T TEPAITHIO HU3KOMOJICKYIISIPHBIM T€IIaPUHOM SHOKCAIIapHHOM
HaTpus (KIekcaHoM) B go3e 40 mr/cyt moxkokHo. Yepes 1 vHen
Tepamnuy KJISKCAaHOM M OTMEHBI PETyJIOHa OTMEUCHA peKaHaJIH-
3arus TpoM003a B 6acceiine OeIpeHHO BEHBI C MTOCITIEAYIOIINM
TIOJTHBIM PErpeccoM B TedeHHe 3 Mec. Tepario KICKCaHOM,
TIPOAOJDKABIIYIOCS B TedeHHe 19 Hel, IpHUIIoch NpeKpaTHTh
B CBSI3M C OYEPEIHBIM PELHIMBOM HKEIYIOYHOIO KpOBOTEYE-
HHSI, TSDKECTh KOTOPOTO MOXKHO OLICHUTBH IO KOJIMYECTBY IIO-
TpeOoBaBIIMXCS TpaHC(Y3Uil HIPUTPOLIMTHON Macchl (pHc. 2).
I'emocTarnueckas Tepanus BKI04asia TpaHC()y3HH KOHIICHTa-
TOB TpoMOouuToB. Uepe3 10 aHel perysiaspHbIX TpaHc]y3uit
KOHIIEHTPATOB TPOMOOIMTOB (110 4—S8 1103 B CYTKH) pa3BUIach
pedpakTepHOCTs K TpaHCHY3USIM TPOMOOITUTOB: OTMEUYEHO
CHauaja CHWKEHHE, 3aTeM OTCYTCTBHE HOCTTPAaHC()Yy3HOHHOTO
TIPUPOCTA YHCIIa TPOMOOINTOB, arperamus ¢ AJI® ocraBamach
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HYyJIeBOW), ObLIM BBISBICHBI aHTHTpoMOOIMTap- 200 -
HBIC aHTUTENa (B MMMYHO(EPMEHTHOM aHaU- 180 4
3¢ — CITa0OTOIOKHUTENBHAS PEaKIHs), TIPH STOM [N
o fo 4PLT gpLT
rucroneiikonuTapaeix anturen (HLA) ne obna- 160 - H | 8PLT 4PLT SPE_IE’LT
7 fapLT b PLT rVila 8PLT

pyxero. bonbHOI mpoBeneHo 6 HnaaMa(I)epeaolua 140 4 4PLT; lepLT 4 8 ; 8PLT
oobemom 500 M1 yepes AeHb B TeueHue 11 mHen i \ LI A A\
C TIOJOXKHUTCIBHBIM PE3YJIbTaTOM — IO JAHHBIM 120 — )
TOI ormeuanock yBeIMYeHHE MAaKCUMAJIbHON aM- 100 b
wmtynsl (MA) ¢ 24 MM 10 36,3 MM (cMm. puc. 1).
[osropro nocne [TA®D yposenb anTHTpOMOOIHM- 80 |
TapHbIX aHTUTENl He uccaenosanu. Ilocne npo-
BEJICHHBIX IU1a3Madepe3oB C 1ENbI0 KOPPEKIUU 60
reMocrasa IpH HATUYUH pe(pakTepHOCTH K 40 -
HEpEINBAHUAM KOHIIEHTpaTra TPOMOOLUTOB BBO-

FVIIL 100 mxr/kr 4 207
TN T a B 103¢ MKI/KT 4 pa3a B CyTKHU B
tedeHne 4 cytok. Ha atom ¢one, no maunemv, TOI'

OTMEUaJIOCh YCKOpeHHe pocTa crycTtka (R ymens-
mtock ¢ 10,2 muH 1o 5,2 muH, K ¢ 15 MuH 10
9,2 MuH, 1Ipu 3ToM yroia 1 MA He N3MEHWIINCH).
OnHako KpOBOTEUEHHUE IPOJOIDKAIO PELUIUBH-
poBarb. CymmapHO 00ibHOHM 3a 57 CyTOK OBLIO
nepeauTo 78 103 IpUTPOLUTHONU Macchl, 96 Te-
pareBTHYECKUX JI03 KOHIEHTpaTa TPOMOOIIUTOB.
ITpu muorokpatHbIX DIJIC BBIABISIM MEJIKOTO-
YCYHBIC OPO3UH KEITyAKa U )IBeHaI[HaTI/IHepCTHOI\/’I kumku. I1o
JAHHBIM UMMYHOTHMCTOXMMHYECKOTO MCCIIEA0BaHMs Ononrara
CIIM3UCTON KemyaKa BeIsiBIeH Helicobacter pylori. IlpoBenena
TPEXKOMIOHEHTHAs TPOTHBOA3BEHHAs Teparust (OMEIpasol,
KJIAPUTPOMHUIIMH, aMOKCHIIMJIINH) C LENbI0 dpafKaIliy JlaH-
HOro Bo30ymutessi. VIMEHHO MHTHOMTOPHI HPOTOHOBOW IIOM-
Il HEOOXOIMMO HCIIOIb30BaTh MPH OCTPBIX KPOBOTEUCHUSIX
n3 BepxHux oraenos JKKT, Tak kak B omure ot OI0KaTopoB
H,-penenTopoB OHM MOJHOCTBIO HEUTPANU3YIOT COJAHYIO
KHUCIIOTY, CBSA3bIBast MOHBI Bojopona [12—14]. B Teuenue He-
JIeH TIPOBOAMIIN NIPOTUBOS3BEHHYIO TEPAIUIO, 3aT€M IOAAEP-
JKMBAIOLIYIO TPOTUBOPELIUIUBHYIO Tepanuio (30Merpasol,
BUCMYyTa Tpukanus muuurpar). Ha 30-e cyTkn coxpaHsIoch
MOCTEIIEHHOE CHIKEHHE IeMOnIOONHA, HECMOTpPSl Ha 3a)KUB-
nenue 3po3uit pu mosropHoit DIJIC. C memnpio ToKaIH3aIin
HCTOYHMKA KpoBoTedeHus Ha 40-¢ cyTku HaOmonenus B ['HI]
OblIa BBINIOJIHEHA aHTHOTpadus OPbDKEEUHBIX COCYIOB, MPH
KOTOpPOH MCTOYHMK KPOBOTEUECHUsI HEe OOHapyxkeH. B cBsi3u C
YeM JUTs1 Bepr(UKAINK HCTOYHHKA KPOBOTEUEHHMS Ha 46-€ CYyTKH
naOmonenus B ['HL Obuia BBINOIHEHA KarCyibHas 3HI0CKOITHS,
B XOJIe KOTOPOI Hai/ieH TPYAHO BHU3YaJM3UPYEMbId M TPYAHO-
JOCTYIHBIH IS DHIOCKOIMYECKOrO JIUSHHs KPOBOTOYAIIHI
nedekt B obnactu dareposa cocka. Ha 48-e cyTku B yCII0BHsIX
SHIOTPaXCAIbHONW aHEeCTEe3UH (BBIOOP aHeCTe3uH ObLT 00YCIIOB-
JIeH TPYIHOMOCTYITHOCTBIO Ae(eKTa, JUTUTEIbHOCTBIO MPOLIE/TY-
PBI ¥ TUIOXOH TICHXOJIOTUIECKON MePEeHOCUMOCTBIO €€ OOTLHOM )
ObLJTa BBIIIOJTHEHA aPTOHOIUIA3MEHHASI KOATYIISILIHS BBISIBICHHOTO
KpoBoTodarero nedekra. KpoBoredenne ObUI0 OCTaHOBICHO H
riocrie 2 Hezt HaOMIOIeHNS, B TEUEHHE KOTOPBIX MPOBOJIMIIN TOJIb-
KO aHTHCEKPETOPHYIO TEpaIHIo W TPaHC(Y3UH HE BBITTOIHSIIM,
60mpHY0 BhIMUcany. [ToBTOpHO aHTHTENa HE ONPEIEIISUTH.

Knunuueckoe nabnooenue 2

Bonpuoi II., 52 roxga, HaOmOAANICSA B OTACICHUN aHe-
cresuonornu u peanumaryu ['HI[ Munsnpasa Poccun (Mo-
CKBa) 10 MOBOJAY PELUANBUPYIOIIUX KEJIYAOUHO-KUIIEYHbIX
KpoBoTeueHHi (B ceHTsaOpe u nekabpe 2012 r). JlmarHos
Tpombactenun ImannmMana I Tuma 661 yCTaHOBJIEH Ha OCHO-

1357 9 111315171921 232527 29 31 33 35 37 39 41 43 45 47 49 51 53 55 57

Cpok rocnutanusauum, cyT

TpomGouuTbl (PLT), -109/11 emorno6uH (RBC), r/n

Puc. 2. /luHamyKa KOHIEHTPALMK IeMOITIO0MHA, KOJIMYEeCTBA TPOMOOIIUTOB U 00b-

ema TpaHc(]y3nOoHHOM Tepanuu (X Dp — KOIUYECTBO J03 HPUTPONUTHON MAaCCHI; X

Tp — xonm4ecTBO 1103 TpoMOOUUTHOI Macchl. rVIla: BBeneHNe peKOMOMHAHTHOTO
akTuBHpoBaHHOTO (paktopa VII), mpoBoaumoii y 6omsHOiI LH-Ko.

BaHUM KJIMHUKO-JIA00OPATOPHON KapTHHBI MPOIODKAOIIETOCS
KEITyIOUHO-KHUIIEYHOTO KPOBOTEUEHHsI, aHaMHe3a (C J1eTcTBa
TSDKEJIBIC JIECHEBBIC, HOCOBBIE, JKENIYIOYHO-KUIIEUHBIE KPO-
BOTEUEHHS ), TaHHBIX Koaryiorpammsl (arperamms ¢ AP —
0, ¢ xommarerom — 0, ¢ puctorieTnHOM — 39%) M ITaHHBIX
PaTMOMMMYHHOTO MeTo/ia (OTCYTCTBHE arperari MOHOKJIO-
nHanpHoro anturena CRC64 mporus GP IIb—Illa). ComyT-
CTBYIOIIHE 3200JI€BaHMS: XPOHUIECKNI BUPYCHBIN rematut C
(BcieacTBIE MHOTOKPATHBIX TpaHC()y3nii KOMIIOHEHTOB KO-
BH) ¢ (hOPMHUPOBAHUEM LIMPPO3a MEUCHHU, HApYIICHHE OeNIKo-
BO-CHHTETHYECKOH (QyHKIMH reueHn. [lopraipHas runepTeH-
3ust. BapukosHoe paciuupenue BeH nuiiesoaa Il crenenu.
JIBaxk1bI 32 nosroia OOJILHOM NOCTYIAJ B OTJCIICHUE aHe-
CTE3MOJIOTUU U PEaHUMALUH C WHTEHCHUBHBIM KEITyIOUHBIM
KpOBOTEUEHHEM Ha (OHE 000CTPEHUS SI3BEHHOI 0OJIE3HU XKe-
agynka. IToMuMo aproHoruia3sMeHHON KOAryssiiuu 3po3ui xKe-
Jy[Ka 1 TPOTHBOSI3BEHHON Tepamnu (OMempasoli, KIapuTpo-
MUIMH, aMOKCUIIWJIINH), TIAIUECHTY BBIMTOIHSIN TPaHCHY3UH
KOHIIEHTpara TPOMOOLMTOB, TOCJIE KOTOPHIX HAOIIONANIOCH
CHIDKeHHUE yrciia TpoMoouuToB ¢ 105 1o 50 ¢ 10%/1, Ha TOT —
YMEHBIICHNE TUIOTHOCTHU CTycTKa (CHIPKEHHE MaKCHMaJIbHON

after 2 h afver koagil 120 wkg Sample: 14.09,2012 08:51PMV-10:13PM

7]

2]

S
R K Angle MA PMA <] -8 A a LY30
min min aeo mm % mm %
8 MA 8B4 185 Y- 1K o0 a4 00
9—27 2—9 22— 44—-64 3K —B,K 00— o—8

Puc. 3. V3amMeHeHus reMocTasa ociie BBeAeHUs koarmia y oonsroro I11.

[Mynxtupom o6o3nadeHa HopmanbHas TOI. Ucxommas TOI (2)

ocrogHule nokazamenu: R 14,3 min (Hopma 9—27); K 3,9 min (2—9);

Angle 21 deg (22—58); MA 17,3 mm (44—64). Ilocne BBeneHuUs

Koarmia B go3e 120 Mxr/kr dyepe3 2 4 HaOmonaercs ykopouenue R o
7,8 min, 4TO OTpakaeT yckopeHne o0pa3oBaHus crycTka (/).
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amraTysl ¢ 18,6 10 13 MM). UMMyHOQII00pECIIEHTHBIM Me-
TOZOM B IIJIa3Me OOJIBHOTO BBISIBICHBI AaHTHTPOMOOIIUTAPHBIE
aHTUTENA NPOTUB TPOMOOIMTOB 37I0POBOTO JOHOPA B THUTPE
1:32 (mopma mo 1:2). Takke OBUIM BBIABICHBI THCTOJCHKO-
LUTapHbIe aHTuUTena ¢ 4Jactotoil peakmuu 100%, BBICOKOI
aKTUBHOCTHIO (4 Oaura). Hapyurenue TpoMOOIMTapHOTO Te-
MocTasza ycyryonsuioch runopubdpuHoreHemuer (pudpuHo-
reH | r/11) BcieacTBue HApyIICHUS! OEIKOBO-CHHTETHYECKOH
(YHKIMU NIEYEeHU, TTPU STOM ITPOTPOMOMHOBBII HHAEKC 76%,
ACT 76 EJl/n, AJIT 42 EJl/n, oOwmiuii 6vmupyOus 22 MMOJB/TI.
[Tocne Tpanchy3uu 16 103 KpUOMPEIMITUTATa OTMEUYCH MPH-
poct ¢ubpuHorena 1o 2,3 r/n. YuutsiBas peppakTepHOCTb K
TpaHCQyY3UsIM TPOMOOIMTOB, IPOBOAMINA T€MOCTATHYECKYIO
tepanuio rFVIla B HauanbHOM 103 120 MKI/KT KaK]Ibie 2 9 C
MTOCIIEAYIOIINM TiepexogoM Ha 90 MKI/KT Kaxkzpsie 3 9 ¢ addek-
TOM B BHJIC YCKOPEHNS 00pa30BaHMs CI'yCTKa IT0 JaHHBIM 1O
yckopenue R ¢ 14 muH 10 7,8 MUH, HE3HAUUTEIILHOE yBEJIUYE-
Hue MA ¢ 17,3 mm mo 18,6 mum (puc. 3). [Tocine npumeHeHHS
9TOTO LIYHTHPYIOIIETO Tperapara OTMEUeHa OCTaHOBKa Kpo-
BOTEUCHUS, B TEYCHHUE 3 HEJl KIIMHUKO-JIa00PATOPHBIX TaHHBIX
MIPOJIOJKAIOIET0CST KPOBOTEYEHUSI HE OTMEUaJIOCh, ITAIlMEHT
Ob11 BeIUCaH A0MOM. C 1eNblo KynupoBaHus pedpakTepHO-
CTH K NEpesMBaHUsIM KOHIIEHTpara TPOMOOLMTOB B TEYCHHUE
1 Mec manmenTy nposeaeHo 10 nporenyp TepaneBTUYECKOro
mwiazmadepesa ¢ ynainenuem 6000 T TUTa3Mbl, B pe3ysIbTare
Yero HaOIIONAIOCh CHUXKEHHE TUTPA aHTUTPOMOOILMUTAPHBIX
aHTHTeN B Tu1asMe ¢ 1:32 no 1:4. (Hopma 1o 1:2).

TakuMm 00pa3oM, cOBpeMeHHasl TUarHOCTHKA U Te-
panuss TI' HOCUT KOMILIEKCHBIA Xapakrtep. Juarxos
YCTaHABJIMBAETCS HAa OCHOBAaHWW KIMHHUYECKHUX TaH-
HBIX W pe3yJbTAaTOB CIEeMU(UICCKUX JTa0OpPaTOPHBIX
nccnenoBanuii. Tepamus TpeOyeT cHUCTEMaTHYECKOTO
MIPUMEHEHHS TIEPEITMBAHUNA KOHIEHTPATOB TPOMOO-
[IATOB, KOPPEKIIUA aHEMUYECKOTO CUHJIPOMA, a TaKKe
WCIIOJIb30BAHMUSI COBPEMEHHBIX IIJIa3MEHHBIX I'€MO-
CTaTHUECKUX CpeACTB. lIpu MosiBICHUM OCIOKHEHUI
(pedpakrepHOCTH K TpaHC(HY3UsIM TPOMOOLUTOB) He-
00xoauMo puMeHeHune miazmadepe3on. UpesBbruai-
HO Ba)KHO BBISIBIICHHUE JIOKAJTbHBIX HCTOYHUKOB KPOBO-
TEUCHHS C MOCIEIYIONIMM TIIATEIbHBIM XUpPypruyc-
CKHM I'e€MOCTa30M.
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