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Tpombocunnusa Kak npuymHa TpomMO603a NEroYHbIX apTepmn

C.W. OBuapeHko, E.A. CoH, E.A. OkunweBa, U.M. KoponéBa

Kadhenpa cpakynbtetckon Tepanum Ne 1,
Kadpenpa nydesown gnarHoctukm u nyyeson tepanum MMA um. U.M. CedeHoBa

BaxHOCTb Npobnembl BEHO3HOro Tpomb03a 1 NEroyHon ambonum B NpakTMke Bpaven MHO-
rmx cneumnansbHOCTEN He Bbl3blBAe€T COMHEHUN.

MpUMEHUTENBHO K MYNIbMOHOMOMMN NOHATME TPOMB03a HENOCPEeACTBEHHO CBA3AHO C NOHS-
TMem Tpomboambonun néroyHon aptepun (TINA).

TOJ1A — 3TO OKKMO3NSA apTepuarnbHOro pycrna nérkux Tpomoom, nepBnvHO obpas3oBaBLUNM-
csl B BeHax 6onbLioro kpyra kpoBoobpalleHus, nnbo B NOMOCTSX NpaBoOro otaena cepaua v Mur-
PUPYIOLLMM B COCYabl NErKUX C TOKOM KPOBW.

OpaHako, NoMMMO TPOMBO3IMBONMM NErOYHON apTepUN, MOXET BCTpeYvaTbcs 1 e€ TpoMbo3,
KOTOPLIN pa3BMBaETCs CYLLECTBEHHO pexe W BO3HMKaeT in situ B ANCTanbHbIX BETBAX apTepuin B
YCINOBUSIX 3aCTOsi KPOBM M MonuvumMTeMumn (Hanpumep, npyu nopokax cepaua) u y XeHLWUH, NpuHu-
MaloLLMX opanbHble KOHTpauenTuBbl. [MoMnMo aToro, ocoboe BHUMaHWE 3acny>XMBaeT paccMoTpe-
HWe COCTOSHMS, NPY KOTOPOM TPOMBO3bl BO3HMKAIOT MpU HegocTaTke (pakTopoB NMPOTUBOCBEPThI-
BatoLLen N pUbPUHONUTUYECKON CUCTEM, U ONpeaenseTcs NoOHATUEM «TpoMbodnnusa».

B HacToswee Bpemsa BblAensitoT 60NbLIOE YNCIO NEPBUYHBIX (FEHETUYECKN OBYCnoBneH-
HbIX) TPOMBOMUNNIA, OTRIMYAOLWMXCA APYr OT Apyra No 3TUOMNOMMK, XapakTepy HapyLIeHUn B CUC-
TeMe remocTasa. Minnictpauuen ogHOro U3 Takmx COCTOSIHUIA SBSieTCA crieaytolee KIMHn4eckoe
HabnogeHwue.

BonbHas C., 49 net, noctynuna B KnuHuKy cakynbTeTCKON Tepanun n MHTEPBEHLMOHHOW
kapanonorum MMA um. .M. CeueHoa 09.01.2007 r.

>Kano6bl Npu MOCTYNMEHUN: HA OAbIWKY NPU MUHUMAIbHON OU3MYECKON Harpyske, KOslto-
wne 60nn B HWXKHUX oTAenax rpygHon KneTku, yCunueawLwmnecs npy ABMXKEHUSAX, Kawne u rnybo-
KOM [ObIXaHWW. NpUCTYynoobpasHbi Kallenb ¢ TPYAHO OTAENsiEMON MOKPOTOW, YCUMMBAIOLLMIACS B
NONOXeEHMN Nnexa, NnoBbilleHne Temnepatypbl Tena go 37,5 °C, noebiwenne Al o 160/90 mm pr.
CT., 06Lyto cnabocTb, MOBLILLEHHYIO YTOMSISEMOCTb.

BonbHas npoxnsaeT B Mockse, nMeeT BbicLlee oOpa3oBaHue. B TeyeHue xnsHu paboTtana
OGyxrantepoM un npogomkana paboratb NO JAaHHOW CNeumanbHOCTU HA MOMEHT rocnuTanuaauun.
MaTepu 6onbHoW 74 roga, cTpagaeT pakoMm MOSIOYHON Xenesbl, oTel 78 neT, cTpagaeT XpoHuye-
CKMM BPOHXMTOM, rMNePTOHNYECKOM BonesHblo. bonbHasa 3aMmyxeM, eTen He nmeeT No cobCTBeEH-
HOMY >xenaHuto. He KypuT, ankoronem He 3noynotpebnser.

N3 nepeHecéHHbIX 3aboneBaHnii: OTMeYaeT YacTble NPOCTyAHble 3aboneBaHusa ¢ AnuTenb-
HbiM cybdebpunmuteTom. B 2005 r. Obin BbiABNEH ayTOMMMYHHbIA TUPEOUANT, CMELLUAHHbIN 3yTH-
peounaHbIn 306 1 cT.

M3 aHamHe3a 3aboneBaHuUs M3BECTHO, YTO cuyuTaeT cebsa 6onbHoMn ¢ uonsa 2005 r., koraa
cTana oTMevaTb nepuognyeckoe NosiBriEHNE Cyxoro Kalluns, no noBoay 4ero He obcnegosanach U
He neuunack. B uione 2006 r. nosBunack Hapactatowasa cnaboctb, cybdpebpunbHas Temnepary-
pa, yeununcsa HenpoayKTUBHbIV Kawenb. MNocne ambynatopHoro o6cneaoBaHnsa Goina gMarHocTu-
poBaHa NPaBOCTOPOHHAS HWXKHeZonesas NHEeBMOHMS (puc. 1) n npoBenéH Kypc aHTMbakTepuarb-
HOWM Tepanuu, Ha OOHe Yero Npu peHTreHorpadmm opraHoB rPYAHON KNETKWN BbiBEHa HeKoTopas
nonoxurtenbHas aMHamuka. B ceHTsi6pe 2006 r. oTMEYEHO yCuneHue Kawwns, NoSABIeHne KOMLwmx
Gonen B GOKOBbIX OTAenax rpyaHOM KNeTkM npwu rnyboKOM AbIXaHUM U PEe3KUX ABWKEHUSIX.
15.10.2006 r. oTMe4yeH nogbém Temnepatypbl 4o 38,5 °C, ycunenue kawnsi, 6onen B rpygHomn
KneTke, nosBreHne KpoBoxapkaHbs, oablwkn. bpuragon CMI rocnntanuanposaHa B NKb Ne 11,
roe nocrne obcneaoBaHUA 1 NpoBeaeHNSA peHTreHorpadun opraHoB rpyaHON KNeTku (puc. 2) guar-
HOCTMpPOBaHa NEBOCTOPOHHASA HWKHegonesasi NHEBMOHUA. Ha doHe npoBoaMMon aHTUBUOTMKO-
Tepanum cocTtosiHne 6ONbHOM HECKONBKO YNy4dlmnock, ogHako 1 Hoa6psa 2006 r. BHOBb OTMEYEHbI
3anM304bl KpOBOXapKaHbs, NOOBEM TemnepaTypbl Tena Ao pebpunbHbIX 3Ha4YeHun, ycunexHme 6o-



new B rpyaHon kreTtke. Ha peHTreHorpamme opraHoB rpyaHown KreTku (puc. 3) oTMeYeHo nosiBrie-
HWEe NEeBOCTOPOHHEro nneBpanbHoro Bbinota. Mo pesynetatam KT rpygHonm kneTku 6e3 KoHTpa-
CcTnpoBaHua (puc. 4) agnarHoctTupoBaHa TpomMb0oambonms cybcermeHTapHbIX BETBEW NErOYHON ap-
Tepun, ABYCTOPOHHAS NONMCEermeHTapHasa MHapKTHas NHEBMOHMS, ABYCTOPOHHUI NMneBpanbHbIn
BbINOT. NMpoBoannack aHTMOakTepmanbHasa Tepanus, nedeHne aHTukoarynsHtamm (pparmmn 5000
E[/cyT). Ha atom ¢hoHe camoudyBCTBME YyNy4yLLIMNOCh, TeMnepaTypa Tena HopmanuaoBanacb, Kpo-
BOXapkaHbe He peunanBmpoBano. B novckax nctovHmka tpomboambonum nposegeHo Y3 cocy-
[OB HWXKHUX KOHEYHOCTEN (MCTOYHMK HEe OBHapyXeH), Npu nabopaTopHOM 06CnegoBaHNN OaHHbIX
3a BacKynuTt He nony4yeHo. NMpu nposeaeHun ArAC, KonoHockonun, GPOHXOCKOMMUU OHKONaTONormm
He BbifABNeHo. Nocne BbiN1CKM YyBCcTBOBana cebsi yaOBNeTBOPUTENbHO, OAHAKO OTMeYarcs npu-
CTynoobpasHbI/ CyXOM Kallerb, COXpaHsanach criabocTb, oabllKa MpU He3Ha4yuTenbHON dusnye-
CKOWM Harpyske, 60M1 B HWKHUX oTAenax rpygHon KneTku Npu AblXxaHuu, Kalne, pe3knx OABMKEeHU-
sx, B ¢Ba3n ¢ Yyem 09.01.2007 r. 6onbHas 6bina rocnutanuanpoBaHa B KnvHuKy dhakynbTeTcKomn
Tepanun n nHTepBeHumoHHon kapagmonorum MMA nm. U.M. CeveHosa.

Mpn nocTynneHmn coctosiHue B60NbHOM OTHOCUTENBHO yaoBneTBopuTenbHoe. PocT 168 cm,
Bec 68 kr. TemnepaTtypa Tena 36,9 °C. Y 20 B MyH. KoXXHble NOKPOBbI YNCTbIE, OOLIYHONM BraXHO-
CTW N okpacku. MNMepudepunyeckne numarnyeckme yanbl He yBenuyeHsl. OTMeYaeTcs HekoTopas
rmMnepMobuMnbHOCTb B NyYe3anscTHbIX cycTaBax. [1pn nepkyccun nErkux — nNputynineHve nepky-
TOPHOro 3ByKa B 6a3arnbHblx OTAenax ¢ 06enx CTOpoH, Npy aycKynbTaumm B NErKMX Ha oHe XecCT-
Koro AbixaHus — B 6a3anbHbIX oTAenax nérknx ero peskoe ocnabnexHme, ¢ 06enx CTOPOH B HMDKHUX
oTgenax BbICMyLWMBAETCA WyM TPEHUS NMeBpbl. TOHbI cepaua SACHbIe, PUTMUYHbBIE, LWYMOB HET.
YCC 90 ygapos B MuH. Al 120/70 mm pT. cT. 2KnBoT nmeet oTBucnyto opmy, npy nanbnaumm
MArkuin, 6e360ne3HeHHbIN, NeYeHb He yBenu4veHa, BbICTynaeT MU3-nog Kpas pebepHon ayrm Ha 1
CM, ceneseHka NepKYyTOpPHO He yBenunyeHa. CMMNTOM NOKOMa4YnMBaHusA oTpuuaTtenbHbii ¢ 06eunx
cTopoH. LmuToBMaHas xenesa npu nanbnauum He yBenuyeHa. B HeBponornyeckom crtatyce 6e3
04aroBOW Y MEHWHreanbHOM CUMMNTOMATUKMN.

B obwem 1 BuoxummyeckoM aHanm3ax KpoBW OTKITOHEHWI OT HOPMbl HE BbIsIBNIEHO. B um-
MYHOIOrM4YeCcKOM aHanuse Kposu obpaliano Ha cebs BHMMaHue nvb He3Ha4YnTEeNbHOE MOoBbILe-
Hue Ig A go 350 mr/gn (HopmaneHble 3HavyeHnst 50—300). AHanu3 mouu 1 Kana — 6e3 naTonoruu.

O6Lwmin aHanM3 MOKPOTbI: BA3Kast KOHCUCTEHLMS, CITIM3UCTO-THONHbLIN XapakTep, NeNKouunTbI
10-30-50 B none 3peHns, MeECTaMn B CKOMMEHUSX OO HErycroro, 3apuTPOUUTbl — €OUHWUYHbIE B
npenaparte, aNUTENUA UUANHOPUYECKUA — MHOFO, 3NUTENUN MIOCKUA — HEMHOro, Makpodarm —
MHOro, 3o03mHodunel mectamn 0—1—3 + pacnag, cnvpanen KypwmaHa HeT, kpuctannsl Lapko-
JlegeHa HEMHOrO; KNeTKN cepaeyHbIX NOPOKOB, 3facTUYeCKMe BOSOKHA, aTUMUYHbIE KIEeTKU, MU-
kobakTepum Tybepkynesa — He HavaeHbl. Mpy 6akTepnonormyeckom aHanmse MOKpPOTbI BbiSiBIEH
pocT Candida sp. 105.

Mpn npoBegeHUN CTaHOAPTHOW Koarynorpammbl OTKIIOHEHUI OT HOPMbl OTMEYEHO He Obl-
no: AYTB 0,93 (HopmManbHble 3HaveHus 0,75-1,25), npotpombuHoBbIN uHaekc 104 % (Hopmanb-
Hble 3Ha4yeHns 86—110 %), dubpuHoreH 2,87 r/n (HopmanbHble 3HadeHusa 1,8—4,0 r/n), pacTBopu-
Mble komnnekcobl pnbpnHmoHomepos (PK®M) 0,360 (HopmarnbHble 3HadeHns 0,350-0,470), Tpom-
6uHoBoe Bpems 31 ¢ (HopmanbHble 3HadYeHusa 27-33 c).

Mapkepbl CUCTEMHbIX BaCKyJIMTOB HE OTKMOHSIINCL OT HOpMarbHbIX 3HadeHun: CANCA (AT
K npotenHase 3) 1,07 ea/mn (HopmanbHble 3HadeHna 0-5), pANCA (AT Kk muenonepokcugase)
2,11 eg/mn (HopmarnbHble 3HavyeHus 0-5).

Mpwn peHTreHorpadum opraHoB rpygHON KIeTKU B S2 BEPXHEN 40NN NpaBoro NErkoro onpe-
OenseTcsl y4acToK YNSOTHEHUS] NErOYHOM TKaHW pasmepom 2 i 2 cM, B OpPYrMX oTgenax nérkmx
CBEXNX 04YaroBbIX U WHMUNBTPATUBHLIX U3MEHEHWUI He BbIsIBNIEHO. KOpHM NErkux CTPYKTYPHBbI.
IOunadparma pacnonoxeHa Ha ypoBHe nepegHero otpeska 5 pebpa. NneBpanbHbie CUHYCbl CBO-
6ogHbl. Cepaue n aopTa PEHTreHONOrMYeckn He M3MEHeHbl. Y4YuTbiBas Hanvyne B aHaMHese
TOJ1A, peHTreHonormyeckasa kapTmHa MoOrfa CoOTBETCTBOBaTb NOCTMHGAPKTHOMY nbposy mnm
WMHapPKTy BepxXHEN Jonn NpaBoro Nérkoro.

Mo pgaHHbIM KT opraHoB rpygHon knetkm ot 17.01.07 B 6 cermeHTe npaBoro Nérkoro cyb6-
nnespanbHO onpeaensdeTca y4acToK YNNOTHEHUSA HenpasuibHOW OPMbl, HEOLHOPOAHOW CTPYK-
TYpbl C TXKaMM K KOCTarnbHOW nnespe. AHANOMM4YHble y4acTKM MEHbLUMX pa3mepoB onpeaensaTcs
B 8 cermeHTe npasoro nérkoro n B 10 cermeHTe neeoro nérkoro. B 6asanbHbix otaenax obounx
NErknx onpeaenslTCsd MHOXeCTBEHHble ydacTkun dubposa. [MHeBMaTmsaunsa n Backynapusauus
NEroYyHon TKaHW Apyrux OTAEnoB He uameHeHa. B neBon nneBpanbHOW NOMOCTU onpeaensdercs



HebonbLIOEe KOMMYECTBO XNOKOCTU C OCyMKOBaHMeM B 3agHe-6asanbHom oTgerne. Busyanuasupo-
BaHbl NPOCBETbI KPYMHbIX BPOHXOB A0 YPOBHSA cerMeHToB. CTPYKTYpbl CPeAOCTEHUS, KOpHEN nér-
Knx guddepeHumpoBaHsbl. NpusHakoB numdoageHonatum HeT. Cepaue o6bIMHOM KOHUIypaLmu,
pasmepoB. Nepukapg TOHKMIA. AopTa, NEroYHbIN CTBOM M X BETBU He paclumpeHsbl. Mpu BHYTpU-
BEHHOM BBeEHMM KOHTPACTHOro npenaparta AedeKkToB KOHTPacTUPOBaHWUS B CUCTEME NEroYHbIX
apTepun He BbisiBNeHo. 3akntoveHune: KT-kapTuHa, BeposiTHee BCEro, NoCTUHAAPKTHBIX Yy4acTKOB
nbpo3a. J1IeBOCTOPOHHUI OCYMKOBaHHbIN BbINOT. Y6eantenbHbIX AaHHbIX 3a TOJIA He nonyyeHo
(pwuc. 5).

Ha 3KI putm cmnHycoBbin, npaBunibHbIn, YCC 91/MuH, ropmsoHTansHoe nonoxexHne 30C, B
rpyaHbix otBegeHunsax RVS > RV6.

Mpn axokapanorpadum NpMsHakoB runepTpodun 1 gunatauumn oTaesnios cepaua, Hapylle-
HUIM NOKanbHOM N OBLLLEN COKPATMMOCTK, NEFOYHON rMNEePTEH3NN BbISIBIEHO He 6bino. OgHako 06-
pawano Ha cebsi BHMMaHWE Hannyme OOMNOSHUTENbHOW XOopAbl B NEBOM Xenyaoyke, HesHauu-
TeNbHOM HEMNOCTOSHHOW aopTarnbHOW, MUTPAaNbHON N TpUKycnnaansHoW peryprutaumm 1 cT., YTO B
coyeTaHuun ¢ rmnepmMobunbHOCTBIO B Ny4e3ansCcTHbIX CycTaBax, OTBUCION (DOPMON XMBOTa MO3BO-
n§ano 3anogo3putb Hanuvme y 60nbHON CUHAPOMA AUchnasnm cCoeaMHUTENbHON TKaHW.

B cBA3n ¢ Hannumem y 60nbHON oabILKK BbINO NPOBEAEHO UccneaoBaHne yHKUMM BHELU-
Hero AbIXxaHusi, N0 pe3ynbTaTOM KOTOPOW BbISIBNEHb! NULWb YMEPEHHbIE BEHTUNALUNOHHbIE Hapy-
weHus pectpuktnaHoro tuna: XEJ 76 %, OPB1 75 %, MOC 25-76 %, MOC 50-87 %, MOC 75—
79 %, O®B1/KENN 83. Nocne wnHranauwm 6epoagyana: O®B1 77 %, MOC 25-74 %, MOC 50-78 %,
MOC 75-54 %, O®B KEJ1 79. Takum obpasom, nmerowlasics y 60nbHOM ofplllika, BeposTHee BCe-
ro, 6bina obycnosneHa rmnepBeHTUNSALMOHHBIM CUHOAPOMOM.

Mpn npoBeaeHnn Y3 opraHoB BpHOLLHON NOAOCTU NPU3HAKOB NaTOMNOrMYECKUX U3MEHEHWI
He oBHapyXeHo.

B pamkax noucka MCTOYHMKA BO3MOXHOW TPOMBOIMOBONMM GONbHON B KIMHUKE MOBTOPHO
Obino BeinonHeHo Y3 cocyqoB HUMXKHUX KOHEYHOCTEN: MPU3HAKOB HapyLUeHUs1 MPOXOoaUMOCTH
rnyBGoKNX N NOAKOXKHBIX BEH HUXKHUX KOHEYHOCTEN HE BbISIBMEHO.

B cBsA3n ¢ Tem, 4yTo y OONbHOWM UMENNCb NPU3HAKN peuuaMBupytolero Tpombo3a BeTBel
NEroYyHoOn apTepmmM 1 ¢ Y4€TOM TOro, 4TO Npwu TwaTtenbHom obcnegosanum kak B KB Ne 11, Tak u B
KnuHuke dakynbTeTckon Tepanum U MHTepBeHUuoHHon kapguonorumn MMA um. N.M. CeueHoBa
WCTOYHUK TPOMBO3MBONUKM He OOHapyXXeH, OaHHbIX 3a CUCTEMHOE 3aboneBaHue COeaANHUTENBHOM
TKaHW, OHKOMATONOMNI0 He Nony4YeHo, Hanbonee BeEPOATHbIM NPeACTaBNANOCL Hannyne y 60nbHoOwM
naTonornn CBEPThIBAKOLLEN CUCTEMbI KPOBU, B CBS3M C YEM OHa Oblna HanpasneHa Ha KOHCyNbTa-
uuto B NemaTtonornyecknn HaydHbln ueHtp PAMH (THL PAMH) u JlabopaTopuio MonekynspHom
reHetukn MMA um. .M. CedyeHoBa.

PaclumpeHHas koarynorpamma, BbinonHeHHaa B MHL, PAMH, BbisiBuna 3HayuMTensHoe no-
BbieHue ¢paktopa VIl cBépTbiBaHMs kKpoBu 00 232 % (HopmarnbHble 3HadeHua 70-150), Toroa
KaK Bblpa)XEHHbIX OTKMOHEHW OT HOPMbl OCTasbHbIX NOKasaTenewn 3aperncTtpupoBaHo He 6bino:
AYTB 28 ¢ (HopmarnbHble 3HaveHus 0o 34 c), npotpombuHoBbI nHaekc 113 % (HopManbHble 3Ha-
yeHna 70-130), TpombuHoBoe Bpemsa 18 ¢ (HopmanbHble 3HayeHusa 17 c), pmbpuHoreH 2,8 r/n
(HopmanbHble 3HaveHus 1,8-3,5), aHTuTpoMOuH Il 70 % (HopmanbHble 3HaveHus 75-125), Xlla-
3aBUCKMMbIA pNBPUHONN3 7 MUH (HOpMmarbHble 3HaveHust 4—12), daktop doH Bunnebpanga 100
% (HopmanbHble 3HaveHus 50—150), arperauusa TpombouuTOB B Npeaenax Hopmel, npotenH C 149
(HopmaribHble 3HaveHusa 70—140), BON4aHOYHbIN aHTUKOArynaHT OTpuLaTeNnbHbIN.

AHanuna reHeTUYecKMx MNoNMMOPMU3MOB BbISBUI Hanunyme y OOIbHOW: reTepo3vroTHON
dopMbl MyTaLmK reHa V dhakTopa CBEPTbIBAHWSI KPOBU M TOMO3UITOTHOM hOPpMbI MyTauumn reHa me-
TuneHTeTparngpodonartpenykrasol. B cBsA3M € TeM, 4TO MeTuneHTeTparmgpodonatpeaykrasa
yyacTtByeT B MeTabonname METUOHMHA, HanMune MyTauuin B reHe JaHHOro oepmeHTa obycnaenu-
BaeT pa3BuUTME rMNEepromMoLNCTENHEMUM, YTO ABNAETCHA AOMNOMHUTENbHBIM (PakTOPOM MOBbILLEHHO-
ro Tpomb6oo6pa3oBaHus.

Mo pesynbTatam npoBedéHHOro obcnenoBaHus B [eMaTONOrMYeckoM Hay4YHOM LIEHTpe
PAMH 6bino cchopmynmpoBaHo crnegytollee 3aknoyeHue: y 60nbHoM KOMOUHMPOBaHHAs remaTo-
reHHasa Tpombodunua, obycrnoeneHHasi BbICOKMM ypoBHeM cakTopa VIII ceBEpThiBaHWUS KpOBU, My-
Taumen reHa V cdaktopa (daktop Leiden), reTeposurotHas copma, MyTaumen reHa MeTUNEHTET-
parmgpodonartpenykrasbl — romo3urotHast popma. M'mnepromoumcTtenHeMus. I'mnepkoarynsiLmoH-
HbIi cMHAapoMm. [laHbl pekomeHgaumm no nedvenuto: 1) Beccen ya ® 600 JIE 10 nHbekumin B Tede-
Hue 10 gHewn, 3atem 250 JIE (B kancynax) no 1 kancyne 1 pa3 B AeHb B TedeHne 3 mec. Kypchl 3



pa3sa B rog. 2) Tpom6o ACC 50 mr 1 pas B cyTku. 3) AHTMUCTaKC 2 Kancynbl yTPOM HaTouwlak 1 pas B
OeHb B TeyeHne 3 mec. Kypcol 3 pasa B roa. 4) AHrmoeut no 1 Tabnetke 2 pasa B AeHb 3 Mec. 5)
HasHayaTb HenpsiMble aHTUKOArynsiHTbl — aHTaroHMCcTbl BUTamMmmnHa K (cuHkymap, BapdapuH) npum
AaHHOM BuAae TpomMbounumn He pekoMeHAYeTCs BO U3bexaHNe reMopparnyeckmx OCrNOXHEHUN.

Beccen [lya ® (cynogekcun) npeacrtasnsieT cob0OM eCTEeCTBEHHY0 CMeChb ABYX rMUKO3amu-
HornukaHoB ([AlN), cocTosiLyt0 U3 BbICTPOTEKYLUEN CPeAHEHU3KOMONEKYNAPHOW renapuHonogo6-
Hon cppakumm (80 %) n gepmaTtaH cynbdaTta (20 %). 3T oTpmuaTenbHO 3apsKeHHble cynbdaTn-
poBaHHble MyKononucaxapuabl 06ragatT LWMPOKUM CreKTPOM BMONormyeckon akTMBHOCTU U OKa-
3bIBalOT KOMMMEKCHOE BNNSIHUE Ha CTEHKM COCYAO0B, BA3KOCTb U COAepXaHne NMNnaoB B KPOBU, Ha
COCYAMCTYIO NMPOHULL@EMOCTb U FreMOANHaMUKY (OCOBEHHO B MUKPOLMPKYNATOPHOM pycre), a Tak-
X€ Ha pasfnnyHble 3BeHbS CUCTEMbl remocTa3a — CBEPTbIBAEMOCTb KPOBW, aAresvio 1 arperaumio
TpomboumnToB, hmbpuHonua. Cynogekcma aBnsieTcs HaTyparnbHbIM NPOAYKTOM, BblAENEHHbIM U3
CMM3NCTON OBOMOYKM TOHKOIO KULIEYHMKA CBUHbW. KOMMMEKCHbIN MeXaHW3M AeNCTBUS OAaHHOro
npenapaTa obycnoBrieH ero ABYXKOMMOHEHTHbIM COCTaBOM: BbICTpOTEKyLan renapnHonogobHas
dpakuma nmeeT cpoacTBO K aHTUTPOMBUHY Il — pmusnonornyeckomy aHTUKoOarynsiHTy, y4yacTtByto-
LLieMy B TOPMOXEHUW npouecca CBEPTbIBAHMSA KPOBUW, a iepMaTtaHoBas pakunst umeeT CpoACTBO
K kodakTopy renapuna Il — BTopomy nHruomntopy TpomoumHa. Taknm obpasom, npenapar okasbiBaeT
aHTUTpoMboTU4eckoe, NPOPUOPUHONUTUYECKOE, aHTUKOArynsaHTHOe M Ba3OoNpOTEKTUBHOE BUAbI
AENCTBMSA Ha YPOBHE MaKpO- 1 MUKPOCOCYAOB.

AHTUCTaKC npeacTaBnsAeT CoBON SKCTPAKT U3 KpacHbIX NINCTbEB BUHOrpaga, coaepxalumx
dapMakonormyeckn akTvBHble (naBoHOUAbI, OCHOBHbIMU W3 KOTOPbIX SBMASKOTCA KBEpPLETUH-
FMIOKYPOHUA, 1 n3okBepueTuH. NpenapaTt okasbiBaeT 3awuTHOe AENUCTBME Ha ANUTENui CocyaoB
(ctabunusmpyeT MemMbpaHbl) 1 yBenM4MBaeT 3NacTUYHOCTb COCYAOB (HOpManuayeT COCyaMCTYHO
NPOHNLAEMOCTb).

AHMMOBUT — KOMMMEKC BUTAMWHOB MMPUOOKCMHA ruapoxropuaa, onMeBon KUCNOTbl U
unmaHokobanamuHa. lMpenapaT CHWXaeT ypoBeHb FOMOLMCTEWHA; CHUXAeT PUCK BO3HUKHOBEHWUS
nwemmnyeckom 6onesHn cepaua 1 ronoBHOMO Mo3ra, a Takke TpOMB030B pasfMYHON Nnokanuaauumn.

Ha c¢oHe npoBogumon B knvHUKe Tepanuu (npectapuym 4 mr ytpom, Bepanamun 80 mr 3
pasa B AeHb, pparmuH 5000 ELl nogkoxHo, knoHasenam 2 mr 1/4 Tabn. Ha Houb, Koakcun 12,5 mr
1 Tabn. 2 pasa B AeHb, B CBA3N B C BbigBAeHneM B MokpoTe Candida sp. — HuctatuH 250 Teic. E[]
2 Tabn. 4 pasa B geHb, npenapathbl, pekoMmeHgoBaHHble B HLL PAMH, kypc neyebHon gbixaTtenb-
HOW T’MMHACTUKN) COCTOSIHME OONMbHOM YNy4dLWNIOCh, Kallenb NpakTU4eckn He BecrnoKkouT, Komto-
wme 6onu B rpygHON KneTke 3Ha4YMTernbHO YMEHbLUMIIUCL, TeMnepaTtypa Tena B npegenax Hopmbl,
UCC 64-84 yo/mMuH, npu ayckynbTauum NErknx ObiXxaHWe BE3WKYNsipHOe, NPOBOAUTCS BO BCE OT-
A€enbl, Xpynbl HE BbICNYLUMBAKOTCS.

Takum 06pa3om, yunTbiBas AaHHble aHaMHe3a, KNMHUYECKYIO KapTuHY, AaHHble nabopa-
TOPHbIX MCCNeoBaHUN, OKOHYaTEeNbHbIN AnarHo3 Obin chopMynMpoBaH criefyowmmMm obpasom:
KOMOMHMpPOBaHHaA rematoreHHas Tpombounusa, obycrioBrieHHas BbICOKMM YPOBHEM dakTopa
VIII cBépTbiBaHMA KpoBW, MyTaumen reHa V dakrtopa (daktop Leiden), reteposurotHas dopma C
MyTauuen reHa meTuneHTeTparngpodonaTpeaykrasbl, roMo3nrotHaa cdopma. 'mnepromoumncTen-
Hemus. MnepkoarynaunoHHbli cnHapom. MNonucermeHTapHas nHdapKTHas NHEBMOHUA C foKanm-
3aumen B S6, S8 npasoro nérkoro 1 S10 neBoro Nérkoro, OCNoXHeHHasa BbINOTOM B NEBYIO NIeB-
parbHYy0 NONoCTb. XPOHUYECKMIA KaTaparbHbI 6poHXUT B hase obocTpeHusi. ATepockriepos aop-
Tbl. [MnepToHnyeckasi 6onesHb Il cT., 1 cT. noBbiWeHna All, cpegHero pucka. CMHAPOM gucnnasum
COEANHUTENBHOW TKaHMW.

Mocne BbINUCKN M3 KIMHUKM aMBynaTopHO HayaTo fiedyeHne no BbllWEenpUBEAEHHON Cxeme,
Ha ¢boHe KOTOpPOro cCocTosiHMe GONbHOW OCTaBasfioCb YAOBMETBOPUTEMbHbLIM, GOMen B rpyaHOM
KneTKe 1 3anNn3o40B KPOBOXapKkaHbs HE OTMeYanoch, TemnepaTypa Tena Takke octaBarnach B npe-
aenax HopMbl. BonbHasa nocTtosiHHO HabnogaeTca B ematonormyeckoMm HaydHom LeHTpe PAMH,
NpvHMMaeT BCe peKOMeHOO0BaHHbIe Npenaparhbl.

B koHUe npolnoro Beka Gbin BblAENeH Lenblid psan HacneacTBEHHbIX 3a6oreBaHuii, B oc-
HOBE KOTOPbIX NexaT pasfMyHble HapylleHusi remoctasa. IMEHHO NO OTHOLLEHMIO K 3TUM COCTOSI-
HMAM BCE 4allle NpUMEHSIETCS B NOClefHee BPEMsSi OTHOCUTESNBbHO HOBLIN TEPMUH «TpombBodun-
nms».



CornacHo onpegeneHuto, JaHHOMY BpuTaHCKMM KOMUTETOM MO reMaTosfIorM4yeckuM CTaH-
naptam B 1990 r., Tpombodunnusa — BpOXKAEHHBIN UM NpMoBpeTEHHBIN AedeKT remocTasa, NpuBo-
OSLWNIA K BBICOKOW CTENeHM NpeapacnonoXXeHHOCTM kK Tpombo3am.

Tpombodunnmn ocobeHHO CrOXHbI B ANArHOCTUKE, MOCKOJbKY, KpOMe COBCTBEHHO TPOMOO-
30B, OHW HE MMEIOT HUKaKMUX KITMHUYECKUX NposiBneHuin. 3anogo3puTb NogobHy0 naTonorno Mox-
HO, NULWb NpeaBapuUTEnbHO UCKMYMB Apyrne, 6onee yacto BCTpevarowmecs 3abonesaHus, npo-
Tekarowme ¢ obpasoBaHmeM TpoMboB. K Taknum 3aboneBaHMsM OTHOCATCHA, Hanpumep, UHgeKUu-
OHHbIN 3HAOKapAUT, TpoMBoLMTEMNN, aHTUDOCHONUNNOHBLIA CUHAPOM U T. 4.

KnvHnyeckumm opneHTnpamm nNpu BbiIBIIEHUN FreHETUYECKUX hopm Tpombodunmi, B nomny-
NsuMmM B LEenoMm, aBnaiTca Tpomb0o3bl B Monogom Bo3pacte (4o 40—49 ner), peunamBmpyowmn un
OecnpuYMHHBLIN MX XapakTep, HeobblvHas fokanusaumsa TpoMOOo30B (Me3eHTepuarnbHble, Lepeb-
parnbHble cocyabl), HaNU4Me NOSIOXKUTENTbHOTO CEMENHOIO TPOMOOTMYECKOrO aHamMHe3a [1], Tpom-
603kl Nocne TpaBmsbl [2].

Kpowme atoro, A.[l. Makauapus, O.B. buuaase Bbigenvnu daktopbl pucka HacneacTBEHHbIX
TPOMOBOUNUIA Y KEHLUUH: TPOMOO3bl Ha paHHMX cpokax GepemMeHHOCTU, TPombOo3bl Ha doHe
nprMémMa oparbHbIX KOHTPaLEenTUBOB (PUCK NoBbIWAeTca B 5—6 pas), NpMBbIYHOE HEBbIHALLMBAHWME,
recTosbl, OTAMOWEHHbIM CEMENHbIA akyLLIepCKUA aHamMHe3, MEPTBOPOXAEHUA B aHaMHe3e, 3aepx-
Ka BHYTpUyTPOOHOro pasBuTus nnoga, NpexaeBpeMeHHasi OTCrIoNKa HOpMaribHO PaCcNONOXEHHOM
nnaueHTsb! [2].

BputaHckuin KomMuMTET MO rematonorudecknm craHgaptam B 1990 rogy pasgenun Hacnegn-
CTBEHHbIE HapYLLUEHUS CBEPTbIBAHMUS, NPU KOTOPbIX pearibHO CyLLeCTBYeT NOBbIWEHHAs TeHAEeHUNS
K TPOMOO3Y, 1 HapyLLUEHUS, KOTOPbIE TOSNILKO BEPOSATHO CBSI3aHbl C TpoMbodunuen:

*  TOYHO yCcTaHOBMEHHbIE MPUYNHBI TPOMBODUNINK:

. Adedunumnt aHtutpomobuHa Il (1965 r.).

. Dednunt npotenHa S (1984 r.).

. Adedounuut npotenHa C (1987 r.).

. NenpeHosckaa myTtaumsa (1993 r.).
BeposTHble NpnMYnHBI TpOMBOdUNNN:

. dedununt nnasmuHoreHa.

. AdedunuunT akTmBaTopa nnasmMmHoreHa.

. dedununt KodakTopa renapuHa ll.

. dedoununT Xl hbaktopa.

. 136bITOK MHrMbnTOopa dmbpuHonmsa.

. Bbicokui ypoBeHb rnmMkonpoTenHa nnasmbl 60ratoro rucTMamHOM.

. AnccunbpmrHoreHemus.

. [omouymcTuHemums.

ONOO AP, WN=*DOWON-

CornacHo aTon knaccudukauum, Hamdonee YacTbiMM NPUYMHAMU TPOMOBOUNUK ABNAIOTCA
nedunuunt aHtutpombuHa lll, gedrumt npotenHa S, geduumnt npotemHa C 1, oTkpbiTas B 1993 ro-
ay, IlengeHoBckasa MyTauus Unm pe3ncTeHTHOCTb K akTUBMPOBaHHOMY npoTenHy C.

Taknm 06pa3om, UMeHHO 3TK 4 PopMbl HACNeACTBEHHOIO PacCTPOMCTBA reMocTasa, Npex-
e Bcero, criegyeT BKNo4YaTth B Kpyr auddepeHumanbHON ANarHOCTUKN Npu NOAO3PEHMM HA TPOM-
6ochunutio.

YactoTa BCTpPEYaeMoCT! 3TUX «TOYHO YCTAHOBMEHHbIX» Oe(eKTOB remMocrasa, npumBoas-
LLNX K NOBbILLEHHOMY TpoMGoo6pasoBaHuio, pasnuyHa [1] (Tadbnuua).

Mpn Gnwxkanwem paccMOTPEHUM NEHETPAHTHOCTU «TOYHO YCTAHOBIIEHHbIX» OedEKTOB re-
MOCTa3a, CTaHOBUTCH BMOSMIHE OYEBUAHbLIM, YTO M3 4-X BblAeneHHbIX OpM HacneacTBEHHbIX
¢opM, TECHO acCCOLUUPOBAHHBLIX C MOBbLILEHHLIM PUCKOM TpoMbBoobGpasoBaHunsA, ©6e3ycrnoBHO O0-
MUHMpYeT JlemgeHoBckas MyTauusi, NPUMYEM, Kak B NONynsiuMm B LENOM, Tak U Yy NauueHToB C
Tpombo3amu BooOLLe, a Tak e U cpean BonbHbLIX C TPOMBO3amMM B COYETAHUN C OTATOLLLEHHBLIM
CeEMEeNHbIM aHaMHE30M.

JlengeHoBckaa MmyTauus — ogHa M3 OpM pe3ncTeHTHOCTU V pakTopa CBEpPTbIBAOLLEN
CUCTEMbI KPOBU K aKTMBMPOBaAHHOMY npoTenHy C. BnepBble OHa Obina BbisiBfieHa MU onucaHa rpyn-
non y4éHblx, pabotaswmx B 1993 r. nog pykosoactesom Dahlback B ropoge Jlengen (Hugepnah-
abl). OTcloga oHa 1 nony4dnna CBOE HasBaHue «myTauus JlengeHn». B Hopme V dakTtop cBEPTHI-
BalOLLLEN CUCTEMbI KPOBWU MHAKTMBUPYETCA MYTEM €ro pacluensieHns Ha oTAenbHble hparMeHTbl B
306, 506, n T. 4. NO3MUMNAX NOCPEACTBOM KOMMOHEHTOB NPOTMBOCBEPTLIBAIOLLEN CUCTEMBI. Taknm



00pa3om, y 300pOBbIX UL, HE BO3HMKAET MOBbLILWEHMS KOHUEHTpauun V daktopa CBEPTLIBAOLLEN
CUCTEMbI B CbIBOPOTKE KPOBW 1, COOTBETCTBEHHO, YCNOBWI, Npegpacnonaratowmx K NoBbILLEHHOMY
TpomboobpasosaHuto. Becneacteune JlengeHosckon mytaumm B no3uumm 1691 reHa, kogupyroLero
cuHTe3 V hbakTopa, NPpOUCXOAUT 3aMeHa afeHMHa Ha ryaHwH, crneacTBMEM Yero ABMSETCS CTPYykK-
TYpHOE nameHeHne camoro V daktopa CBEPTLIBAKOLLEN CUCTEMbI KpOBK: B 506 NONoXeHun npouc-
XoOuT 3aMeHa aprmHuHa Ha rnytamuH (ArgS506Glu [3]. Mpwu Takon 3ameHe V (hakTop He pacluen-
ngeTcsa ecTeCTBEHHbIM (PM3MOMNOrMYECKMM aHTuKoarynsHToMm npoteuHomMm C B 506 nonoxeHun, kak
3TO MNPOUCXOAUT B HOPME, a CTAHOBUTCS YCTOMYMBBLIM K ero gencteuio [4]. Takum obpasom, cyLl-
HOCTbIO JlengeHoBCKOM MyTaumm aBnsieTca popMupoBaHne pe3ncTeHTHocTn V dhakTopa CBEPTLI-
BaloLLIEe CUCTEMbI KPOBU K aKTUBMPOBaHHOMY npoTenHy C, 4To NpMBOAMT K NOBbILUEHUIO KOHLEH-
Tpauuun V dakTopa CBEPTbIBAIOLLEN CUCTEMbI KPOBWU B CbIBOPOTKE U KITMHUYECKN NpOoaABNsaeTca pe-
LUOMBUPYOLLMMWN BEHO3HBIMW TpOMOBO3amMu 1 TpPOMBO3IMBONMsMN.

Ns3BecTHbl U gpyrue, 6onee pegkue, mytaumm reHa V caktopa: Arg306Thr (KemGpunax),
Arg306Gili (MoHkoHr), mytaums HR2. OgHako B CBSI3M C TeM, YTO pacLuenneHne Mmonekynsl V dak-
Topa B no3suumm 506 npomncxoamt noutn B 10 pas ObicTpee, YeM B APYrnX JIOKycax, a Tak Xe npu-
HUMasi BO BHMMaHWe 4acToTy pacnpocTpaHeHUsa B nonynsumm B Lenom «JlengeHoBCcKon MyTaumm»
— 5,7 %, iMmeHHO myTauma «JlergeH» nmeeT cpeamn HUX HanbornblLlee KIMHUYECKOEe 3HaYeHNeE.

YuntblBasi LUMPOKYKD PacrnpoOCTPaAHEHHOCTb M KIMHMYECKYID 3HAYMMOCTb HacneacTBEHHOW
pe3ncTeHTHoCTU V (pakTopa CBEPThIBAKOLEN CUCTEMbBI KPOBW K aKTUBUPOBaHHOMY npoTeuHy C, eé
anarHoctuka umeet 6onbloe 3HadyeHne. Kpome KnMHUYECKMX OpUEeHTUPOB, OOLINX ANst BCEX Ha-
CNeACTBEHHbIX TPOMBOOMUNNIA, PE3UCTEHTHOCTb K akTMBMPOBaAHHOMY npoTenHy C ycTaHaBnuBaeT-
€51 N0 cnocobHOCTM NNasmbl 60NBHOrO NPOTUBOCTOATL NponoHrMpoBaHuio AYTB, Bbi3BaHHOMY f0-
OaBneHmMeM akTmBMpoBaHHoOro npotemHa C. YyBcTBMTENBHOCTL aHanmsa coctasndeTt 85 %, a cne-
uncmyHocte — 90 %. TOYHOCTb MccnegoBaHMA MOBbILWAETCS Npu Jo6GaBneHWM K TecT-cucteme
nnasmel ¢ geguumtom V daktopa [5]. OgHako HYXHO MMETb B BMAY, YTO UCCredoBaHue criegyeT
NpoBOANTb HE MeHee, YeM yepe3d 2—3 Hedenu Mnocrne 3aBepLlUeHUst aHTUKOarynsaHTHOW Tepanuu,
NpoOBOAUMON B CBA3N ¢ Tpombo3oMm. Mpu norpaHnyHbix 3HaveHuax AYTB ana Bepudukaumm guar-
Ho3a JlengeHoBckon myTtauum nposoautca OHK-aHanuns rena, kogupytowero cuHtes V caktopa
CBEépTbIBaOLLEN CUCTEMbI KPOBU. OTO UCCredoBaHWe, eCTECTBEHHO, MOXXHO NPOBOAUTL Ha )OHEe
Tepanuu aHTUKoarynsaHTamu.
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