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IpoGaemMa TPOMOOTHYECKHX OCJIOKHEHHIA B TIOPTAIBHON cHC-
TeMe U UX PEeNU/IMBOB y MAIUEHTOB C renaToJieHaIbHbIM CHH-
npomom (TJIC) TpeGyer uaydenus.

HauGoJiee KpyIHoii pacipoCTpaHeHHO PUYHHOI BOSHUKHOBEHHUS
TIJIC siisietcsi renatajibHas narosiorusi. Bueneyenousnsie TpoM60-
3bI BOpoTHO# BeHbI (TBB) BbI3bIBAIOT OIyX0JIM M XPOHUYECKHE MHU-
esonposmgeparusnbie Heowrasuu (XMITH) u oGycioBieHHbie
nvu TpomMGodumueckue cocrosuus (Myraus JAK2 V617F).
Iesnbio Uccaeq0BaHUsT ObUI aHAIM3 KJIMHHKO-JA00PATOPHbBIX
nokasareieil y 6oabubix ¢ IJIC, ocaoxuennsim TBB, npu re-
nataibHOI matosorud U XMIIH ¢ onpenenenuem ¢pakTopos
pucka npu popMUPOBAHUH TPOMOOTHUECKUX OCHOKHEHHUIA.
Boui o6caenosanbt 47 6oabnbix ¢ [JIC v 1ogo3peHueM Ha me-
YEHOYHYIO NaToJoruio, y 9 (20%) 13 HUX COCTOSIHUE OCIOKHSI-
JIOCh TPOMOO30M COCY/10B OPIOIIHOM 0JI0CTH. ¥ 32 — yCTAaHOB-
nen quarno3 XMITH. 15 apyrux nanueHToB ¢ renarajibHOI ma-
TOJIOTHEl BOLILIM B IPyIIy cpaBHeHHsi. KOHTpobHYIO rpymimy
cocraBuin 15 10HOPOB.

BoJbHBIM NPOBOJMIN CTaHAAPTHbIE KJIMHHKO-TabopaTropHbie
00CIeIOBaHNs: Pa3BEPHYTHI aHAJIN3 KPOBM, MOYEYHO-TIEYe-
HOYHBIH KOMIUIEKC, MOY€Bast KHCI0Ta, C-peakTUBHBII GEJIOK,
nakraraerngporenasa (JIJAT), Y3U OBII ¢ gommreporpadu-
eil cocynos. Ilpu oOpaleHny K reMaTojiory — ClelUaibHbie
HccienoBanus 1o onpenenenuio myrauuu JAK2 V617F.

¥ nanmenros ¢ XMIIH onpenensimu reiikonuro3 — 16,43+2,82 '/
u TpomMGomTo3 — 675,92+59,55 I'/n ¢ Bbicoknm yposHem JI/IT —
653,33+43,73 r/1 u puGpunorena — 5,44+0,71 I'/x1 B iiasme Kpo-
BU. Y GOJIbHBIX € EYEHOYHOI NATOJIOrHEH OTMEYaH MpOTerHe-
muio — 58,44+5,81 r/1 co cumkenueM ypoBHsi (puOpuHOreHa —
2,41+0,70 I'/n na done seiikonenun — 2,52+0,62 I'/x1, TpomMGoLH-
Tonenus — 77,52+23,94 T'/1. Bech KOMILIEKC TIPHBEIEHHBIX MOKa-
sarenieil y GosmbHbix ¢ XMIIH ¢ BbisBiennem mytamuu JAK2
V617F sBisercs kpurepueM (popMUPOBaHHS IPYTIIBI TOBBIIIEHHO-
IO PUCKA C BEPOSITHOCTBIO Pa3BUTHs TPOMOO03a 1py Hamun TJIC.
Haznayanu GUTOPEIYKTUBHYIO TEPANHUIO THIPOKCUMOYEBHHOI
Y AHTUTPOMOOIUTAPHYIO TEPATHIO.

Hamnuue TJIC saBasieTcsi OTATOMAIOIUAM MPOTHOCTUYECKHM
dakxTopoM BepOATHOCTH Pa3BUTUSI TPOMOO3a MATUCTPATBHBIX
€OCY/I0B GPIOIIHOI NOJIOCTH.

Heo06Xx0auMO yuYHTHIBAaTh BEPOSATHOCTh CYLIECTBOBAHHS
XMIIH y nanueHToB ¢ HeyTo4HeHHbIM reHe3oM IVIC.

ITpu XMIIH puck TpoMOOTHYECKOTO OCI0KHEHHUST 3HAYUTEILHO
BBICOK, 0COOEHHO NPH KOMILUIEKCHBIX H3MEHEHHUSIX YPOBHS F€MO-
ro6una (aHeMus ), JEHKOIMTOB, TPOMOOIMTOB € MOBBIIICHUEM
noKasaresieil CIIOHTAHHOW arperanuu TpOMOOIMTOB, CHHKEHH-
€M YPOBHsI aHTUTPOMOUHA 1 Hamuust mytanuu JAK2 V617F.
Heo6X011MO0 yYUTHIBATH PHCK PETPOMGO3a M BEPOSTHOCTD Pas3-
BUTHSI TPOMOOTHYECKUX OCJIOKHEHHH B JPYIMX COCYAMCTHIX
OacceifHax, HA3HAYATH HOCTOSIHHYIO TEPAIHIO JI€3arPEeraHTaMy,
AHTHKOATYJISITHTaMH, IPENapaTaMi, KOTOPbIe YJIyYIIaloT PeoJio-
M0 KpoBH, a 6osbHbIM ¢ XMITH — 1uMTOpEeyKTHBHYIO Tepa-
nuIo ¢ 00s3aTeIbHBIM JA00PaTOpPHBIM 1 Y 3VI-MOHUTOPUHIOM.
Kmouesvte cnosa: zenamonuenanviotii CUHOPOM, XPOHUYECKUE MUe-
JIOnponUpepamusivle 3a001e6anUst, MPOMOOMUUECKUE OCTONCHEHUS.
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pobsiema TPOMOO30B B TIOPTATILHON CUCTEME U UX PElUu-

BoB (or 6% no 40%) y HalUeHTOB C renaToJHeHaJIbHbIM
CHHIPOMOM TpebyeT H3ydeHus, Tak Kak 6oee geM B 50% coryda-
€B WX [IPUYNHY BBISIBUTH HE Y/IA€TCsI, HET Y€TKO BBIPAOOTAHHBIX
[IPOCHOCTUYECKUX KPUTEPHEB B BEPOITHOCTU UX PA3BUTHUS C BbI-
JeJIEHUEM TPYIIN BBICOKOTO PHCKA, He OTPabOTAHBI aITOPUTMBI
JIMATHOCTUKY U Jiedenus [2—4, 6].

Tenaronuenansustit cungpom (IVIC) — cumnTomMoxoMm-
TIEKC, 00YCTOBIEHHBIIT OIHOBPEMEHHBIM I TIOCJEA0BATENb-
HBIM BOBJIEYEHHEM B IATOJOTHYECKUI TPOIecc MedeHn U ceJre-
3€HKU C yBeJiMyeHreM pasmepoB opranoB. [Ipm atom dopmu-
PYIOTCST HAPYIIIEHUSI B CHCTEME KPOBOOOPAIIEHHUST BOPOTHOIH, ce-
JIe3€HOYHOH, HIKHEIH TT0I0H BeHbI (YMeHbIIeHIe KDOBOTOKA 110
pacimpeHHoOi BOPOTHOI BeHe C ITOBBIIIIEHUEM JIaBJIeHUs B Heil),
cruteHoMeranys [11] B coyeTaHNM ¢ KOaryIAIMOHHBIMU U Peo-
JIOTUYEeCKUMU OTKJIOHEHUSMHU.

OcTpbiit TPOM603 KPYITHBIX A60OMUHATILHBIX COCY/I0B HAYM-
HaeTCsT BHE3AIHO, ¢ Pe3Koil 60JM, 0COOEHHO MPH HATHYUH UIITe-
MUY KUIIEYHNKA BCJEJCTBUE yBeINUeHust TpoMba B IIPOCBeTe
BEHBI, IPU [IPPO3€e MeYeHN BO3MOXKHO KPOBOTEUEHMEe U3 BapH-
KO3HO PACHIMPEHHBIX BeH. MHOTHX GOTBHBIX H3HAYAIBHO TOCTTH-
TATU3UPYIOT B XUPYPIUYeCKUe CTAI[OHAPDI, TaK Kak MaHudUC-
TUPYETCSl KapTHHA «OCTPOTO SKUBOTAa» € YIPO30Il ISl XKU3HU
6OJTLHOTO, @ YPreHTHOCTD U TSIKECTD COCTOSTHUN TPeOYIOT MpH-
HATHS PEelIeHNs 110 TaKTHKE Kypalnn.

ITockosbKy TpOMOO03bl aGIOMUHATIBLHBIX COCY/IOB HE UMEET
crendUIeCKIX MPU3HAKOB, TIPEK/IE BCETO HEOOXOIIMO TTPOBe-
JIeHIe BU3YAJIN3NPYIOINX METOIOB HCCIICIOBAHI, HATIPABJICH-
HBIX Ha TOUCK TPOMOOTUYECKOTO ouara. Takue uccieqoBaHus
BKJIIOYAIOT: jloniiepoBckoe uccaenosanue, KT, MPT, anrno-
rpaduIo ¢ MoCaeLyOMNUMHI TOTBEPKIAIONIIIMI 9HIOCKOINYeC-
KUMH, GHOXUMUYECKUMHU, TEMOCTA3HOJOTHYECKUMHU UCCIIe/[0BA-
HUSIMH 1 KOHCYJIbTAI[ISIMH CMEKHBIX CIEI[HaINCcTOB. XPOHIUe-
ckuit Tpom603 BopotHoit Berbl (TBB) mosker nposiButh cebst
JIUITG HeCTennpUIeCKUMI  cuMnToMamMu:  o01eit  caabocTbio,
OTCYTCTBHEM ATMETHTA U MOKET OBITH «ITPOIyIieH». [Ipu Hamu-
YU CIJIEHOMeTani HabIioaeTcst 00JIb B JKUBOTE, TPAH3UTOP-
HBII MJIN TTOCTOSIHHBII acI[UT, HapacTaeT acTeHU3allusl.

B GosbumiHCTBe caydaeB TpoMO03 Pa3BUBAETCS B BOPOTHOM
Bene. HauGoJiee gacTbiM ero (hOHOM SIBJISIETCS TenaTaabHask ma-
tostorusi — 1uppo3 nevenu (ot 0,6% 1o 64,1% cayuaes) [1-5],
XPOHUYECKHH TeMaTNT, 3a60I€BAHNSI C TEYEHOUHOI HEIOCTATOY-
HOCTBIO B TEPMUHAJIBLHON CTa/INH, OIYXOJIN TIEICHH.

Bueneuenounbie TBB urpaior e Mmenee BaKHYIO pOJib, 9TO —
omyxouit (21-24%) [7], 06ycI0BIEHHbIE COMYTCTBYIOMINMHE Hapy-
LICHUSMHU CBEPTHIBAEMOCTH KPOBH, ¢ KOMIIPECCHOHHBIM CHH/IPO-
MOM, & TaKKe XPOHUUECKIe MUeJIONposmdepaTUBHbIe HEOILIa3n
(XMIIH) (nepsuunbiii Muenodpubpos — IIMD, sccennmanbHast
tpombonuremust — AT, ucrurnas nosmmuremus — V1) u Bbi3BaH-
Hble UMK MHOTOYHCJIEHHDBIE TPOMOODUIIITIECKIE COCTOSTHIST (MY-
tanmio JAK2 V617F obnapyskusaior y 63% Gosbibix) [6, 8, 12].

[Ipu o6eaenoBannu GosbHbx ¢ XMITH orMedena HanGoliee
BBICOKast yacToTa TpoM6030B B rpymiie ¢ U1, y 1o10BuHbI 60sIb-
wpix ¢ AT u [IMD, y nanuenToB ¢ MOBBIIIEHHBIM YPOBHEM Ji€ii-
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Tabmmua 1
OcHoBHble naGopaTopHble Moka3aTenu UcCieayeMbiX rpynn

Moka3zaTtenb KoHTponb, n=15 Mpynna 1, n=32 Mpynna 2, n=15
lemorno6wuH, I'/n 125,42+17,04 76,12+12,81** 98+12,21**
OputpouuTsl, T/n 5,84+0,72 2,57+0,63** 2,86+0,63**
JNenikouunTsl, I'/n 4,82+2,03 16,43+2,82*** 2,52+0,62*
TpombouunTsl, [/n 420,44+45,93 675,92+59,55** 77,52+23,94**
O6wmin 6enok, r/n 76,52+7,62 68,43+5,37* 58,44+5,81**

NAr, mone/n
MoueBas kucnota, r/n

176,76+32,32

216,43+32,32
3,63+0,71

lpumeyanne: * — p>0,05; ** — p>0,01; *** — p>0,005.

653,33+43,73***
675,53+37,57***
5,44+0,71**

165,86+29,71
196,57+35,62
2,43+0,70*

dubpuHoreH, /n

Tabma 2

WHdopmaTuBHOCTL 1aGopaTopHbIX TECTOB Y GonbHbIX ¢ XMIMH

MoxasaTeny kposm OueHka cpenuert')' . OueHka cpegHero 3Ha4yeHuns Toooss Mnotesa
3Ha4yeHus B rpynne "0" 3HaveHus Brpynne 1 t-cratucTukm
femorno6uH 1,60026 1,2825 2,84975 2,004 OTknoHsieTcs
OpuUTPOLMTHI 6,48105 5,51063 1,66313 2,004 He oTknoHseTcs
JNenkouunTsl 20,07105 21,56875 0,38477 2,004 OTknoHsIeTCa
TpombounTbl 4,74289 11,21875 7,0236 2,004 OTknoHsIeTCA
Anresusi TpomMboUNTOB 34,26579 32,125 0,5143 2,004 He oTknoHseTcs
CrioHTarHas arperauus 3,18421 1,04375 2,46108 2,004 OTKNOHsIETCS
TPOMOOLMTOB
PeTtpakuus cryctka 58,05263 63,0625 1,50696 2,004 He oTknoHsieTcs
POMK 4,91053 4,74375 0,30322 2,004 He oTknoHsieTcs
AHTUTPOMOUH 0,97395 1,065 2,46955 2,004 OTKNoHsIETCA
XIll dakTop 75,07895 82,5625 -0,58773 2,004 He oTknoHsieTcs

Mpumeyatve: Mpynna XMIMH «0» — naumeHTbl rpynnbl pucka no CoCyAUCTbIM ocnoxHeHusM; rpynna XMIMH «1» — naumeHTbl ¢ 0CIOXHEHHBIM (TPOMOOTUYECKMIA ANU30A)

TeyeHnem 3abonesaHus

kouuTos (6osee 15 T/m) puck TpoMGO30B TOBBINIAETCS B 2 pasa
[9, 11, 12]. B aureparype onumcbiBaiorest caydan TBB, tpomGo-
30B CEJIE3CHOYHOI 1 ME3CHTEPUATBHBIX BEH 1TOCJIC BBITTOJHEHUS
crtenakromun ipu XMITH [10].

Iesb uCCaeOBAHUS: AHAINE KIMHUKO-Ta00PATOPHBIX T10-
kasaresieil y 6osbrbix ¢ TJIC, ocnoxuenubiM TBB, nipu rema-
tanpHoi natosornu 1 XMITH ¢ onpenenenuem dhakTopos puc-
Ka pu (hOPMUPOBAHUU TPOMOOTUYECKUX OCTOKHEHHH.

MATEPUAJIbI U METOADbI

Tlox nabmonenuem ot 1 Mec 710 3 et Haxoauauch 47 60J1b-
HbIX (30 My:kunH U 17 *KEHITH) ¢ TEPBUYHBIMH [UATHO3AMU:
XPOHUYECKUH TelMaTUT ¢ UCXOA0M B IIUPPO3 TedeHu, TpoM603
BOPOTHOII BeHbl, TpoMbodaebuTeckas cenesenka, [JIC He-
YTOYHEHHOTO TeHe3a. Y 32 — B JaJbHEHIIeM YCTAaHOBJIEH I1a-
rao3 XMITH (rpyrmma 1). Kimauko-raboparopHslii cratyc oc-
TaJbHBIX 15 MAIMEHTOB ¢ TenaTajbHON MATOJIOTUell OleHrBa-
JIM B KayecTBe TPYNIBI cpaBHeHUs (Tpymma 2). KoHTpoibHyo
IPYTIIY COCTAaBUIN 15 MPaKTUIeCKU 3M0POBBIX JOHOPOB.

BoJsibHBIM IPOBOAMIIN CTAHAAPTHBIE 00CIIEI0BAHUST: Pa3Bep-
HYTBIH aHAJM3 KPOBM; OINPEIesin GUOXUMUUYECKIEe ToKasaTe-
JIA: TIOYEeYHO-TIeYeHOUHbIH KOMIIJIEKC, MoYeBas KucaoTa, C-peak-
TuBHBIN OesioK, nakTaraeruaporenasa (JIAT), Y3U OBII ¢ gor-
nieporpadueil MaruCTpagbHBIX COCY/IOB OPIONIHON MOJOCTH.
ITpu obpatieHuy K reMaTojIory U3ydaai MUEJIOrPaMMy, Tpelia-
HOOUONTATHI MO/B3/IOIIHOM KOCTU ¥ THCTOJIOTHYECKHUE TIperapa-
TBI CEJIC3CHKH B CJIy9ae CIIJICHIKTOMUM.

AnanusupoBay pe3ysbTaThl uccjaeioBanmus myrarun JAK2
V617F, npoBesieHHOr0 METOIOM ajljie/ib—CIeudUIecKoil MyJib-
TUTIJIEKCHOH TTOJIMMEPAa3HON TEITHOI PeaKIn ¢ TTOCAeLYIOTINM
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resib-3JeKTpoGope3oM NMpoAyKTOB (IIUTOreHeTndeckas jgabopa-
topusg HayuHoro 1ienTpa pajmaliuoHHON MeJANIIUHBI).

PesynpTaThl cTaTHCTHYECKOTO aHAIN3A TIPEJICTABICHBI B BU-
Jle MeAMaHbl, pa3Maxa BBIOOPKM u (TaM, rJe pacipeaeseHue
6JIM3KO K HOPMAJIbHOMY) B (hopmaTte: «cpenHee apudmerndec-
Koe * craHgapTHas ommOKa CPeQHero» A CO3JAHMs MOIEIN
3aBUCHMOCTH BEPOSITHOCTH TPOMGOOOPA3OBAHUST OT TTaPAMETPOB
1ab0PATOPHBIX UCCIIEN0BAHUIL.

PE3YJIbTATbl UCCJIEAOBAHUSA
N UX OBCYXXAEHUE

V Beex 47 6OBHBIX MMEJ MECTO TEMAaTOMMEHATBHBII CHHI-
poM, y 9 (20%) 13 HUX COCTOSTHIE OCJOKHSIIOCH TPOMOO30M: ¥
TPOMX B aHAMHE3e ObLIM TPOMOO3bI CEJNE3CHOUHBIX BEH € MH-
apkTamMn cee3eHKH; OAHON GOTBLHON YPreHTHO MPOM3BeeHa
CIJIEH9KTOMUS (COTTACHO THCTOJOTHYECKOMY 3aKIIOUeHHI0 —
PETHKYJINHOBBIN (hUOPO3 ¢ rurepiiasueil MerakapuoIuTapHo-
IO M TPAaHyJIOIUTAPHOTO POCTKOB), ¥ 5 GOJIBHBIX COTIIACHO JaH-
HBIM JloTieporpacdun ycTaHoBjeH anarno3 TBB, y 3 n3 nux
ormeuet anu3o octporo TBB (y 2 umen mecto perpom603), B
CBSI3M C UEM B YCJIOBUSAX XUPYPTHYECKOTO CTAllMOHApa ITPOBOIH-
JIN KOHCEPBATHBHOE JiedeHne.

[TaryenTs! nosydasIi KypcoByIo TePAIINIo FellaToNPOTeKTOpa-
MH (Teramepii, ypcodabk, TeITPas, TIyTapriH, 3CCeHInale), Me-
TabOMIIECKIMY TIpeTapaTaMil (Ba3oHAT, KOPBHUTHH, TeIacol),
KOMILJIEKCOM BUTaMUHOB (HEHPOOUOH, MOPUAMHUH) € TOCIELYIO-
MM TIePeX0/I0M Ha MO/JIePKUBAIOIITHE JI03BI SCCEHIINAIe, SHEPIIH-
Ba, IMBOHOPMA B COUETAHNN C KOMIIEKCOM BUTAMHUHOB IPYIIIEI B.

B mporecce naboznenust Boiiesena rpymia, 32 (68,8%) ma-
IIMEHTOB C OTPHIATEbHON MHAMUKON — Mporpeccueil acTeHm-
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YECKOTO U WHTOKCHKAIIMOHHOTO CHH/IPOMOB (CHIKEHUE MAacChl
Tesa B cpeaineM Ha 8,53%4,12 kr, cybheOpunTeT, porpeccuBHoe
yBeJIMYeHUE TIeYeHn U CeJIe3eHKNU ), [IIeCTEePO U3 HUX MepPeHeCI
TPOMGO3bI KPYITHBIX GPIONIHBIX COCY0B. [Tocie KOHCYIbTalm
reMaTosIora U MCCIIEI0BAHNST MUETIOTPAMMbI U TPEMaHOOHOoITaTa
TIO/IB3/IOIITHO KOCTU YTOUHEH JMATHO3 JIETKeMUIECKOro TPOIec-
ca. CoryacHo KpuTepusm kiaccuburarmn 3a00IeBaHnii KPOBET-
BopHOiT TKaHu y 18 (56,3%) GOJIbHBIX ObIJI yCTAHOBJIEH JANATHO3
IIM®, y 10 (31,3%) 6osbubix — NI ny 4 (12,5%) — IT. [Toka-
3aTesn JTabOPATOPHBIX MCCIIEI0BaHUI IPUBE/IeHbI B TabI. 1.

O6mum st rpynn 1 u 2 GblIo CHUKeHME TIoKasaresieit
YPOBHI FeMOTrJIOOUHA 1 KOJIMYECTBA APUTPOIUTOB. Y MAIUEHTOB
¢ XMIIH (rpynma IIM®) ormevasun JTedKOIUTO3 —
16,43+282 T/n wu tpombouuros (rpynma 3IT) -
675,92+59,55 T'/a ¢ Boicokum yposaem JIJIT — 653,33+43,73 r/n
u ¢ubpunorena — 5,44+0,71 I'/n B 11azme KpoBu. Y GOJIbHBIX €
MeYEeHOYHOI TaTOJIOTHEN OTMeYalu TPOTeENnHEMIT0 — o0l Ge-
JIOK TIa3Mbl KpoBu — 58,44+5.81 1/ u pubpunorenemMuto —
2,41£0,70 T'/n npu HU3KOM COJEpKAHUM JIEHKOIIUTOB —
2,52+0,62 T'/n u tpombonutos — 77,52+23,94 T' /1.

CorsacHo nokasatessiM Tabjt. 2 11pu Haauduu y GOJbHBIX
TJIC KoMIUIEKCHBIE U3MEHEHUsT JTaGOPATOPHBIX TIOKaszaTesieii co
CHIKEHUEM YPOBHSI TeMOTJIoOuHa (AaHEMUSI ), TIPU TIOBBIIIIEHHOM
co/iepsKaHiU JIEHKOIUTOB U TPOMOOIMTOB € BHICOKOI CTENEHbIO
CIIOHTAHHOIT arperaruy TpPOMOOIIMTOR U HU3KKM YPOBHEM aHTH-
TpoMbuna y Gosbhbix ¢ XMITH cayskar kpurepuem (hopMupo-
BaHUsI TPYIIIBI BBICOKOTO PUCKA C BO3MOKHOCTHIO DPA3BUTHUS
TpoM603a COCYIOB OPIONTHON TT0J0CTH. Y BeeX GOJBHBIX 3TON
rpymns! BeisBiaeHa myTanusg JAK2 V617F.

Hasnavyanu nuTopenyKTUBHYIO TEPAIHIO THAPOKCHMOUYEBH-
HOI B CTaHZAPTHOM /103€ C TIeJIbI0 CHIDKEHMS KOJMYECTBA TPOM-
6oumtos 10 600 000 B 1 MK 1 MeHee, JieiikoruToB — a0 10 T/
Bee Gosbrbie ¢ XMITH nmenn nokasanust K aHTUTpoMOOIINTAp-
HOI Tepamyy (3pUTPOMEJANTH, aTHITMIHbIC MO3TOBbIE U 3DU-
TeJIbHbIE HAPYIIEHNST) U MOJIYYaIN ACTINPUHBIL.

IIpu ocrpom TBB HasHayamm aHTUKOATYJISIHTHYIO TEPAIUIO,
KOTOpast I0JKHA TIPUBOIUTH K TIOJTHOMY T YaCTUYHOMY BOCCTa-
HOBJIEHMIO TTpocBeTa BopoTHoi Benbl (HMI 0 3 Hen ¢ MmomenTa
octporo Tpom603a) [25], OHa He YBETNIUBACT PUCK KPOBOTCUCHUIA
U CHIDKAET PUCK JKU3HEYTPOKAIONIETro MH(MAPKTA KUTIEYHUKA.

Ocnoxuennss TBB — aciur, kpoBoTeueHne 13 BapUKO3HO
pacIIupeHHbIX BEH — JIeyaT TaK jKe, KaK 1 IIPU [IUPPO3e TTeYeH N C
HOPTAJIbHOI TuTepTensueii. [IpobaeMaTHyHO MCIOMb30BaHIE
COCY/IOCY’KMBAIOIINX CPEJICTB — OHM MOTYT 3HAYUTETBHO YMEHB-
[IUTh BHYTPEHHEE KPOBOTEUEHUE, HO CIOCOOCTBYIOT yBeInue-
HUIO pazMepa TpoMOa M YCUJIEHUIO WIIeMUU KuineyHnka [23].
CIIeH9KTOMUH CJlefty€eT M30eraTh, MOCKOJIbKY OHA caMa SIBJIsIeT-
cg atuosorndeckuM dakropom passutus TBB [20, 22].

KnuHuuyeckuin cnyyaim

Bosbuas C. 53 jieT TocnuTaiu3upoBata B reMaToJIoriyec-
KO€ OT/ieJIeHNe TT0CTIe BBITICKY U3 XUPYPIUIeCcKOTO CTaIMoHapa,
Ky/Ia TIOCTYITHJIA YPIeHTHO ¢ Karmobamu Ha O0JIb B JKUBOTE, TyB-
CTBO TOIIHOTBI, FOPeYb 1 CYXOCTb BO PTY, B3JIyTHE KUIIEUHHKA.

B anamnuese — JKKDB: xponnuecknii XoIeIuCTHT, THTEPTOHN-
yeckast 00JIe3Hb, BAPUKO3Hast H0JIe3Hb, 2 TO/la HAa3a/l TOJIydasa
JledeHye B YCJIOBUSIX HEBPOJIOTMYECKOTO OT/EJIEHUSI 110 IIOBOLY
TPAH3UTOPHOIT MIITEMIYECKOI aTaKM.

IIpn nocrymienny B XUpypruveckuii crannoHap — Koxa U
CJIMBUCTBIE 0O0JOUYKU TTOJHOKPOBHBI, A3BIK OOJOKEH Y KOPHS.
JK¥BOT B3/yT, CHMMETPUYHBIH, yIaCTBYET B aKTe JBIXAHU, MsT-
Kuif, 60JIe3HEH B SIUTacTpuu U mpaBoM mojapedepoe. [levern
+4—6 cwm, Gosesnenuasi, kpaii 3aocrpet. Ceneserka +6—8 cm.
AyCcKyTbTaTUBHO TIepUCTATbTHKA BbICAymuBaeTcs. CHUHIpOM
pasipakeHust OPIOIIMHBI — COMHUTENBHBINA. CTYJI PETYJISIPHBI.

ITpu nposenennu Y3 — axonpusnaku TpomM603a MOPTaIb-
HOII 1 cese3eHOUHOI BeH. ['emarocnureHomeranust. AuddysHbie
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M3MEHCHUS TTAaPEHXNMBI TiedeHU. Boipaskenuble middysHble n3-
MEHEHUS CeJIe3eHKU, He MCKJIOYeHbI MeJIKue MHQApPKTHI cee-
3eHKU. AciiuT — 0KoJio 1 J1.

JlaGopaTopuo: remornobun — 124 T/i, spuTpouuTh —
4,8 T/, remarokput — 48, seiikormrsr — 18 T/i1, TpoMGOIIATHL —
856 I'/u1, 061wt 6es10K — 54 1/, 6unnpy6un —36 mmosn/a, AJIT
— 23 en., ACT — 34 enn., MmoueBrHA — 2,4 MMOJIb/JI, XOJIECTEPUH —
7,8 MMOJIB /1.

Koarynorpamma: dubpunoren — 6,8 mmoun/a, ITU — 79,
ABP - 52.

[Tocne kynmpoBaHHS OCTPOTHI IIpoliecca HalpaBjIeHA Ha
KOHCYJIBTAIMIO K T€MATOJIOTY, T/le HA OCHOBAHUU MCCIIEOBAHUS
KOCTHOTO MO3Ta yCTAHOBJICH [IMArHO3 MEPBUYHOTO MUETOGHUOPO-
3a. XMIIH noarsepskneno vammunem myrannn JAK2 V617F.

OOGBEKTUBHO: KOXKa U CJIU3UCTBIE 00OJOUKU [[MAHOTUUHBI,
OTMeUaeTCsl KPOBOTOUMBOCTD M3 HOCA U JIECEH, SI3BIK CYX0BaT, 00-
JoskeH OestbiM HasieToM. JKUBOT B3/1yT, 60JI€3HEH B BEPXHUX OT-
Jleq1ax, rmeyenb +5-7 oM, cesesenka + 10—12 cm.

[TpoBoamN JIeyeHNE THAPOKCMMOYEBHHOI, KITOTIUIOTPEIeM
75 MT/CyT, KADANOMATHUI — 75 MT/CyT, Bapdhapu — 2,5 MT/CyT.

[Tocsie amornmonanbHOM HArpy3KH Ha (hoHE TUIEPTOHUYECKO-
rO KpH3a B Mepuojl aMOyJIaTOPHOTO JIEUEHVST PA3BUIICS PETPOM-
603 BOPOTHOIT BEHbI ¢ BHIPAXKEHHON OOJIBIO B KUBOTE, TOITHOTOH,
PBOTOII — HAIMEHTKA TIOBTOPHO TOCIUTAIU3UPOBAHA B XUPYPIu-
4ecKoe OT/IeTIEHNE W, YIUThIBast MPEbIYIIHii SIH30/ TPOMO03a,
npoussezeHo KouTpoabioe Y 3. Tlpu obcneioBannm: ne4eHp —
TOJIIMHA JIeBOH sosin 63 MM, 11paBoit — 146 MM, Ha BceM 1IpoOTs-
SKEHUH MOPTAIBHON BEHbI PETUCTPUPYETCS KPOBOTOK, B 061acTi
BOPOT — KPOBOTOK B KoJiaTepasax. JleBas BeTBb BOPOTHOI BEHBI
— TPOCBET MOJHOCTBIO 3AMOJHEH TPOMOOTUYECKUMU MACCAMH,
KPOBOTOK B TIPOCBETE BEHBI HE PETHCTPUPYETCs, TPaBasi BETBb —
aHasIorn4HO. [leueHouHbBIe cOCy/IbI HE N3MEHEHDI.

Cenesenka ysenuuena — 130x82, cTpykrypa ¢ yyacTkamu
MOBBITIEHHOI W CHIKEHHOI 9XOT€HHOCTH, KPOBOTOK Y BOPOT Ce-
JIE3EHOUYHOI BEHBI CHYKEH. B GPIONIHON MOJI0CTH HE3HAUNTE b=
HBbIH BBIIIOT.

Baxsouerne: Tpom603 06enx BeTBell BOPOTHOI BEHbI, MHO-
JKeCTBeHHbIE HH(MAPKTHI CEJE3eHKH, BBHIIOT B OPIONIHYIO TO-
JocTh. HeaHaunTesbHO BbIpaskeHHAsT PeKaHATM3AIUST [TPOCBETA
BOPOTHOI BEHBI.

Ha done anamornynoil Tepanuu, IpoBOANMOI 1P IEpPBOH
FOCIIUTAIU3AINN B XUPYPrUYECKOE OT/IeIEHIE, TOCTUTHYTA CTa-
OUIIU3ATIUS COCTOSTHYS.

B aMOysiaTOpHBIX yCJIOBUSIX Ha (hOHE MpHeMa IHAPOKCHMO-
YeBUHBI TAlMEeTKA IMPOJOJIKAET MPUHUMATH KJIOHIOTPENb
75 Mr/CyT, KapIOMAarHuiI — 75 Mr/cyT, Bapdapus — 2,5 Mr/cyT,
1ukia0-3-hopt — 1 T X 3 p/CyT.

CocTrosiHre Ha HACTOSIIUN MOMEHT KOMIIEHCUPOBAHHOE.

BbiBOAbI

1. Hanmuue renarosinenasnsuoro cungpoma (IJIC) apasercs
OTSATOIIAIONINM TIPOTHOCTHYECKNM (DAKTOPOM BEpPOSITHOCTH Pa3-
BUTHST TPOMOO3a KPYITHBIX COCY/I0B OPIOITHON MOJIOCTH.

2. HeobxoiuMa HaCTOPOKEHHOCTD 110 TIOBOLY XPOHUYECKOIT
muesonposdepatuBHoil Heottasun (XMIIH) y manuenTos ¢
HeyTouHeHHBIM reHesom [JIC.

3. ITpu XMITH puick TpoMOGOTHIECKOTO OCIOKHEHUST BBICOK,
0COOEHHO TTPU KOMIIEKCHBIX I3MEHEHNSIX YPOBHST FeMOTJIOOHA
(anemus), JIEHKOUUTOB, TPOMOOIMTOB € BBICOKOH CTENEHbIO
CIIOHTAHHOI arperanuu TpOMOOIUTOB, HU3KUM YPOBHEM aHTH-
TpomOuHa 1 Hasmuus mytaruu JAK2 V617F.

4. Heo6X0MMO yYUTHIBATH PUCK PETPOMB032 1 BEPOSITHOCTh
PasBUTHsT TPOMOOTUYECKUX OCJIOKHEHUI B IPYTUX COCYAUCTHIX
Gacceiifax, HazHayaTh MOCTOSHHYIO TEPAITHIO JI€3arPeraHTaMu,
AQHTHUKOATYJITHTAMHM, IIpenapaTaMy, yJIyYMIAIONIMUA PEOJIOTUIo
KkpoBH, a y nanuentoB ¢ XMIITH — nuropesyktusuyio teparuio
¢ 06s3aTeTbHBIM Ta60paTOPHBIM U Y 3V1-MOHUTOPHHTOM.

CEMENHAST MEJIMIITHA Ne6 (56), 2014
ISSN 2307-5112



B nNoOoMOWb NPAKTUKYWOIWEMY BPA4YY

Loao npo6aiemMu TPOMOOTUYHUX YCKITaAHEHb
Yy XBOpPUX 3 renatosliEeHasibHUM CUHAPOMOM
T.I. HikonaeHko-KamuwoBa

[Tpo6aema TPOMOOTHMYHUX YCKJIaJHEHb Y IOPTA/IbHIN crcTeMi Ta iXHiX
peluuBiB y naiientis 3 renarosienanpuum curapomom (IVIC) mo-
Tpeby€e BUBYCHHSI.

Haii6isbin nommpenoto npuurHoro BunnkHerHs [JIC € renarasibHa 1a-
tosiorist. [Tozaneuinkosi Tpombo3su BopiTHoi Bern (TBB) cripuuutio-
10Tb Iy XJIMHU 1 Xpouiuni miesonposideparusni neorasii (XMITH) ta
3ymoBJieri Humu TpoMGodiaiuni crann (myraris JAK2 V617F).
MeToio 1ocipkenns OyB aHasi3 KIiHiKO-1abopaTopHuX MOKa3HKKIB Y XBO-
pux 3 [VIC, yexuammenyv TBB nipu renatasshiit natostorii ta XMITH 3 Bus-
HaueHHsIM (HaKTOPiB PU3UKY 1IPU GOpPMYBaHH] TPOMOOTUUHIX YCKIIATHEHD.
By obcresxeni 47 xsopux 3 [JIC Ta mifo3poio Ha me4iHKOBY 11aTO-
Jsioriio, y 9 (20%) 3 HuX cTaH yCKJIA[HIOBABCS TPOMOO30M CY/IMH YepeB-
noi moposkuumm. Y 32 — Bcranosienuii giarno3 XMITH. 15 inmmx
MAIiEHTIB 3 rernaTajbHOIO MATOJIOrI€0 VBN Y IPYILy MOPiBHSAHHS.
Kontpospry rpymny ckiamn 15 10oHOpiB.

XBOPUM MPOBOMJIN CTAHAAPTHI KAIHIKO-Tab0paTopHi T0CHiKEH s —
POSTOPHYTHI aHANi3 KPOBi, HUIPKOBO-TIEYIHKOBUI KOMILJIEKC, CEY0Ba
kucyora, C-peaktuBhuii 6inok, sgakrarerigporenasa (JIAT), Y31
OUII 3 pommzeporpadieto cyaun. [Ipu sBepranni go remaTosora —
crieliayibHi 10cyipKenns 3 Busnadensim myraitii JAK2 V617F.

Y namientis 3 XMIIH Busnavamu seitkonnrtos — 16,43+2,82 I'/n ta
tpombonuros — 675,92%59,55 T/n 3 miguuienuM pistem JIJT —
653,33£43,73 r/a1 i dibpunoreny — 5,44+0,71 T/n y mmasmi kposi. Y
XBOPUX 3 I[I€YiHKOBOIO HaTOJIOTI€I0 BUABJIAIM IpOTeiHeMilo —
58,44+5,81 1/n 3i sHmKenHsM piBHs dibpunoreny — 2,41+0,70 T/n Ha
oni seitkornenii — 2,52+0,62 T'/o1, rpomborurornenii — 77,52+23,94 T /.
YBech KOMILTEKC HaBeJeHUX MOKa3HIKIB y xBopux 3 XMIITH 3 BusiBIen-
nsim myTarii JAK2 V617F e kputepiem hopmyBanHst rpymi miBUIIEeHO-
0 PUBKKY 3 BipOTi/IHiCTIO po3BUTKY TpoMb03y 1pu HasiBHOCTi [JIC.
[TpusHavam NTOPEYKTUBHY TEPAIiio TiIPOKCUCEYOBUHOIO Ta AHTU-
TPOMOOIUTAPHY TEPAITIIO.

Haggnicts TVIC € nHeraTMBHMM ITPOTHOCTUYHUM (HaKTOPOM MIOZI0
BipOTiZIHOCTI PO3BUTKY TPOMOO3Y MaricTpaJbHUX CYIMH YepPeBHOI 110-
POKHUH.

Heo0xinHo BpaxoByBatu Biporinicts icuyBants XMITH y nanienTis
3 neytounenum rerezom [JIC.

ITpu XMITH pusuk TpoMOOTUYHOTO YCKIAJHEHHS 3HAYHUIA, 0COOIUBO MIPH
KOMIIJIEKCHUX 3MiHaX PiBHsI TeMOIIoGiHy (aHeMist), JeiiKoiuTis, TpoM6o-
[IWTIB 3 MiIBUIICHHAM TOKA3HUKIB CIIOHTAHHOI arperartii TpOM()ouI/ITiB, 3HU-
JKEHHsIM PiBHsT aHTHTPOMOiHy Ta HastBHoCTi MyTaiti JAK2 V617F.
Heo6xiHo BpaxoByBarty pHU3uK peTpoM003y Ta BipOTiHICTh PO3BUTKY
TPOMGOTUYHIX YCKJIAIHEHD Y IHINX CYAMHHIX GaceiiHax, IpH3HayaTn
MOCTIHHY Tepartiio /ie3arperaHTaMi, aHTHKOATYJISTHTAMH, TIPelTapaTaMH,
SKi 1ToJIiNIIy10Th peoJiorito Kposi, a xsopuM 3 XMITH — niuropeyktus-
HY Tepariiio 3 060B’13K0BUM J1ab0paTopHuM Ta Y 3/[-MOHITOPUHTOM.
Kmouosi cnosa: zenamonienanviuii cunopom, Xponiui mMieronpoige-
PAMuUBHI 3aX60PI06ANHSL, MPOMOOMUYHT YCKAAOHEHNSL.

Toward the problem of thrombotic complications
in patients with hepatolienal syndrome (HLS)
T.P. Nikolayenko-Kamyshova

Problem of thrombotic complications in the portal system and their follow-
ing relapses in patients with hepatolienal syndrome requires further study.
The most prevalent cause of HLS is hepatal pathology. Extra-hepatic
thromboses of the portal vein (TPV) provoke neoplasms and chronic
myelo-proliferative neoplasias (CMPN) and thrombophilic states
(mutation JAK2 V617F) caused by them.

Aim of the work — analysis of clinical-laboratory findings in patients with
hepatolienal syndrome complicated with TPV in hepatolienal pathology
and CMPN with defining risk factors of developing thrombotic compli-
cations. 47 patients with hepatolienal syndrome and suspected hepatic
pathology were under observation, state of 9 patients was complicated
with abdominal cavity thrombosis (20%). In 32 patients diagnosis of
CMPN was established. 15 other patients with hepatal pathology com-
posed group of comparison. Control group was composed of 15 donors.
Patients underwent standard clinical-laboratory examinations — full
blood count, renal-hepatic complex, uric acid study, C-reactive pro-
tein, lactate dehydrogenase (LDG), USI of the abdominal cavity with
vascular Dopplerography. While referring to hematologist - special
investigations with defining JAK2 V617F mutation.

In blood plasma of patients with CMPN there was defined leucocytosis
with 16,43+2,82 G/l and thrombocytosis with 675,92+59,55 G/I
together with increased LDG level — 653,33+43,73 g/1 and that of fib-
rinogen 5,44%+0,71 G/I. In patients with hepatic pathology there was
revealed proteinemia — 58,44+5,81 g/I, with decreased fibrinogen level
— 2,41%0,70 G/I against leucopenia background - 2,52+0,62 G/I,
thrombocytopenia — 77,52+23,94 G/1. The whole complex of mentioned
findings in patients with CMPN with revealing of JAK2 V617F muta-
tion is the criterion for distinguishing group of increased risk for proba-
bility of thrombosis development in hepato-lienal syndrome presence.
Cytoreduction therapy with hydroxyurea, anti-thrombocytic therapy
was administered.

Hepato-lienal syndrome presence is a negative prognostic factor for
probability of development of thrombosis of great vessels of the
abdominal cavity.

It is necessary to take into account probability of CMPN presence in
patients with non-exacted genesis of hepato-lienal syndrome.

In CMPN risk of thrombotic complication is significant, especially in case of
complex changes of hemoglobin level (anemia), leukocytes, thrombocytes
with the increased findings of spontaneous aggregation of thrombocytes,
decreased level of antithrombin and JAK2 V617F mutation presence.

It is necessary to take into account risk of retro-thrombosis and probability
of thrombotic complications development in other vascular systems, to
administer constant therapy with desaggregants, anticoagulants and agents
which increase blood rheology; patients with CMPN must be administered
cyto-reduction therapy with mandatory laboratory and USI-monitoring.
Key words: chronic myeloproliferative neoplasias, hepatolienal syn-
drome, thrombotic complications.
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