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SUMMARY

Aim. To show the peculiarity of clinical manifestation,
diagnostic and therapeutic approach of misdiagnosed
chronic myeloproliferative disorder (CMPD), which has
debuted by hepatic thrombosis.

Patients and methods. We present the results of clinical
description, observation data and treatment results in

a patient with Budd-Chiari syndrome as manifestation of
latent primary (idiopathic) myelofibrosis. Standard clinical
and laboratory analyses, cytomorphological examination
of bone marrow, ultrasound Doppler investigation of portal
vessels have been used.

Results. We observed a patient with primary myelofibrosis
(PM), which started with Budd-Chiari syndrome. The
hematological disorder was not recognized properly due
to the latent course of the disease and thrombosis at
background. The appropriate treatment of PM was not
prescribed. The diagnosis of PM was verified, and moreover
we have found hereditary thrombophilic factors. Only after
verification of the diagnosis anticoagulant and cytostatic
therapy was started. The result was positive: we observed
a resolution of clinical symptoms, normalization of blood
counts and partial restore of blood flow in hepatic veins.
But discontinuation of the antithrombotic therapy provoked
rethrombosis of the same localization. The resumption of
anticoagulant therapy led to positive clinical effect again.

Conclusion. The described clinical case shows that

the Budd-Chiari syndrome development can be the
consequence of the existing myeloproliferative disorder.
Hereditary thrombophilia factors and very important in
maintenance of the thrombotic state in CMPD patients.
Therefore special attention should be paid not only to
cytoreductive therapy for normalization of blood counts,
but also to perpetual intake of anticoagulants particularly in
case of thrombotic complication of such localization.
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PE®EPAT

B ctaTtbe npeacTaBneH KIMHNUYECKUA Crlydan 0COOEHHOCTEN KITMHUYECKNX
NPOSIBNEHUIA, AMArHOCTUHECKUX U TepaneBTUHECKNX MOOAXOAOB HeauarHo-
CTMPOBAHHOIO XPOHWYECKOro MMUEeNnonponudgepaTtMBHoro 3abonieBaHns
(XMMN3), pebioTMpoBaBLLErO C MedYeHo4HOro Tpombosa. [NpeactaBneHsl
pe3ynbTaThl KIIMHUYECKOTrO TeYEHMA, 06CNeNOBaHNA U NTeYeHNsT 6OSIbHOM
¢ cnHgpomoM Bappa—Kunapu kak nposiBNeHMs CKPbITOro Te4YeHus nep-
BUYHOIO Mmenodunbposa (CybnenkemMm4eckoro mvenosa). beinm ncnons-
30BaHbl CTaHOapPTHbIE KIIMHUKO-NabopaTopHble 06CcnefoBaHunsi, LMTOMOp-
honorn4eckoe mccrnefoBaHMe KOCTHOrO MO3ra, a Takxe YnbTpa3ByKOBOE
gonnneporpadmyeckoe UCCefoBaHNE COCYAOB MOPTasibHOM CUCTEMDI.
MpuBoaunTCS UCTOPUA BONEIHM MALMEHTKN, Y KOTOPOW NEPBUYHbIA MUENO-
unbpo3 pgedbioTuposan ¢ cuHapoma bagna—Kuapu. JlaTeHTHOe TeyeHune
60ne3HN Ha ¢oHe TPoM603a He MO3BOSINIIO CBOEBPEMEHHO BbISIBUTbL re-
MaTonorn4yeckoe 3aboneBaHNe U Ha3Ha4YUTb afeKkBaTHyO Tepanuto. Oua-
rHo3 XMI3 6b1n NoATBEepXXAeH, TakXe 6biNN BbIsiIBNIEHbI HACNEACTBEHHbIE
hakTopbl TpOMOGOMIMKN. JledeHne aHTMKoarynsHTamu, UuTocTaTMkamm
NPVBENO K MOSIOXUTENBHOMY pPe3ynbTaTy B BUOE pa3peLUeHus KIMHUYe-
CKMX CUMMTOMOB, HOpManu3aunm nokasatenen KpoBn n 4acTU4HOMY BOC-
CTaHOBJIEHNIO KPOBOTOKA MO MeYeHOo4HbIM BeHaM. OfgHako npekpatleHne
AHTUTPOMOOTUHECKONM Tepanumn CnpoBOLIMPOBaNo PeTPOMOO3 TOW Xe Jo-
kanuaauuu. MNMonoXuTenbHbIA KNMHUYECKUI 3dEKT Obln NonyyYeH nocne
BO306HOBIEHUS TEpanMM aHTUKOArynsHTamu.

AHanM3 aHHOro KAMHUYECKOro crnyyas nokasas, Y4To pasBUTuMe CUHOPO-
Ma bappa—Kuapu o6ycrnoBusio Hanuume MmenonponMgepaTuBHOro 3a-
6onesaHuns. HacneacteseHHble hakTOpbl TPOMOOMUANN TaKXKe BaXKHbI AJis
noaaepXaHusa TpPOMO60TMHECKOro cTaTtyca y 60sbHbIX XMIM3. MNoaTomy oco-
60€e BHMMaHWe OOMKHO YAENATLCA HE TOSbKO LMTOpeayKTUBHOM Tepanum
[N BOCCTAHOBJIEHUS MoOKas3aTenen KpoBM, HO U MOXMU3HEHHOMY NMpUEMY
AHTUTPOMOOTUHECKUX MpenapaTtoB, OCO6EHHO B Cryvae TPOMOOTUYECKMX
OCIOXXHEHWN ONMUCAHHOW ToKanuaaumm.

Kntoyesbie cnosa
XPOHNYECKME M1enonponvdepaTnBHble 3abonesaHns, cuHapom bagna—
Kuapw, nopTaneHas runepTeHans, ToomMoounms.

BBEAEHUE

Kaunuueckoe tedenue Ph-neraTHBHBIX

parusimMmu. Byl]y’{l/l YaCTbIMH OCJIO2KHEHHAMH,
OHH 3aME€THO BJIUSIIOT HA T€YE€HUE U ITPOTrHO3
3a00J1eBaHUsl M KAueCTBO »KWU3HH MallMeH-

XPOHMUECKHUX MHEJIONPOJIH(EpaTHBHBIX 3a-
6osieBanuii (XMI13) — scceHumanbHoOMR
TpomGouutemMud (T), HCTHHHON MOMUIHU-
temuu (MIT) u nepBuuHoro muenopuéposa
(cy6uieiiKeMUUeCKOro MHe03a) — Hepes-
KO COTIPOBOXKZIAETCST TPOMO03aMH ¥ TeMOp-

TOB. MHOTHe HaC/Ie/CTBEHHbIE /K PHOO-
peTeHHble (DAKTOPBI, BKJIIOYAST MOBBIIICH-
HO€ YHUC/IO 3PUTPOLUTOB, TPOMOOLIMTOB,
aKTHUBALMIO TPOMOOLMTOB M JIEHKOLIMTOB
M WX B3aUMOJEHCTBHE C (hOPMHUPOBAHHEM
JIEHKOLIMTApPHO-TPOMOOLIMTAPHBIX — arpera-

[emaronoru4eckii HayyHbsiin ueHtp PAMH, Mocksa
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M.A. Coxonosa u ap.

TOB, CMOCOGCTBYIOT BO3HMKHOBEHHIO TPOMOOTHYECKHX OCJIOXKHE-
Huit. OiHaKO MeXaHH3MBbI, JIeXKalllFe B OCHOBE ITHX OCTOKHEHHH,
OCTAIOTCS ellie He 10 KOHIA SICHBIMU. JlaHHbIe JIUTepaTyphbl He AAl0T
BO3MOKHOCTH YKA3aTh TOYHYIO 4ACTOTY TPOMOO30B MpH 3THX 3a00-
JIEBAHHSIX U3-32 OTHOCHTEJIbHO MAJIOTO YKMCJIa OMTUCAHHBIX KITMHHYE -
CKHUX HaOJ1to/IeHHi 6e3 0T6opa NallMeHTOB U B CBSI3H C HETOYHOCTS1-
MU NpH UX onucanuu [ 1, 2].

[Tpu IT aprepuanbHbie TPOMGO3bI MpeodaANAOT HAL Be-
HO3HBIMH, KoTopble OoJiee xapakrepubl st MIT. Tpom6Gosbl
MoryT HabJonaThest B KpynHbIX cocynax, npu MIT — ocoben-
HO B 1epe6pOoBACKY/ISPHON M KapAHOBACKYJSPHON CHCTeMaX.
Y 6ombHBIX DT, Kak MpaBHIo, OTMEUAIOTCS MHKPOLHPKYIATOP-
Hble HapyLIeHHs, 0OBIYHO MX COMTPOBOKIAIOT TaKHE MPOSBJICHHUS,
KaK 9pPUTPOMENa/Irist U TPAaH3UTOPHBIE HEBPOJIOTHIECKHE Hapy-
eHus [2].

Cpenn 6osbHbIx XMIT3 HabonaeTcst HeOObIUHO GOJIbILAS
yactora TPoMGO30B aGIOMHUHAJBHBIX BeH (IeUEeHOUYHbIX BEH,
MOPTAJbHON BeHbl M Me3eHTepHaJIbHbIX BeH). B To ke Bpemsi
XMII3 siBastiorest cambiMu yacTbiMu (30—55 % ciyuaes) npu-
YHHAMH TPoM603a aboMuHaIbHBIX BeH [3]. [To nanHbIM JiuTepa-
TYpBI, MUEJIONPOJIH(ePATHBHBIE 3a60/1€BAHNS OBIIH IHATHOCTH-
poBanbl y 22 % MaLMEHTOB ¢ TPOMO030M MOPTAILHLIX BEH H Y
31 % GosbHBIX C TPOMGO30M MeyeHoHbIX BeH [4, 5].

Hepenxo BcTpevaionmiicss CHMITOMOKOMITIEKC, KOTOPBIH
BO3HUKAET MPH HAPYIICHHH OTTOKA KPOBH T10 TEUCHOYHBIM Be-
HaM, 00yCJIOBJIEHHbIH B OCHOBHOM TPOMO03aMH, XapaKTepuayeT
cunapom banna—Kuapu. PesucreHTHbIN K JIeUeHHIO aClUT, Bbl-
paKeHHast rernaToMerasusi, U3MeHeHUsT (DyHKLMH MeUeHH, KeJl-
TyXa U KPOBOTEUEHHE — CHMIITOMbI, BO3HUKAKLINE MPU HAPY-
ILIEHUH OTTOKA KPOBH 110 MIEYEHOUHBIM BEHAM, XapaKTepHble JJist
cunipoma banna—Kuapu. OnHako 3TH KJIHHHUECKHE TTPOsiBJIe -
HUSI MOTYT OTCYTCTBOBATL IPUMepHO y 25 % NalKenToB ¢ J10Ka-
3aHHBIM TPOMOO30M BEH MeUeHH. 3-J1eTHSAA BbKHBAEMOCTh STHX
nauuentop coctasaser 100 %, u uM He TpebyeTcs onepaTHBHOE
BMeIIaTeNbCTBO, UTO 00YCI0BJAEHO HATHUYHEM GOJBIIOTO KOJH-
YecTBa KaK BHYTPHUMEUEHOUHBIX, TAK H BHEMEUCHOUHBIX BEHO3-
HBIX KoJiaTepaJeii [6].

YacTto mpu JaTEeHTHOM TEYEHHH MHEJONpPoJHpepaTHBHO-
ro 3aboJ/1eBaHusl, POTEKAOLLEr0 ¢ TPOMOOTHUECKHMH OCJI0XK-
HEHHSIMH, BO3HHKAIOT TPYIHOCTH B JHArHOCTHKE OCHOBHOTO
3abosieBanus [7, 8]. ITosnuuremus uan TpoMOOLUTO3 MOTYT Ma-
CKMPOBATbCS YBEJMUEHHbIM 00LeMOM M1a3Mbl H/HIM THMep-
CIJIEHM3MOM, UYTO BbI3bIBAET CJIOXKHOCTH B MHTEpIPETALMH Ja-
60paTOPHBIX MOKa3zaTesell U 3aTpyaHsieT auarHocTuky XMII3.
He Tosibko Bpauamu o611iero npouJisi, HO ¥ reMaToJIoraMu ua-
CTO HE YUUTHIBAETCS BO3MOXKHAS CBSI3b TPOMGO30B C MUEJIOMPO-
JuhepaTUBHBIM 3a60JieBaHUEM, UTO HEM3OEKHO BEJET K OLINO-
KaM B Teparuu, Mo3ToMy TilaTesabHoe 06caeI0BaHNe MalleHTOB
¢ a6IOMHHANBHBIMU TPOM603aMH HEO6XOUMO /IS HCKTIOUEeHHS
Jierkatiiero B ux ocHose XMI13.

Mbl npescraBisieM KIHHMYeCKoe HaOGJIOAEHHE MOJONOH
60JILHOI, y KOTOPOH TeueHHe nepBUuHOro Muesopuoposa (I1TM)
neboTuposaso ¢ cunapoma banna—Kuapu.

KNNHWYECKOE HABJIOIEHUE

Y Gosbhoit M., 28 net, BecHoit 2000 r. MosIBUJIOCH YyBCTBO
JrckoMdopra B GPIOLIHON T0JOCTH, CONPOBOXK/IABLIEECS JHC-
MenTHYeCKUMH SIBJEHUSIMU: 4acThle HapylieHust cryja (3a-
nop, MOHOC), TOLIHOTA, 6OJIb B MPAaBOM M JEBOM Tozapebe-
pPbsIX, B OKOJIOMYMOYHOH 00JaCTH, MPOBOLUPYeMas MPHEMOM
. [Ipu Y3U BHyTpeHHHX opraHoB 0GHAPYKEHBI yMepeH-
Hasi criieHoMeranusi (pasmep cesedenku 136—146 x 68 mm
npu HopMe 110 x 45 mMm), paciiupeHue NMOPTaabLHON BEHBI 10
15 mm (Hopma 9—14 MM) 1 cesle3eHOUHO BeHbI 10 9 MM (HOP-
Ma MeHee 7 MM).
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JlanHasi KIMHHYeCKas KapTHHA COXpaHfJIach Ha MPOTSKe-
HUM TTOCTIEYIONINX 4 JIeT ¢ TPHCOeIMHEHHEM TeMOpParnieckoro
CHH/IPOMA B BUJIE CTTOHTAHHBIX CHHSIKOB H ICCHEBOH KPOBOTOUH -
BocTH. [lanmenTka Haxoaumach Moj MOCTOSTHHBIM amMOynaTop-
HbIM HaOJIIOJlEHUEM Y TacTPOIHTEPOJIOra € JMArHO30M XPOHH-
UECKUH KOJIUT, XPOHMUECKUH T[acTPOIHTEPUT, AUCOAKTEPHO3.
MHCTpyMeHTabHOTO HCC/eI0BAHUsT BHYTPEHHHX OpraHoB He
TMPOBOJIMJIOCK, CUMITTOMATHYeCKast Teparusi Oblia Hea(deKTHB-
Ha. MlameHeHu#i mokasaresieil reMorpaMMbl BbISIBJIEHO He GbLIIO.

C 26.06.2004 r. 6osbHast OTMETHJIA YBEeJHUEHHE »KMBOTa
B o6beMme. Beayunmu »xano6amu Obl1H yensaenue 60J1 B BEpPX-
Hell TTOJIOBHHE XKUBOTA B TeUEHHE MOCJAEHEr0 Mecsiia JIo TOCH-
TaNu3alliK, compoBoxkaaolleecs cyGdpebpunurerom. B niose
2004 r. 6ombHas Oblia TOCTIUTAIH3NPOBAHA B OIMH M3 CTAlM-
oHapoB . Mocksel. [lpn Y3 BuIsiBICHBI yBesauueHHe mneve-
HHU, ceJle3eHKH, acuuT. [Ipu J1a6opaTopHOM MCCAeI0BAHUH OT-
MeuyeHO TMOBbIlIeHHe aKTHBHOCTH LUEJI0UHOI (hocdaTasbl 10
553 EJ1/n (nopma 98—274 EJ1/.1), y-riyTaMu/ITpaHCIeNTHAASbE
10 201 BN/ (nopma 0—49 EJI/n), a Takke amuHoTpaHcdepas
110 3 paa Bbilie HopMbl. CepoJiornyeckoe o6csieIoBaHHe He Bblsi-
BUJIO MAPKEPOB BUPYCHOTO renatuta. bosibHoM npoBejieH Jana-
poLeHTE3, MPH KOTOPOM yjasieHo 4 J1 aCLIUTHUECKOH KHIKOCTH.
Jnst nanbHeiinero o6eseioBanyst ona Gblia nepeBe/ieHa B rena-
ToJIOTHYeCKoe oT/lesieHHe KIMHUKK M. E. M. Tapeesa.

K stomy Bpemenu HabJ1101a/IMCh BblpazKeHHast renartocrJie-
HOMeraJsisl (TeueHb NajbnupoBatach Ha 6 ¢M HIKe pebepHoH
JyTH, cejie3eHKa — Ha 4—5 M), yBesIHYeHHe B 00beMe XKUBOTA.
[1pu Y3MU BbisiBeHa renaTocnjieHoMeraus, COXpaHsioch pac-
LIMpeHHEe BOPOTHOH W CeJIe3eHOYHOH BeH, OIpejlesisiiiach CBO-
Oo/Has XKUAKOCTb B OPIOLIHOK MOJIOCTH KaK MPOsiBJCHHS MOp-
Ta/IbHOH TMNePTEH3HH. B KJIHHMUECKOM aHa/in3e KPOBH BIiepBble
OTMEUEHbl THIEPTPOMOOIUTO3 10 338—665 X 109/, Jiefiko-
uuto3 12—13 x 10/ ¢ oMosoxKeHHeM hopMyJibl — TosiBJIe-
HUE €IMHMYHBIX MHEJOLMTOB H METaMHEJOLUTOB, OCTasbHble
nokasaresin B npenenax Hopmbl. [Ipu KT OptowHoit noJo-
CTH JIMarHOCTHPOBAH TPOMOGO3 MEJKHX TedeHOuYHbIX BeH. Ha-
JIMUMe MOPTaNbHOHM THUMEPTEH3UH ObIIO TOATBEPIKACHO U TIPH
930(haroracTpoOCKOMUH, MPH KOTOPOH BBISBJEHBI BAPHKO3HO-
paclMpeHHble BeHbI HUZKHEH TPeTH nulleBoaa [ crenenn.

[1pu sHmockonuu xesyaka 0OHAPYKEHbI MHOYKECTBEHHbIE
remMopparuyeckie oyarud Ha CJH3HCTOH 0060Ji04Ke, UMetoLlHe
BUJL TeJIeaHIHIKTaTHUeCKUX nospexieHuid. [logoGHble u3Me-
HEHUsI B CJIM3UCTON KeJly/ika HJIM TOJICTON KHIIKE ONUCAHbI MTPH
MopTasibHOM TMIEPTEH3NH U PaCIeHUBAIOTCS KaK THIIePTEH3UB-
Hasl racTpoMNaTHs M KOJIOHONATHS Y GOJIbHBIX LIIPPO30OM Tleve-
uu [9]. BepositHo, mopra/bHas rurepTeHanst y Hatiei 60JbHOH
cTasia NPUUMHON X TOSIBJIEHHS B TOM CJlyyae.

[IpennonaraBivecss XpOHWUECKHH BHPYCHBI TemaTHT
(umppo3?) u antrdoChOMMMUAHBIN CHHAPOM HEe HAIIIH CBOETO
KJIHHUKO-a60paTOPHOTO TOATBEPIKACHHUST — peaKUnH Ha Ha-
Jure aHTH(OCHONUMHAHBIX U AHTHKAPAHOJUITHHOBBIX aHTHTEJ
ObIJIH OTPULIATEJILHBIMH.

CoxpaHnsiolLuiicst CTORKHI TPOMOOLUTO3, TOCTOSTHHBIN yMe -
PEHHbI JIEHKOLMTO3, ClJIeHOMerasus, abloOMHHAJIbHBI TPOM-
603 U TOBBIILIEHHAs] TPOMOOrEHHOCTh B MOJIOZIOM BO3pacTe He
MCKJIOYaJIH HaJIHuHe MUEJIONpoJindepaTHBHOTO 3a60/eBaHHsI.

st Goaee eTasbHOTO 00C/I€/10BaHUST NalMeHTKa Oblla ro-
crninranusupoBana B [emarosornueckuii Hayunsiil uentp (I'HLL)
PAMH. B THII PAMH na ocHOBaHHH M'HCTOJIOTHYECKOTO HCCIe -
JIOBaHMSI KOCTHOTO MO3Ta, MPH KOTOPOM Oblia BbISIBJICHA TpeX-
pOCTKOBAsT TUMEPIIIA3US C BBIPAKEHHOH JUCIIIAa3UeH Meraka-
PHOLIMTOB M HAJIWYHEM 04aroB Mues10puéposa, AMarHoCTHPOBAH
[1IM, knerounast pasa.

Buina npoBenena Guoricust nevenu. [lpouenypa Guoncuu
COTPOBOXK/AJIACH MOBbILIEHHOH KPOBOTOYHBOCTBIO MapeHXUMbl
TeyeHH, B CBSI3H C ueM noTpeboBasioch MepeiiBaHue CBexe3a-

KIMHUYECKAAS OHKOTEMATOJIOTUA



Cunppom banna—Kuapu npu nepsuyHom muenothuépose

MOpOKeHHOH ma3mbl. Mopdosorudyeckass KaptuHa 6uonrara
neveHn OblJIa XapaKTepHa /IS XPOHUUECKOTO TeraTuTa ¢ BbIpa-
JKCHHBIM F€eMaHTOMATO30M, B TeMaTOLUTAX HAHICH aHTHT€H BH-
pyca renarura B.

[Ipu olleHKe MHIYUMPOBAHHON arperauyd TPOMOOLMTOB
c ucriosibaoBanreM 1 u 5 mxmosib AIID (anenosun-5"-audocdar,
«Penam» ) BoisiB/ienb! runeparperatust 10 99 %, runokoary.isi-
L{st MO JIaHHBIM aKTHBHPOBAHHOTO YaCTHYHOrO TPOMOOIJIACTH-
HoBoro BpemeHu (AYTB) 1o 56 ¢ 1 mpoTpoMGHHOBOTO BpeMeHH
(ITTK) 1o 75 %, yruetenne spemeny Xlla-3apucumoro puépu-
Hosu3a 10 21 MuH (Hopma 4 — 12 MuH ) TpH HOpPMaJIbHOH aKTHBHO-
CTH (hM3HOJIOTHYECKHX aHTHKoaryisinToB (npotenna C — 84 %,
anturpom6una 11 (ATIIT) — 80 %). Ouesnanas TpoMGoduHs
y HallleH MalyeHTKH 3acTaBM/Ia BBIMOJHUTL HCCAE0BaHHE Ha
orpesiesieHle HACJAEACTBEHHBIX TeHETHYECKHX Je(eKTOB TreMo-
CTa3a, Npejipacroaralouux K TpoM603y, MpH KOTOPOM BbISIBJIE -
Hbl I'eTepPO3UrOTHbIE MyTallUH reHa MeTHJIeHTeTparuipooaT-
penykrassl — C677T, a Takke reHa MHTMOMTOpA akTHUBATOpPa
nnasmuHorena — PAI-1(4G/5G). YpoBeHb roMOLUCTEHHA CO-
cTaBul 24 MKMOJIL/J1 TIpH HOpMe 10 12 MKMOJIL/J1.

Takum o6paszom, Jiulib uepes 4 rojia nocie Havasa 3abose-
Banusl, B okts16pe 2004 r., 60/1bHO yCTaHOBJIEH OKOHYATEJIbHBIH
KJAMHMUeckuid auardos: IIM, cunppom banna—Kuapu, nop-
TanbHas THIepPTeH3Us (BapuKO3HOE paciliipeHte BeH MUILeBo/Ia
[ crenenn, acuut, cryieHOMerasys ), BTOPUYHBIA TeMaHTHOMAaTO3
nevyeHH, HACAeCTBEHHAs TPOMOO(DHINS, THIIEPrOMOLIHCTEHHE -
musi. Tnarnoz XMII3 6bin noarBep:kiaeH Mpu MOJEKYJSPHO-
FeHEeTHYEeCKOM HCCJIeIOBAHUH, NIPH KOTOPOM Yy OO0JIbHOH 0OHa-
pyxeHa myrauus Jak2V6 1 7F, spasiowasics mapkepom XMI13.

Hasnnuue rematoJioruueckoro 3a6oJsieBaHusl, HaC/e/ICTBEHHAST
TpomGoduins, passuTHe cruuapoma bamia—Kunapu nocmyxkuim
MOKa3aHHeM K MPOBEEHUIO LIMTOPEIyKTHBHON Tepanuu. [lauu-
eHTKe ObLIM HasHaY€eHbl CJIEyIOlHe TIperaparhl: MHTephepoH-o
(Pocbepon) mo 3 muin ME B cytkH, ruapokcumoueBuHa (Iuapea)
0,5—1 r/cyt, a Takke aHTHKOATY/ISIHTHAS U Jle3arperalMoHHas Te-
panus: auetuicanuuuosas kucaora (Tpom6o ACC) 50 mr/cyr,
cynonexen 500 Mr/cyT ¥ BUTAMHHBI FPYMITbI By, B,,, dbonuesas
kucsiora (AHrHoBHT) 1o 2 Tab/ieTKu B ieHb. Ha done teparnuu ot-
Meyasach MoJIoXKHUTeNbHAsT IMHAMKUKA B BHJIC HCUE3HOBEHHST aCLH-
Ta, yMEHBILIECHHUS CeJIe3eHKH, HOPMATU3ALMH MOKa3aTe ek KPOBH.

[Tocnenytoie 2 roma GoJibHAsi HaxoauJach 1oj amoysa-
TOPHBIM HAGJIIOJIEHEM TeMaToJIora 10 MecTy »KuTe/beTBa. [1po-
Jlo/pKajia 1nostydathb THIPOKCHMMOUEBHHY, a TaKxKe CYJIOAEKCHIL M0
500 mr B ieHb. JleueHue uHTEpEepOHOM ObUIO TIPEKPAIIEHO U3-
3a BblpaxKeHHOH HeremaToJioruueckoi Tokeuuoctu [II—1IV cre-
MeHH B BHJE IPUMIMONOA0GHOIO CHHAPOMA M reNaToTOKCHYHOCTH
(yBesiMueHHe aKTMBHOCTH aMHHOTpaHcdepas 10 3—4 pas Bbillle
HopMBI). Ob111ee COCTOSHHE 0CTaBANOCh OTHOCHTENBHO YIOBJET-
BOPHUTEJILHBIM, OIHAKO GECMOKONIA TIePHOAHYCCKH BO3HUKAIOIIAS
60J1b B 2KHBOTE, Aucnencus. Tepanust npo6HOTHKaMH, pepMeHTa-
MH, CMA3MOJIMTHKAMH He MpHBOM/A K ycrexy. [Tosxe BbisicHH-
JIOCh, YTO GOJIbHASI CAMOCTOSITEILHO OTMEHUJIA CYJOACKCH], He
coo611uB 06 3TOM (haKTe BpauaM.

Yxyauienve B Buje ycyryGjieHust 600 B XKMBOTE HACTYIH-
Jio B wiosie 2006 T. T10c/Ie MepeHeceHHON KHUIIeUHOH HH(EKIIHH,
COTIPOBOXK/IABLLIENCS JIMXOPALKOH H XKUIIKHM CTYJIOM 10 4—5 pas
B cyTku. C 26.08.2006 r. nanpieHTKa OTMETHIIA pe3Koe YBeJHIe-
HHE JKUBOTA B 00'bEME.

[TosropHo rocruranusuposana 8 [HLL PAMH B skcrpen-
HoM mnopsizike B aBrycte 2006 T. ¢ mogo3peHHeM Ha MOBTOPHBIH
TpoM603 BeH GpionrHoi mosoct. CocTosiHUE TTPH MOCTYTJICHHH
6b1710 TsKeBIM. Becrnokonsa mocrostnuas 60J1b B BepXHel Mmo-
JIOBUHE KHBOTA. KoXKHBIE TIOKPOBBI OJICAHOHN OKPACKH, *KHUBOT
yBeJHUeH B 0ObeMe 3a cyeT HampspKeHHoro acuura. OTMeua-
Jlach MAaCTO3HOCTD rosieHel u ctorl. [leuenb BbicTynana Ha 2 cm
U3-10J1 Kpasi pebGepHoil IyTH, cejie3eHKa — Ha 3 CM.
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B nepudepuyeckoit KpoBn obpamianu Ha ce6s BHUMaHHE
ymepenHasi aHemusi, uncjo TpomGouuTos 223—320 x 10%/n,
ocTa/bHbIE TTOKA3aTe M B Mpejiesiax HOpMbl. B 6noxnmudeckom
aHa/iM3e MOKasaTesqu He BBIXOJWJIN 32 Mpeesbl HOPMasbHBIX
3HAYEeHHUH, YTO OTpaxKaJjo CoXxpaHeHHe OeJIKOBO-CHHTETHYECKOH
¢yHkunn nevenu. [To raHHBIM HHCTPYMEHTAJBHBIX HCC/IEN0BA-
HUil — 330c¢aroractpoayonenockonuu, Y3UW u KT 6prouiHoi
MOJIOCTH — ONpeJeisiuch 06JUTepUpytoline TpPoMGO03bl JIeBOH
¥ 11PaBOi MeYeHOUHBIX BEH C IIPU3HAKaMH YaCTHYHOTO TpoMO03a
LIeHTPaJIbHOH MeUeHOUHOl BeHbI (CyKeHHe TPOCBeTa JI0 2 MM);
BapUKO3HOE paclliMpeHHe BeH nuilesoja [ crenenu.

[Ipu ncenenosanun remocrasa o6paiiano Ha ce6sl BHMMa-
nue peskoe cuukenue yposhst ATIII — o 61 %, nporeuna C 1o
41 %, cumxenne [TTU 10 50 % u ynnenne AYTB B 2 pasa.

BonbHoll MpoBOAMIOCHE KPYrJIOCYTOUHOE TMapeHTepabHOe
BBEJleHHe renapuHa B j03e 24 Teic. EJl/cyt, Tpancdyaun cee-
Ke3aMopOKeHHO# mazmbl 600—700 mj1/cyT, GblIM HA3HAYEHDI
MOUeroHHble cpejcTBa, ruapokcumouesuna 500 mr/cyt, Tpom-
6o ACC 150 mr/cyr. [TpoBesieHo Tpu ceanca 0GOMEHHOTO M11a3-
Madepesa ¢ ajleKBaTHbIM 3aMellleHHeM ylaleHHOro o6'bema J10-
HOPCKOH MJ1a3MOH.

B pesyJabrate npoBoaMMoi Tepanuu Obll KynupoBaH 060-
JIeBOI CHHJIPOM, HCYe3 acClIUT, HOpMaJsiM3oBaJslach TeMIeparypa
Tesia, yaydlinIoch CaMOUyBCTBHE, YMEHBILHUICS pa3Mep TeueHH
C peKaHaJ/M3alye IBYX MeueHOUHbIX BeH U Pa3BUTON peKaHasIH-
3aupell B riryOOKHX OT/eJIax MapeHXUMbI PaBOH JA0JH.

Yuursiast nuskuii yposenb ATII (61 %), Henoctatok Ko-
TOPOTO He HCKJouasa peluauB Tpom6o3a, ObIO MPUHATO pe-
lieHHe O BHyTpUBeHHOM BBeleHun KoHuentpata ATII B nose
1000 eﬂ./cyT. [Ipu nuHaMUYeCKOM KOHTpoJe HabJ1101a10Ch
KpaTKoBpeMennoe ysesudenne yposus ATII (¢ 61 g0 96 %).
[Tokazarenmu AUTB, T1TH u ypoBeHb (huGpuHOreHa COXpaHs-
JIUCb Ha MpexKHeM ypoBHe. [Ipu MOBTOPHOM KOHTpOJIe YpOBEHb
ATIII ocraBasicst Ha BepXHeil rpaHHLE HOPMBI.

B cBsA3M C TOJIOXKHTEIBLHOH JMHAMHUKON B KJIMHHYECKOH
KapTuHe (HOpMaJM3alysl TemrepaTypbl Tesa, HCUe3HOBe-
HHE acluTa, KynmupoBaHHe O6O0JIEBOTO CHHAPOMA, yMEHBIIIe-
HHe ceJie3eHKH) Obl HavyaT MOCTENeHHbIH TepeBoi Ha HU3KO-
MOJIEKyJIsIpHbIe Ternapubl — PpakcunapuH B CyTOUHOH j103€
0,6—0,3 ma1. Koutposb 3a sieuennem (noadop noswt Gpakcuna-
pHHa) MPOBOJIMJICS HA OCHOBE TecTa aHTU-Xa (eIMHHULIA U3Mepe-
uus — antu-Xa ME/mn). [lnanupyercs nepesectu Go/bHYIO HA
NpHeM MepopasbHbIX aHTHKOATYJISTHTOB.

C oktsi6psi 2006 r. GoJibHAS TTOJyUYAET LIUTOCTATHUECKYIO Te -
panuio rugpokcumoueBHHol. Obliee CoCTOsTHUE YIOBJIETBOPH-
TesibHOE, 60JIeBOH CUHAPOM OTCYTCTBYET, pa3Mep MeueHH, ceJie-
3eHKH 6e3 TeHAeHUUH K yBesndennio. CoxpaHsieTes HopMasibHOe
YHCJI0 TPOMOOIUTOB U JeliKouuToB. Koarymnonoruueckue napa-
METPHI B MpesieiaX HOPMBI.

K mnacrosimiemy BpeMeHH AJIHTENBHOCTH camoro 3aboJie-
BaHHUs cocTaB/sieT 6 Jjet. JleueHne ocTaeTcsl MPeKHUM: TH-
JIPOKCHUMOYEBHHA M Je3arperantbl. [Ipuem HU3KOMOJIEKYJIsp-
HbIX renapuHoB (Ppaxkcunapu) NpojpoKaeTCs B TeUeHHe rojia
¢ rJiaHupyemoil otMmeHo#. [lo KJIMHUKO-reMaTosIorHuecKomy
cTatycy y 60sbHON coxpaHsieTcst pemMuccHsl. IToBTOpHBIX TpoM-
6030B J100011 JIOKAIH3ALUH OTMEYEHO He ObLIO.

OBCYXOEHWE

Takum 06pasom, B JaHHOM KJIMHUYECKOM HaOJIIOICHUH CHHIAPOM
bagna—Kuapu, ycranosisenHblii criycts 4 roja ot Havyasa 3a-
GoJsieBaHusl, CTasl OCJI0KHEHHEM He cpasy AMarHOCTHPOBAHHOIO
MHEJ10TPOIH(epaTHBHOTO 3a00/1eBaHHUSI.

JlnuresibHO coXpaHsIBIIMECsST HOpMaJibHbIe TIOKA3aTe/ ! MepH-
(hepuueckoit KpoBH B Ie010Te 3a60/1€BaHUs1, CTEPTAast KIMHHUECKAst
KapTHHa TpoM603a BeH OPIOLIHOH NOJMOCTH (yMepeHHasi abloMH-
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Ha/bHas Gosib 6e3 YeTKHX MPU3HAKOB TMOPTaNbHOH THIIEPTEH-
3WM) TIPUBEJIH K MeHee yriyOJieHHOMY uccenoBanuio. [laiuent-
Ka 0CTaBaJ/1ach Moj, HaOJIOICHHEM FaCTPOIHTEPOJIOTa, HeOOJIbILIAS
CTJIEHOMEraJ/Inst paclieHHBaMach KaK MPOsiBACHHUE MOPTaTbHOH M-
TepTeH3UH Ha oHe BO3MOXKHOIO 3a60/1€BaHHS TeYeHH.

B nanHoil cuTyauun Mbl MOXKEM TOBOPHUTb O JIATEHTHOM Te-
YeHHH MUEJIONpoJndepaTHBHOro 3a60J1€BaHUs, YTO U BbI3bIBAJIO
CJIOXKHOCTH B MOCTaHOBKe jaMarHosa. [ToHaTHo, 4To HecBoeBpe-
MEHHO BbIsIB/JICHHAs HCTUHHAS [IPUYMHA TPOMOOTHYECKHX OCJIOK-
HeHHUI1 MOoBJIEK/1a 3a OO0l Ha3HaYeHHe Hea/leKBATHON TeparuH.

OueBHIHO, YTO BO3HMKHOBEHHE TPOMOO30B BEH OPIOLIHOH
MOJIOCTH, 0COG6EHHO Y MOJIOABIX GOMBHBIX, A0/KHBI HACTOPaXKH -
BaThb, Oy/lyud BO3MOXKHON mpudnHoi ocoxkuenuss MI13. Heo6-
XOJIUMO paclIMpeHHe JTUarHOCTHUECKOTO MoHcKa ¢ 00s13aTelb-
HBIM THCTOJIOTHUECKHM HCC/IEI0BAaHHEM KOCTHOTrO Mo3ra, 6oJee
TIATEBbHBIM KOHTPOJIEM TMOKa3aTesell reMorpamMMbl, Mo BO3-
MOXKHOCTH — BbISIBJICHUST MoJIeKyJspHoro mapkepa XMII3
¥ MpoBejieHNs onmieposckoro ¥Y3H 6prolHoil nosiocTy.

Oco6oe BHUMaHHE JOJIKHO YACJASATHCS HE TOJBKO CIELH-
(bvueckoll Teparivu, HarpapB/JeHHOH Ha yMeHblIEHHe KJeTou-
HOCTH, HO W BbIOOPY aHTUKOATYJISIHTHOH Teparuu ¢ y4eToM Ha-
JINYHUsT APYTUX pakTopoB prcka TpomMOGoduinn. Tak, no 1aHHbIM
autepatypbl [ 10—12], nepuuUT ecTeCTBEHHBIX aHTHKOATYSH-
toB — nporentoB C u S, ATIII — cBsizan ¢ BeHO3HbIMU TPOM-
Gozamu ipu XMI13. Y 31 % GobHBIX aHTHKOATYJISTHTHAS Tepa-
M1 yMeHblIa/a PUCK PA3BUTHSI MOBTOPHBIX TPOMOO3OB.

B namem Ha6mofeHHH MPUYHHON pelUAMBA BEHO3HOTO
Tpom603a cTaja He TOJABKO CaMOCTOSITe/IbHAsSI OTMEHa aHTHKOA-
TYJISIHTHOI Teparivu, HO W BbIsiBJIEHHbIH euuuT npoterta C u
ATIII, kotopbiii, 10 BCelt BEPOATHOCTH, Obll BTOPUUHBIM MOCJIE
nepeHeCceHHOro NepBUUHOr0 TPOMO03a ITeUCHOUHbIX BEH.

Bosibibie XMII3 ¢ nepeHeceHHBIMU MEU€HOYHBIMH H MOP-
TalbHBIMH TPOMOO3aMHU JI0JKHbI CBOEBPEMEHHO HAuMHATb LIU-

TOPEYKTHBHYIO Tepaluio M 0CTaBaTbCsl MO/ MOCTOSHHBIM JHC-
naHcepHbiM HabJIofeHHeM. AKTHBHOE aHTHTPOMOOTHUECKOE
JieueHHe J0JKHO ObITb IT0’KU3HEHHDBIM, T. K. OCJIEACTBUS PELU-
JUBUPYIOLLHMX a00MHHAJLHBIX TPOMOO30B MOIYT NPEACTaB/IATD
yrpo3y JJisl )KH3HU JaHHOH KaTeropuu OO0JIbHBbIX.
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