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P.I. JITBIHAK

INAPAHEOIIVIACTUYHI CHHAPOMMU, 1O CYITPOBOKYIOTHCSI
NOPYIWWEHHAM CUCTEMU 'rEMOCTA3Y

B oz2naoo06iii cmammi po3enanymo mMexanizmu po3nady 2emocmasy’y Xeopux i3 310AKICHUMU
nyxaunamu.  Oxapakmepu3zosano  0co6Au60CMI  RAPAHEORNAACHMUMHUX  CUHODOMIS, U0
CYRPOBOONCYIOMbCA NOPYUIEHHAM CUCIEMU 2eMOCMA3Y.

Knwuosi cnoea: zemocmas, napaneonnacmuyHuii mpomooemoonizm, napaHeoniacmuyHu
mMpoMOoyUmMOo3, NapaHeon1acmMuUiHa aymoiMyHHa MpoMOOUUMONeHiA.

B o0630pnot cmamve paccmompeno MexaHusMpl 'paccmpoicmea 2emMocmasa’y 0oabHbIX U3
3/I0KA4eCMEEHHbIMU onyxonamu. OxapakmepusuposaHo 0COBeHHOCMU HAPAHEONTACMUYeCKUX
CUHOPOMOG, KOMOPbIE CONPOEOHCOAIOMCA HAPYIUIEH UAMU CUCHIEMbl 2eMOCMa3a.

Knwouegwie cioséa: zemocmas, napaneonaacmu4eckuil mpom60Imo01U3M,
napaneoniacmuyeckuii mpomboyumos, napaneoniacmuueckan aymouMMyHHAA
mpombouumoneHun.

This review article considers the mechanisms of hemostasis failure in patients with malignant
tumors. Specific features of paraneoplastic syndromes accompanied by hemostasis dysfunction are
described.

Key words: hemostasis, paraneoplastic thromboembolism, paraneoplastic thrombocytosis,
paraneoplastic autoimmune thrombocytopenia.

[1in TepMiHOM «reMocTa3» poO3yMIIOTH NPOLEC YTBOPEHHS 3ryCTKa B YIIKOKEHHMX CYAMHAX,
AKMH 3anobirae KpoBOBTpari 1 3abe3neuye piIkuil CTaH KpOBi Yy MPOCBITI KPOBOHOCHHX CYAMH.
Cuctema remocTasy — OJHa 3 HaBaXIMBIIINX CUCTEM MiATPHUMaHHS XHUTTEASUIBHOCTI Opradismy, a i
(GyHKIiOHYBaHHs 0a3yeTbcss Ha B3a€MOJIl 1 B3a€EMOJONOBHEHHI 0araTbOX CKJIAHOBHMX: KIITHH
OpraHismy, OIOJIOTIYHO aKTHBHHX pEUOBHH (TOPMOHIB, IMTOKIHIB), YMHHHKIB 3CiaHHS KpoOBi i
Gi6puHoNizy. OCHOBHUMH OQYHKIIISIMM CHCTEMH TeMOCTa3ly €: [ONEpeKEHHs KpOBOTEUi Ta
KpPOBOBTpATH; 3abe3neueHHs CTPYKTYPHOT UTICHOCTI CYJTMHHOT CTIHKH B HOPMI 1 IpH 11 OIKOKEHH],;
IIATpUMaHHS cTabiIbHOTO arperaTHoro CTaHy KpoBi; 3amobiraHHs BHYTPIIIHBOCYAMHHOMY 3CiJaHHIO
KpOBI: JIi3UC TpOoMOIB; CTBOpPEHHS MepPeayMOB AJis ONTHMaIbHOI pereHepailii MOIIKOKEHUX TKaHHH
[1].

BuBueHHs npobieM NopylleHHs reMocTasy NpH 3M0SKICHUX HOBOYTBOpaX JOCI 3ajIMINAETHCA
HaI3BHYaiHO aKTyalbHUM. TpoM6oeMOOIIIYHI yCKIaJHEHHS MOIINUPEH] Y XBOPHX i3 PI3HOMAHITHUMH
GopMaMH 370SKICHUX HOBOYTBOPIB, a BHHUKHEHHs TpOMOO3y 4acTO YCKJIaJHIOE MPOILEC JIKYBaHHS
namieHta. Y npubmu3so 20% namieHTiB 3 KIiIHIKOIO BeHO3HOro TpomboeMmboinismy (BTE -
CHUMIITOMOKOMILJIEKC, IO NMOEAHYE y cobi TpoMboeMboutito JereHeBoi apTepii Ta TpoM603 IIMOOKHX
BEH), BUABJIAIOTH 3JIOSIKICHY NYXJIMHY, HasBHICTh AKOI, Y CBOIO Yepry, MiABHIIYE PU3UK BHHHKHEHHS
BTE y cim paziB [2,3]. Pusux permauBy BTE nportsirom oaHoro poky cTaHoBHTH 21% cepen
OHKOJIOTIYHUX XBOPHX, MOPIBHSHO i3 7% y HEOHKOJIOTIUHHUX XBOPHX [4].
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lle y 1865 poui ¢panuysskuit nikap Apman Tpycco y cBoi nekuii “Phlegmasia Alba Dolens”
BIIeplIle BiMITHB YacTe MOEIHAHHSA rocTporo TpoM6odiebity rimnbokux BeH 060X KiHIIBOK i3 pakoM.
3 TOro yacy ONHMCaHO PsJll NapaHEeOoTIaCTUYHUX TPOMOOEMOOIIUHUX pO3JIaiB, MO CYIPOBOKYIOTHCS
ypaXeHHsM sK apTepid, Tak 1 BeH, AKi 00’€IHYIOTH IiJ Ha3BOO «cHHApoM Tpycco». BuByeHHwo
natoi3ioNoriYHUX OCOONMBOCTEH TNOpPYIIEHh CHCTEMH TeMOCTa3y B OHKOJOTIYHHX XBOPHX
NpUCBSYEHO ©Oarato cTaTed Ta HayKoBHX JAociimkeHb. Y 1972 poui Bueni Vales ta Warren
JOCIIKYBAJH aAre3ito KIITHH NYXJIMHHU 0 CYAUHHOT CTIHKH. BOHH KOPHCTYBaNIKCS IBOMA MO IENISMH.
VY Bunmaiaky mnepuioi Mojeni KOMIUJIEKCH TpOMOOLMT-NYXJIMHHI KJIITHHH PO3MIIYBajdMCsS HAaBKOJO
IHTaKTHOTO eHpoTenilo. BHacninok cekpelii nyxiauHow ¢akropa CyaMHHOT IPOHUKHOCTI BinOyBanocs
po3’€HAaHHA MDKKJIITHHHHUX KOHTakTiB. [Ipy 1bOMY KJIITHHH HOBOYTBOPY AOCATalM TPOMOOTEHHOTO
cybenpoTenianpHOrO 1apy. IHIIa Mozens noysArana B TOMY, IO €HAOTENIaNbHUN MOKPHB MEXaHIYHO
TIOLIKODKYBABCS, MICIs YOTO MaJlirHi30BaHI KIITHHHM 3aKjlalajucs y MOHOLIAp 3 TPOMOOILMTIB Ta
¢iOpuny, aaresoBaHux y cyOenporenii. OOuABa HOCHIIKEHHS NPOAEMOHCTPYBAIH CKIAHY
B33aEMOJIII0 MDK 3JIOSKICHUMH KIIITHHaMH, CYJMHHHUM EHJOTENIEM, TPOMOOLIMTAMH Ta CHCTEMOIO
xoarynsauii. OcTaHHi cocTepe)xeHHs BUSABUIIN BJIACTUBICTh MyXJMHHHUX KIITHH, SKi TPAHCIIOPTYIOTHCS
KpOB’10, IPHJIMIIATH 10 €HI0TENII0 Ta BUKJIMKATH YIIKO/DKEHHS eHI0TeNliaNbHUX KIiTHH. TpoMGouuTH
CKYMUyIOTbCS HABKOJIO TYMOPO3HHX KJIITHH Ta BHAUISIOTH PEYOBHHH, IO MOCHIIOIOTH PYHHYBaHHS
EHJIOTeliaIbHUX KJITHH 1 TNpuBabMIoOTh iHIOI TpoMOouwTH. BCTaHOBNEHO, IO MAaTOreHesi
N1apaHeoTUIaCTUUHUX TpoMO60eMOOIi3MIB BaXJIMBY pOJIb BIIIrpalOTh HACTYIHI BJIACTHBOCTI KJITHH
eHJIOTeJNI0: NpOAYKIis aHTHUKOarynsHTiB Ta ¢akTopiB ¢iOpuUHOMI3Y, CHHTE3 NPOCTALMKIIHY Ta
eHJoTelianbpHoro ¢aKTopa penakcallii, iHaKTUBALlisl CEPOTOHIHY 1 KaTexoJaMiHiB [5].

MexaHi3MH TPOMOOYTBOPEHHS B OHKOJIOTIYHHX XBOPHUX MarTh CBOI 0coGIMBOCTI. HiMeubkuii
ByeHHH Pynoned BipxoB BHSABHB OCHOBHI (GakTOpd BHYTPIIHBOCYAMHHOTO Tpombo3y: 1)
YUIKOJUKEHHSI CYIMHHOI CTIHKH; 2) MiABHINEHHS CXUJBHOCTI KpPOBi 10 3ropTaHHs; 3) YNoBiLIbHEHHS
IIBUJKOCTI KpoBOTOKY. Cepell LIMX eNneMeHTIB kJacHuHOI Tpiaau Bipxosa caMe rinepxoarynsiis,
IHIyKOBaHa TyXJIMHHMMH KJIITHHaMH, Ma€ BH3HAYalbHY pOJIb Yy XBOPHUX 31 3JI0AKICHUMHE
HOBOYTBOpeHHsIMHM. Haiibinplie BHMBYEHI ABa LIIAXM aKTUBAllil CHCTEMH IeMOCTasy: YTBOPEHHs
NyXJIMHHOTO TKaHMHHOTO ¢aktopa (T®) Ta pakoBoro npokoarynsuty. O6’exdanus T® 3 dakTopom
VII npu3BOaUTE 1O YTBOPEHHsS KOMIIJIEKCY, akTHBYOUOro ¢akTopd Xa i TpoMOiH, 110 3amyCcKarTh
NpoLEC BHYTPIIHBOCYAMHHOTO 3TOPTaHHSA KpoBi. PakoBHl NpoOKOaryisiHT — eKCIpecyeThes
NYXJIMHHHMH KIITHHaMH Ta Oe3nocepenHbo akTtuBye X ¢akrtop 3ropraHHs Kpoi. Takox
NPOKOAryJsHTHA aKTUBHICTh MYXJIMHHOI TKaHWHH IOB’s3aHa i3 YTBOPEHHAM y MYyXJHHI pelenrtopa
daxkropa V, peuoBuH i3 BiactuBocTsMH XIII ¢akropa, mposananbHUX UHTOKIHIB, iHriGiTOpiB
¢ibpunonizy [6]. BaxnuBy pojb BiAIirpaloTh NMOpPYLIEHHS aHTHKOAryJIsHTHOI Ta (iOpHHOIITHYHOL
cucTeM. 3MeHUIeHHs piBHA aHTUTpoMOiHy III y XBOpuX i3 3JOSKICHUMH MyXJIMHAMH BHHHKac
BHACNIIOK HOTO MIABHINEHOTO CHNOXHBAaHHA. Y JeAKHX TaLi€HTIB 3HMXXYETHCS KINBKICTh
TpoMOoMoayliHy. TpoMOOMOIyNiH — NpOTEOINiKaH CYIWH, IO € PeLenToOpoM Ui TPOMOIHY.
ExsimMonspuuit (1:1) xoMmekc TpoMGiH-TpPOMOOMOIYIIIH He BHUKIHMKAE NepeTBOpeHHs GiGpUHOTEHY y
¢$i6puH, nNpulBHAlIYE iHaKTHBaLilo TpomOiHy aHTHTpoMmGiHoM III i akruBye mpotein C - omuH i3
Gi3107I0TITYHUX aHTUKOATYJISIHTIB KPOBI.

Huxue Gyne ornsHyTo 0COOJIMBOCTI NapaHEOIUIACTUUHHMX CHHAPOMIB, IO CYMPOBOIKYIOTHCS
NOPYIIEHHSM CHCTEMH reMOCTa3sy.

IlapaneonyiacTHYHHH apTepiaibHHA Ta BeHO3HHH TpomGoembGoaizmu. TpomGoeMGoiaM -
Jpyra HalNouMpeHillla NPUYHHA CMEPTI y XBOPHX i3 3NOSAKICHUMH NyXJIHHaMH. lleMis KidHIiBKH,
3yMOBJIEHa apTepiaJbHUM eMOOJIi3MOM, onHcaHa NpH (HeoXPOMOLIMTOMI, MEAaHOMI Ta aHTi0CApKOMI.
Takox NOOAMHOKI BHMNAAKH 3yCTPIYalOTBCS MpPH aAeHOKAPUHMHOMI MiAUUTYHKOBOI 34703 Ta
TnaparaHrilioMi KapoTHIHOro cuHyca [7]. BBaxkaeTbes, 10 HaaMipHa CeKpellis MpOKOarysiiHOro
TKaHUHHOTO (akTopy Ta dochaTHANICEPHHY MOXYTh BIANOBIAATH 3a BUHUKHEHHS apTepiaJbHOTO Ta
BEHO3HOTO eMOO0JII3MY y JIOJACBKMX KIIITMHHHX JIHIAX MelaHoMmu Ta deoxpomorromu. OKpiM Toro,
pO3Naay NpolLecy 3rOPTaHHS KpOBI NMOB’A3YIOTh 3 aKTHUBALlIED OHKOTEHIB Ta IHAKTHBAILI€IO I'e€HiB-
cynpecopis nyxiauH (PTEN, MET un p53) [8]. ¥ BenukoOpurasii nposoauscs ananiz 56000 sunakis
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BTE (2010-2011 pp.), npu usomy y 4150 xBopux (7,41%) BusBIeHO pak TOi 4 iHIIOT JIoKatizanil. 3a
IHIMUMY JaHuMH, 3 20—64% nanienTiB 3 igionatuyHum BTE 6nuspko 4-10% MaTUMyTh 370sIKICHUH
HoBOYTBip. Chung WS Ta cniBaBTOpM BUSBUIH, 10 HaifuacTimie 3 BTE aconitororbes pak sereHs
(14.8%), xonopektanbHuil pak (14.1%) Tta pak wuiiku Matku (12.7%) [9,10]. Tagalakis ta #oro
KOJIEr'M BCTAHOBUIM, 1O B 13.6% 13 493 nainieHTiB 3 HeApPIOHOKIITUHHUM PAaKOM JlereHb NMPUCYTHI
00’eKTUBHI O3Haku TpPoMOO3y riubOKuX BeH. 60% XBOpUX Malu TICTOJIOTIYHO MiATBEPDKEHY
aJleHOKapIUHOMY, a IUIOCKOKIITHHHHUI pak 3aiimaB 25% Bumnankie [11]. [lpu nudaiarnoctuni
MapaHeoIJIaCTUYHOrO TpoMOoeMOoi3My BaxIuBO Bigokpemutu BTE, 3yMoOBieHI NyXJIHHHOIO
1HBa31€}l0 CYIUHHOI CTIHKM. MeTacTaTHYHUM TMOIIMPEHHSM 3aXBOPIOBaHHA 4YM (parMeHTani€ero
KapIiaJbHUX TPOMOOTUYHHMX Mac. Busch A Ta cniBaBTOpH omucany yHiKadbHUi KIIHIYHUH BUNAOK: Y
nanieHTa i3 JMCEeMIHOBaHOI HEHPOEHJOKPHHHOI IMYXJIMHOK CIOCTepirajucs Iporpecyroui
TpoMboeM6b0oIil B 06uIBa KoJla KpoBooOiry. Ilpu oMy BUHMKIUM ABOOIYHA ilIeMis HUXHIX KiHIIBOK,
nereHeBUil eMOO0II3M Ta ilIeMIYHHI IHCYJIBT TOJIOBHOTO MO3KY [12].

3BUYAitHO, MNapaHeoIUIaCTUYHA MpHpoga TpomOGoeMOOJi3My Yy OUIBLIOCTI emiIeMiONOTIYHUX
JOCIIDKEHD MPUIIILHO He BUBYasacs. BpaxoBylouH Toi ¢akT, 0 cyMapHa KUIBKICTh yCiX BUMAKIB
NapaHeoIIaCTUYHUX CHUHIPOMIB 3TiJHO pI3HUX JKepel cTaHoBUTH 12-15%, TO 1 BiOCOTOK
NapaHeoIUIaCTUYHUX TpOMO0eMO0ITi3MIB Oy1e 3HAaUHUM.

TpomMOoHTO3 YacTO acoUileThes i3 JTiMpoMoro ['omKKiHA, HETOMKKIHCBKUMHU JiMpoMamu Ta
nefikemismu. [TiABMINEHHS KIIBKOCTI TpOMOOLMTIB BMHMKAE€ HA paHHIX CTajisiX pI3HOMAHITHUX
MienonpodipepaTUBHUX 3aXBOpPIOBaHb, BKJIIOYHO 3 ICTUHHOIO MOJIIUTEMIEI0 Ta XPOHIYHOIO
MI€NoInHOO JelikeMieo. OMUCYIOThCA BUIAAKU NapaHeolIacTUYHOrO TpOMOOIIMTO3Y 1 MPU COMITHUX
nyxnuHax. llikaBoio € ctarts Hwang SJ ta cniBaBTOpiB. 3rigHo ixHix manux y 31 (2,7%) 3 1 154
TMaIliEHTIB i3 TenaToleToIIPHOI0 KapIMHOMOIO NIarHOCTYBaJM IIIBUIIEHY KUIBKICTh TPOMOOLHUTIB
(>/=400 K/mm3). XBopi i3 mapaHeoIIaCTUYHUM TPOMOOLUUTO30M OYJIH NMOMITHO MOJIOALUINMH, MaJH
BUIIMIT piBeHb a-(eTompoTeiHy Ta cTymiHb Tpom0o3y mopranbHOI BeHH. Tako y maii€eHTiB Hi€ro
rpynd Oynu OGinpmiuii 06’€M NyXJIMHHOT MacH Ta KOPOTKE BHIXKMBAHHSA. AHali3 MHOXHMHHOL
JIOTiCTUYHOT perpecii mokasas, o 06’eM NMyxauHU >/=30% Ta piBeHb MJIA3MOBOTO a-(eTonpoTeiHy
>/=140 000 Hr/Mn mOiABUIIYIOTH BIPOTIAHICTE pPO3BUTKY TpoMOGonuto3dy. OnHI€0 13 NPUYUH
NapaHeoIIaCTUYHOTO TPOMOOIIUTO3y, O0COOIMBO Y XBOPHX 13 IenaToUENIOIsSpHOI0 KapIUHOMOIO, €
NiIBUIEHUI piBeHb TpoMmOomoeTHHY. TpoMOOMOeTMH — Ie T[JIIKONpPOTeiHOBUH TOPMOH, IO
BUPOOJISETHCSA, TOJOBHUM YMHOM, IIE€YIHKOIO, MEHIIOK MIpOI0 — B HUpKaxX, KICTKOBOMY MO3KY,
cenesinni. CTUMyIIO€ piCT Ta A03piBaHHS MeErakapioUMTiB, NMPOAYKIi0 TpoMOouutiB. KinbpkicTh
KPOB’SIHUX IUJIACTUHOK KOPpEJIoE i3 KOHIEHTpAIi€l0 CHPOBATKOBOrO I1HTepielkiHy-6. PanukanbpHa
pe3eKilis MyXJIUHH 3YMOBIIIOE 3HM)KEHHS TPOMOONOETHHY Ta HOpMalli3alilo KiJIbKOCTI TPOMOOUMTIB.
3acTtocyBaHHsl aHTH-IL-6-aHTUTLT HOpMali3ye piBeHb TPOMOONMTIB, 30KpeMa Yy XBOPHUX 13 pakoM
S€YHUKA Ta METaCTaTHYHOIO peHalIbHOIO KapuuHoMolo [14].

IlapaHeonsiacTHYHa ayToiMyHHa TpPOMOOLMTONEHis] 4YacTO AacOLIIOETBCS 13 COJIIHMMHU
nyxauHamu. Krauth MT Ta #ioro kosern npoanamizyBanud 68 omyOiiKOBaHHUX KIIIHIYHMX BHIIAJKIB
ayTOIMYHHOT TPOMOOIMTONEHIT, 110 BUHUKIN y XBOPHUX 13 3J0SKICHUMU NYXJIMHAMHM BHYTPILIHIX
oprauiB. HaituacTile neit napaHeoriacTHYHUHE CUHIPOM 3yCTpidaBcs y MAIEHTIB 3 PaKOM JjlereHb Ta
MOJIOYHOT 3aJI03H, pijllle — NpH PaKy HUPKU Ta S€YHUKIB. AyTOIMYHHA TPOMOOLHUTOIIEHIS y MOJOBUHI
BUIAIKIB MaHidecTye oHOYACHO i3 pakoM, y 25% XBOpUX Iepea CUMIITOMAMHU IyXJIWHH, Y IHIIHX —
nicnsgs 11 BUSBJIEHHA Ta JIIKyBaHHA. B  OCTaHHBOMY BHUIIAJKy IMOsiBa IapaHEONIaCTUYHOL
TpOMOOLIUTONEHIT YacTO CBIAYUTH NP0 peuuauB paky. E¢dekTHBHUM €  3acToCyBaHHS
TIIIOKOKOpPTUKOCTepoiniB [15].

OTmxe, 3MIHH CHUCTEMHM TeMOCTa3y, sKi BUHHUKAIOTh Y XBOPUX 13 3JOSKICHUMH IYXJIHHaMH,
XapaKTepU3yloThCA PO3TagaMH CYJQUHHO-TPOMOOLIMTAPHOI, aHTUKOATYJISIHTHOI, GIOpUHOIITHYHOT Ta
IPOKOAryJsSHTHOI JJaHOK. TpoM6G0oeMO0Ii3M YU IHIIUI MapaHeoNIaCTUYHUH CHHIPOM (TpoMOOLMTO3,
TpOMOOLMUTONEHIS) MOXKYTh OYTH NepIIMMH CHUMIOTOMaMH paKy Ta 3HA4YHO MOTIpLIYBAaTH NPOTHO3
NAIl€HTIB.
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JIATHOCTHKA ®YHKUIOHAJIBHOI'O CTAHY I'VIIOKOHEOI'EHE3Y
Y cmammi nasedeno ingpopmamusrnuii memoo — diazHocmuku (QyHKYIOHA1b6HO20 CMAaHy
JIIOKOHEO02eH e3y 3a NOKA3HUKAMU HiYHOI.a- KemoHYpii.
Kniouoei cnosa: incyninopezucmenmuicme, 2i0KOHe02eHe3, a- KEMOHYPIA.

B cmamee npuseden Hosbli MemoO  0iaZHOCMUKU (YHKYUOHAIbHO20 COCMIOAHUA
21I0KOHEOzZeHe3a o OAHbIM HOYHOU A- KEMOHYPUU.
Kniouesvle cnosa: uncynuHope3ucmeHmHocmas, 21I0KOHE02eHE3, O~ KEMOHYPUA.
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