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POJIb KUHMHOBOM CUCTEMBI KPOBH B IATOTEHE3E
FEMOPPATMUYECKHUX IMPOSIBJIEHWUH ITPU BOJIE3HU
BEPJIB[O®A

HceneoBamich CHepTHBAILAS CHCTEMa H HEKOTOPHE KOMIOHEHTH KHHHHOBOM cHCTe-
Mbl KpOBH y GoJbHBIX GOJe3lb Bepasroda u y saopoBuix auil. [loayuenusie panune no-
KasuBalT, 4TO NpH GoJe3HH Bepabroa Hapsily ¢ TpoMGouHToneHHedi CyuwiecrBeHHBE H3-
MeHeHHs MpeTeprieBaloT CBEPTHBAIOWAA H KHHHHOBAS CHCTEMB KPOBII, Nrpajpoue onpese-
JIeHHYI0 pOJb B MaTOreHese KPOBOTOYHBOCTH MPH STOM 3aGo/ieBaHHH.

Boaeshsr Bepabroha—3To TeMOPparHyecKHii AHaTe3, XapaKTepH3YIO-
IUKACS Pa3BHTHEM TeMOPPAarHyecKoro CHHAPOMA H HapyUISHHeM TPOMGOIH-
TONO334.

OCHOBHBIM [14TOreHeTHYECKHM (aKTOPOM KPOBOTOYHBOCTH IIpH GoJes-
Hu Bepabroa siBasieTcs Tpopmoumoneﬂuﬂ H M3MEHEHHE COCYAHCTOH CTeH-
KH (NOBHILIEHHAs! JIOMKOCTb H MPOHHIAEMOCTh COCYAOB), yMEHbleHHe pe-
TpakUHH KPOBSIHOTO CTyCTKa, CHHKeHHe TPoMGOMJIacTHYeCKOH H NOBbILie-
Hue (uOpHHOAMTHYECKOH aKTHBHOCTH [9]. Ecau nerexwasnbHasi cuilb NpH
5TOM 3a00JeBaHHH BO3HHKAET CIIOHTAHHO H (PaKTHYECKH OTpa)kaeT 3HayH-
TeJbHOe BO3DACTAHHE IIPOHHIAEMOCTH COCYJOB, TO INOSIBJIEHHE SKXHMO30B
0OBIYHO CBSI3aHO C TPaBMOH. 3JeChb yike npHoGperaeT 3HaYeHHE Pe3HCTEHT-
HOCTb cocynoB [7]. ;

MHOTOUHC/ICHHBIME  HCCJIE/IOBAHHSIMH YCTAHOBJEGHO, YTO B Pa3BHTHH
CHHAPOMAa KPOBOTOYHBOCTH NPH TPOMOOLHTONEHHYECKOH Nypnype NpHHHMA-
JOT yyacTHe TpH 3BeHa reMocTasa: COCYAHCTOe, TPoMOOLHTAPHOE H Koary-
asuHonHoe [1, 3—9]. :

OpHako Bompoc O TOM, HapylleHHe KaKOro H3 STHX 3BCHLEB SIBJSETCA
BeJyLIHM B DPa3BHTHH F€MOPPAarHyeckoro cHHApoMa npu Gosesnn BepJbro-
ta [4], mo cux mop ocTaeTcs AHCKYTaGeJbHBIM.

B nacrosiuee Bpems Gose3nb Bepabroda paccmartpHBaeTcs Kak ches-
-cTBHe TpoMmOountoneHuH. Hecayuafinbl Ha3BaHHA 3CCeHUHaJbHAsi TPOMGO-
LATONEHHsI H TpoMbGouuToneHnyeckas nypnypa. OAaHaKo pofip COCYAHCTHIX
HapylICHHH HecoMHeHHa. Jlo CHX NMOp He YCTaHOBJEHO, SIBJASIOTCS JH 3TH
HapylleHHsl CJAeACTBHEM TPOMOOLHTONEHHH HJIH K€ 3/ech HMEIOTCH AOMOJ-
HHTEJIbHbIEe natoreHeTHyeckue axropel. Ecau natorenes TpoMGouHTapHO-
ro H KoaryJsHOHHOrO reMocTasa NpH 3TOM 3a60JeBalHH H3YYeH XOPOILO,
TO 3TOrO HeJb3sl CKasaTh O NMAaTOreHe3e COCYAHCTOro reMocTasa.

B nocneanue roasl aKTHBHO H3Yy4alOTCs MEXaHH3Mbl 06pa3oBaHHs KH-
HHHOB NJIa3Mbl KPOBH H HMX GHojoruyeckas posab. MHa3BecTHo, 4TO, Kpome
APYTHX CBOACTB, KHHHHbBI BJHAIOT HA MHKPOUHPKYV/SIHIO, BBI3LIBAIOT MOBbI-
UIeHHe NPOHHUEEeMOCTH KanuWaasipoB. OTKpHITHE BELIECTB, BhI3bIBAIOUIHX
NIOBBILIEHHE NPOHHLAEMOCTH COCYAOB—OpaJHKHHHHA H ero akKTHBHBIX TO-
-MOJIOrOB,—ABJISIETCS] BaXKHBIM BKJ4JI0OM B NpobjieMy H3yYeHHS MeXaHH3Ma
KpOBOTOYHBOCTH. B paborax sinouckux aBropos [10] H3maraiorcst AaHHbIE,
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Kacaouuecs jaekcTBus GpajMXHHAHA H €0 POJH B NaTOreHese reMoppari-
1ECKOro Anartesa y yeJoBeKa M ;XKHBOTHBIX, a TaKKe aHTHIeMOpPpParHYeckoro
ACHCTBHA  aHTarouwucra GpajiMKHHHHA—AHTHHHHA. B CBASH C BHIIEH3TO-
ZKCHHBIM MLl H2LIK LeJecooGpa3HLIM HCCAef0BaTh HEKOTOpble (aKTOPhI
KHHHHOBOH CHCTeMB! KpoBu npH Goamesnu Bepabroda, rie, NO-BHAHMOMY, B
I'GHe3e IeMOpparuyeckux nposBJeHdfl, KpoMe APYTHX H3BEeCTHBIX Hapylue-
HHH, ONPEACTEHHYIO DOJIb UrpaeT Ji KaJJHKpeHH-KHHHHOBAsS CHCTEMa KDOBH.
AKTyaJbHOCTb M3yueHHs Pojii KHHHHOBOJ CHCTEMB B NATOTeHe3e re-
MOppar#4eckoro Auatesa npu GoJeznn Bepabrotda noATBepzKaaerci H TeM
0GCTOATENBCTBOM, YTO COBpeMeHHas KIMHHKA pacnojaraer J0CTaTOYHO 3(-
(PeXTHBHBIMH NpenapaTamu, peryJupyioLIMMH KHHHHOOOpa3oBaHue. B yact-
HOCTH, B KJHHHKE IIHPOKOE NPHMEeHeHHE HAXONAT TAKHE HHTHGHTOPH KHHH-
HOBOH CHCTEMbLI KDOBH M TKaHed, KaK TPasuJoJ, KOHTPHKAJ, aHTHHHH (mH~
PHAHHOAKAP6AMAT), NPOAEKTHH IJIH NAaDMHIHH, H3 KOTOPHIX TPA3HJOJ HJIH
KOHTPHKaJI HMEIOT He TOJIbKO aHTHKHHHHOBbIC CBOACTBA, HO ABJASIOTCS aHTH-
IPOTEOJHTHYCCKAMH H aHTH(OHOPHHOJUTHYECKHMH NpenaparaMil.

g Hamu npoBoananch ncenesoBanus HEKOTOPHX KOMIOHEHTOB KHHHHO-
BOH CHCTeMbLI KPOBH 1o MeToay Koaman ¢ coast. B Mogudukauuu O. A. To-
Ma3koBa ¢ coaBT. [2]. Drtor MeroA N0O3BOJASET OJHOBPEMEHHO BBISB/IATDH
3HAYCHHE TpeX KOPPEJHpPYIOIHX KOMIOHEHTOB KaJJHKDeHH-KHHHHOBOH CH-
CTEMBbl—CYMMapHYIO (MCXOAHYIO) 3CTEPasHyi0 aKTHBHOCTh, INpeKaJJIHKpe-
HH H MHTHOHTOD KaJJHKpeHHa. B kKadecTBe KOHTpOJbHOM rpynnibl y 18 3j0-
POBBIX Jiojel oT 23 10 45 ser onpejeasiach KaJJIHKPEHHOBAs aKTHBHOCThb
n1a3Mel KpoBH. CocTosiHHe BhILIEYKAa3aHHBIX KOMIIOHEHTOB KHHHHOBOH CHC-
TEeMBl KpPOBH H3yyaJjioch y 20 GoabHbIX Gose3Hbio Bepaeroga B Bo3pacre OF
13 5o 67 ser (8 my:kuun u 12 xemun). Kpome ofuiero aHann3a KposH o
Tlojcyera KoJuuecTBa TPOMGOLHTOB, HCCJAELOBAaJHCh OCOOEHHOCTH Meraka-
PHOLHTAPHOTO POCTKA KOCTHOTO MO3ra, peTpakIilusl KPOBSHOrO CrycTka H NnpH
Heo6XoauMOCTH KoarysaorpamMma no 11 nokasatensm. Ocrpas dopma Goses-
HH Bepnbroda Geiia AMarHOCTHpOBaHA y 7, XpOHHYECKAasl pellHAHBAPYIOIAs -
¢opma—y 13 GoabHEIX. ¥ GOJLHBIX OTMeYEHB KPOBOH3JIHSHHS B KOXKY, KpO-
BOTOYHBOCTb CJH3HCTHIX 000JI0YeK NOJOCTH pPTa H HOCa, Y 2—MaToYHbLIe re-
mopparuy. KosuyectBo TpoMGOIHTOB, KpOME OAHOro 60JILHOrO, He3aBHCHMO
OT TSJKECTH 3a0o0JeBaHHs Koaebajoch OT eAMHHYHBIX B mpenapate ao 89000
B 1 mm® kpoBH. IlouTH Bce GosbHLIE IOCTYNHJH B CTallHOHap B NEpPHONL
TPOMOOLHTONEHHYECKOr0 KPH3a, KOTOPLIA NMpoTeKalJ Tsxeao y ABYyX 6olb-
Heix. C cpefiHell TsKeCTbio ObiIO Tpoe GosbHBIX, Y 15 GOJIBHBIX TeyeHHe
6bl10 JerkuM. MuesorpaMMa IoKa3biBaJjia MOBBIIIEHHOE KOJHYECTBO Mera-
kapHouuToB. Cpejn MOCJAeAHHX NpeobJajfann MoJoasie (opmbl (Meraka-
PHOUHTOGIACTE, NPOMErakapHOLHTH) C yMeHbIIeHHeM TpomGounTo0Gpa-
sylomux Gopm. PeayJbTaThl HCCEOBaHHS CBEPTHIBAIOLIEH CHCTeMBI KO-
BH BLISBHJIH, YTO B OCTPOM IepHOJe TPOMGOIHTONEHHYECKOH MypIyphl He3a-
BHCHMO OT XapaKrtepa TeueHHs: 3a6oneBanus y 6 u3 20 GOMBHBIX CBEPTHIBAIO-
1as cnoco6HOCTh KPOBH Oblla H3MEeHeHa B CTOPOHY THIOKOAryJsluH, OCO-
GeHHO 6biI0 YAMHHEHO BPEMs peKaibLu(HKalHH H yBeanueHa (HOGPHHONH-
THUECKas aKTHBHOCTb. KoJauuecTBo (pubpHHOreHa y ABYX GOJMBHBIX KoJe-
Ganoch oT 133 mo 177 #2%. VY ocraiabHbiXx KOJAHYecTBO (GHOPHHOreHa HaXo-
JHJI0Ch B Npefiesiax HOpMbl. PHODHHONIHTHYECKAsh aKTHBHOCTD Y 6 60JBHEIX
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Kosme6anack ot 27 no 35% (Hopma 15—25%). Ilpu ompenesennu noxa-
-3aTeJef KaJAHKpeHH-KHHHHOBOA CHCTeMBI B IJa3Me KPOBH y GOMLHBIX Go-
JIe3Hbio Bepabroja mo CPaBHEHHIO CO 3MOPOBHIMH JIOJbMH NOJYYEHH cie-
nyomue aasupie (tabauua). Kax BHAHO M3 TaGaHuL, B rpymie Goab-
TBIX, O CPABHEHHIO ¢ KOHTPOJbHOH, HaG/IO/aeTCs NOBHILICHHE CYMMapHOI
1 5cTepasHoil AKTHBHOCTH, CHHJKEHHE NPEKaJJIMKpeHHa M HHTHGHTOpa Kai-
JIKpeHHA. DTH JaHHbe YKa3blBAIOT Ha JOCTOBEPHYIO aKTHBAUMIO KHHHHOBOI
CHCTEeMBI KPOBH Yy HCCJAeAyeMBIX GO/IbHBIX B (ase KpH3a.
Ta6auna

[Moka3aTeNH KalAHKPEHH-KHHHHOBOH CHCTEMBl KPOBHl Y GOJbHBIX
G6onesnpio Bepasroda

= CEratTIeC : Boaeans Bepasroda
7 KHe MoKa3sa- AopoBLIE B (haze B taze
3areab TENH KpH3a PeMHCCHH
C3A M-+m 274,96 609,84 52,519,48
n 18 20 12
P P;<0,05 P,>0,05
IKK M+t m 74,418 ,65 42+7,97 56,9+10,0
n 18 20 12
P P;<0,05 P;>0,05
UK M-+tm 0,94-0,1 0,53+0,11 1,35+0,12
n 18 20 12
P P;<0,05 P,<0,05

OGosrnauenue: CIA —cymmapHas screpasnas aKTHBHOCTH (B
MM safuac), TIKK —rnpekainukpess (B MKMOA6 TUAPONH3NPOBAHHOTO
cy6erpara B uac Ha 1 42 naasmbl), MK — unru6utop xannnxpéuua (B ycux.
en.). P, — nokasatenb JOCTOBEPHOCTH HHAEKCOB MEKAY 370POBBIMH H 6O/b-
HbIMH, Py — Mexay GOabLHBIMH.

B ¢dase kAMHHYECKOH M KJIHHAKO-TeMaTOJIOTHYECKOR pEMHCCHH HCCJe-
JIOBAJIHCh KOMIOHEHTH KHHHHOBOX CHCTEMBI KpPOBH Yy 12 GONBHBIX, H3 KOTO-
pHIX 3 HaXOAHJNHCh B KIHHHYECKOH, 9—B (hase KIHHHKO-reMaToJOordyecKoin
pemuccHH. B (ase KJIHHMYECKOH H KJIHHHKO-TeMaTOJOTHYECKOH DEMHCCHH
cyMMapHasi 5CTepasHasi aKTHBHOCTb CHHX<asach, HO He JIOXOAHJA JO HOPMBI
u cocraBasaa 52,5—9,48 mMKkMOab ma[uac, CHHXKEHHs NpeKaJJHKPEHHA H
HHrHOMTOpa KaJUVIHKpeHHa He Hab/loAanoch. DTH JaHHBEIE IOKa3bIBAIOT,
YTO NPH KJHHHYECKOH H KJHHHKO-TEMaTOJIOrHYeCKOH PEeMHCCHH NpH 6oJes-
HH Bepibroja KHHHHOBasi CHCTEMa OCTAeTC B aKTHBHOM COCTOSHHH. Ta-
KHM o0pa3oM, IpH AaHHOH IATOJNOrMH HapsAy ¢ TPoMGOLHTONEHHeH CY-
LIeCTBEHHbIe H3MEHEHHsl NpeTepreBaloT CBEPTHIBAIOLIAs H KHHHHOBAs CHC-
TeMbl KDOBH, HIpalollHe ONpe/eJIeHHYIO POJb B NaTOreHe3e KpOBOTOYHBOCTH.

B 3aksoueHHe MOXHO OTMeTHTb, YTO Y GoabHbIX Gose3Hbio Bepibroga
‘HapsiAy ¢ TpoMOoUHTONEHHe! M HapylleHHeM CBEePThIBAIOIIEH CHCTEMBI KPo-
BH HabJl0JaeTcsi JOCTOBEpHAas AaKTHBallHsi KHHHHOBOM CHCTEMBI KPOBH, O
HeM CBHAETEJbCTBYET NOBHILIEHHE CyMMapHOH 3CTepasHOM aKTHBHOCTH KpoO-
BH, CHHXKEHHE IpeKaJJIMKpeHHa H HHrHOHTOpa KaJJMKpEeHHa.

B KoMIJIeKCHOM JIeYeHHH reMOpparHyecKHX MNPOSIBJEHHA NpPH 3TOM 3a-
60JIeBaHMH HY)XHO HasHayaTb AHTHKHHHHOBBIE TNpenapaThl aHTHHHH, NpO-
JAeKTHH (MHpHAHHOJAKap6aMaT) HJH OTEYECTBEHHBIA MapMHAHH COBMECTHO
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T E-amuuoxanpouoaoﬁ KHCJIOTOH, MJH aHTHNPOTEOJHTHYECKHE Npenaparhb
KOHTPHKAJ WM TPasuJIoJ, KOTODPbEe OAHOBPEMEHHO C aHTHKHHHHOBBIMH 00-
JaJaoT U aHTUDUODHHOJIHTUYECKUMHE CBOHCTBAMHY.

HUH rematonornu u nepeausanus xposr M3 Apm. CCP IMocrynuaa 30/VI 1981 r.
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UbPLNZNBE 2P4ULHNRR3UY FLUBLUY UPLRLUSPL ZUUULULGE TBPEC
Z6UNPUSHY F+hUABIP MUANGLLLANRYT

YhpSndf Sl wbign dudwhwly Spfwhgnful v Lo fyflplyulyul
L llll”’l“l“""”"““"”["#ﬁml{mb nbdfpupugf  ppgwhhihpnd nuwndbwuofpfud £
Yftsfrlarus g fra Swilwljumpgf whynfufncfpuls fffwlp: Mwpgfwd b, np wyng 4 fofwin-
Uhpp dnu wpguls dwlupplul Sudwhupghy pugh winpfugus ¢ Sl Qhp-
T gfris 4“’"“"1‘”[’4[’: npp b Sfdp F mwpfiu b,uuullulgflblm. mlrlnL'fllu(nunLFanl-
ibph wwfnghiihynet Lpupiiwpt  Swdwlumpgp dwobiwlgnfdud Swupl wig
Sl usergmff e phifugpnul:

2pdtfliym wnmgws  w puglbph fpw, wowgwphnad  E dbpdndh 4h-
Yl jund p Stwtiglibph dnn wpmdwSnunfimbhbph phfwgpnud pniddwlh
Swdwp, pugh Thigh widd Swpnip dpgngibphy, Gpuhwlhhy Gwl Swlulpbp-
b s qbnqud fignghhp wpnphljpmpl fud Swgphiolwh wpmwngpnfpul gwup-
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THE ROLE OF THE BLOOD KININ SYSTEM IN PATHOGENESIS
OF HAEMORRHAGIC MANIFESTATIONS IN
WERLHOF’S CISEASE

The coagulating system and some components of the kinin system
have been studied in 20 patlents with Werlbof's disease and 18 healthy
persons. The data obtalned show that in case of Werlhof’s disease side
by side with thrombocytopenia, the coagulating and kinin systems of the
blood undergo significant changes, which have definite role iu pathoge-
nesis of haemorrhages in this disease.
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P. C. MAMHUKOHSH, A. M. MHHACSIH

WU3MEHEHHME TEMOJIHHAMHUWKHU ¥ BOJIbHbIX
TUINEPTOHHUYECKOW BOJIE3HBIO ITOCJIE
MNEPEHECEHHOTO MH®APKTA MUOKAPJIA

Mayyajoch COCTOANNE IeMOJHHAMAKH y GOJNbHBIX IHMEPTOHIYECKOH G60JesHbio, nepe-
Hecumx HH(APKT MHOKapAaa. BhisiBiena onpefiesieHHas CBA3b MeXKAY CINZKEHHEM aprepu-
aJLHOrO AaBJienls nocae NepeHeceHHOro HH(apKTa MHOKAPAAa H yMeHbUICHHEM CepAeuHOro:
phiGpoca.

Yacroe pasputie nHpapkra muokapaa (MM) Ha done rumepromiue-
ckoit 6osesnd (I'B) ormeueHo mMHormmu asropamu [4, 9]. Ha Tenmeniumo
K CHHJKEHHIO apTepHasbHoro AaBienusi (AJl) y Goapnsix I'B mocae mepe-
HeCeHHOro WH(}apKTa, 4YTO HepelKO BBHIPAKaeTcs B JUIHTEJBHON H CTOMKOIX
HOpMAaJIH3alHH H CBH/ETENBLCTBYET O MNPOrpeccHpYIOUIeM CHHKEHHH COKpa-
THTEJbHOA (YHKUHH I'HNEPTPOMHPOBAHHOA MBIIILLI CEPAllA, YyKa3biBaJH
A. JI. MsicuukoB [6] u H. A. I'batya [2]. Ilpu stom B Hayase GojeBoro
npucryna AJl y HeKOTOPEIX GOJbHBLIX MOXET IIOBBIIATHCS, HO CNYCTA He-
CKOJIbKO 4acoB WJIH JHEHl OHO B OGOJILIIHHCTBE CJAy4YaeB [afaeT U OCTaeTcs
CHH)KEHHBIM B TeueHHe MHOrux MecaueB [5]. Kaxk npaBmio, cHuikaercs Kak
CHCTOJHYECKOE, TaK } JAHACTOJHYECKOe AaBJEHHE, HO CHCTOJHYECKOoe B 60Jb-
weii crenenu [10].

HccaeoBaHHIO reMOAHHAMHYECKHX H3MCHEHHH y OOJbHBIX C IOCTHH-
()apKTHHIM KapAHOCKJEPO30M, KaK HMEIoIHX B aHamHese I'B, Tak u Ge3
Hee, NMOCBsLLEHO MHoro pabot [8, 13]. Oxnako Bonpoc 0 MeXaHH3Max CHH-
xenusi AJl y 6oabHbIX, nepeHecminx MM, B oTaazeHHOM NepHOAE OCTAETCS
He BrojiHe sicHbiM. OJHH aBTOPH OOBACHAIOT 3TO YMEHbLIEHHEM CepAeyHO-
ro Beibpoca [1, 10], Apyrue—H3MeHeHHeM TOHyca nepH(epHYECKHX cocy-
a08B [8].

YuuTHIBas Pa3HOPEYHBOCTb AaHHBIX JIHTEPATYpPbLl, Mbl 3alaJHCh LEJbIO
H3YYHTh FeMoJMHaMHyecKHe CABHrH v 6oabHEIX, nepexecix UM, n Baus-
HUe nokasaTtesell reMogHHaMHKH Ha AJl B mocTHH(apKTHOM NEpHOJe.

Uccnenopanns nposejersl y 100 60abHEIX ¢ MOCTHH(APKTHBHIM Kapauo-
ckaepo3oM B Bo3pacre or 40 no 77 Jet, u3 Koux 76 GoapHeix 10 MM crpa-
namu B, y ocransueix I'B B anamHese oTcyTcTBOBasa. BoJabHble GBIIH NOA-
paszeienbl Ha 3 rpynnel: [-—c MOHWXKEHHEM HJIH HOpMajiH3auHeH ALl mo-
cie nepenecenHoro UM, II—6oabubie, y kortopeix AJl mocie nepeHeceH-
Horo M He npertepnesio ocoduix Hamenenus, III—G6oapHble ¢ NOCTHHOAPKT-
HBIM KapAHOCKJepo3oM Ge3 mpemmectsyiome#r UM I'B.
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