1
Poub miiazmagepesa B KOMIUIEKCHOM JICYEHUH OCJI0KHEHU APOKCU3MAIbHOMN
HOYHOM reMOII00MHYPHUH, POTEKAOIIECH B COYCTAHUH C
KaracTpopuyeckuM aHTHGOCGHOTUIIMIHBIM CHHAPOMOM M HACJIEACTBEHHOM

KOMOMHUPOBAHHOM TPOoMOoOduIneit

b.T.I)xymabaesa, H.B.Ilgetaena, JI.C.buprokoBa, C.A.Bacunbes, [.A.CyxanoBa,
B.C.lllaBnoxoB, H.H.Kanunun, N.b. Kannanckas, O.A XynoneeBa

(I'emaronornueckuii Hay4HBIN EHTP, T MOCKBa, tupekTop akageMuk A.M. BopoOneB)

Pe3rome.

IIpeacraBieH  KIMHWUYECKHM  ClIyd4ad  IMAPOKCU3MAJIbHOM HOYHOWU
reMOrJIOOMHYpUH B COYETAaHHMH C KaTacTpOpUUECKUM aHTH(POCHOTUITHIHBIM
CUHAPOMOM U HACIEACTBEHHON TPOMOO(MIHEH, OCTOKHUBIICHCS Pa3BUTUEM OCTPOM
MOYEYHOU HEAOCTATOUYHOCTU, TPOMOOIMOOJIMEH JEroyHON apTepud U TPOMOO30M
ME3EHTEpaJbHbIX apTepuil. AJEKBaTHAasT WHTEHCUBHAs AHTUKOAryJsiHTHAas U
aHTUArpuraHTHas Tepamnusi, Oojbine OOBEeMHBbIN IazMadepe3 C HKBUBAJICHTHBIM
3aMEIICHUEM  CBEKE3aMOPOKEHHOM  IUIa3MOM,  3aMECTUTENbHAs  Tepanus
reMOJIMaTU30M TIO3BOJISIET JIMKBUAMPOBATH TPOMOOTHYECKHME OCIOXKHEHHUS W
BOCCTaHOBUTH (yHKIMIO MOYkH. [Ipu TpomOO3e MeNKUX BETBEH MeE3CHTEPaTbHBIX
apTepuil 0e3 MPU3HAKOB MEPUTOHHUTA U MPU HAIMYUM HEOOJBIIMX OYAaroB HEKPO3a
ONpaBJaHa BbDKUAATEIbHASA TAKTUKA B IPUMEHEHUN ONEPATUBHOIO XUPYPrUYECKOTO
BMEILATEIbCTBA.

KuarwuesBble ciioBa:

[TapokcusmanbHass ~ HouHast  remorymoounypuss  (ITHI'),  karacrpoduueckuit
antudochomunuaabii  cuHapoM (KADC), TpoMOG03MO0nMs JIErOYHOW apTepHuu
(T2JIA), octpas moueunas HemocrtarouHocTs (OITH), Tpom6o3 OpblxkeedHON

aptepu, miazmadepes, rpomoodunus, PAI-1, metunenterporuapodonTpeaykrasa



BBenenue.

[TapokcusmanbHas HouHass remornoOunypus (ITHI) - sto mpuobperennas,
KJIOHAJbHAs (popMa reMOJUTUUECKON aHEMHUHU, CBSI3aHHAsI C UBMEHEHUEM CTPYKTYPhI
MeMOpaHbl ~ IPUTPOLMTOB, HEUTPODUIOB U  TPOMOOIIUTOB, OOYCIIOBIICHHAS
COMaTHYECKON MyTanuen rena ¢ocdatuaminHo3utoi-riaukana kinacca A (PIG-A),
BCIICJICTBUE 4ero HapylaeTcs CUHTE3 TJIMKOIUIUA -
TIHKO3WI(POCHOTUIUITNHOZUTOIA (GPI). Oror rTnuMKoMMIUA HEOOXOAUM IS
dbuKkcanu Ha KJIETOYHOM MemOpaHe 1eioro psjaa OenkoB, B Tom uucie DAF
(CD55), MIRL (CD359). OtrcyrctBue na membOpane sputpouutoB CDS5 u CDS59
MOBBIIIAET UX YYBCTBUTEIBLHOCTh K JIUTHUECKOMY JeHCTBUIO KomIuiemeHTa (C5).

Jna ITHI' xapaktepHa XxpoHUYecKass T€MOJIUTUYECKAsT aHEMMUs, IIPOTEKAIOIast
WHOTJIa B BHJIE KPHU30B, MEPEMEKAIOMIASICS WM IOCTOSHHAsT TeMOTJIOOMHYPHUS H
FEMOCUIEPUHYPHUS. BHYTPUCOCYIHMCTBIM TIeMOJM3 YacTO NPHUBOAUT K Pa3BUTHIO
TpoMOO030B, MPEUMYIIICCTBEHHO B BEHO3HBIX cocynax B 14.4% [1]. B OompmmHCTBE
CJIy4aeB pa3BUBAETCA TPOMOO3 B CUCTEME MEYECHOUHBIX, HIDKHEW TOJI0H, TOPTaIbHOM
U OpBDKEECUHBIX BEH, peke HalomaeTcss TpoMOO3 CHHYCOB TBEPAOM MO3rOBOI
obonouku [2; 3], cene3eHouHod BeHbl. B 22 -25% TpoMOO03 BEHO3HBI COCY/OB
CIIY>KUT IPUYHHON cMepTH 00bHBIX [1]. Tpom603 apTepuanbubix cocynoB npu [THIT
BCcTpedaeTcss penako. OmnucaHbl e€AMHWYHBIE CIydad TPOMOOIMOOIMH KOPOHAPHOM,
JeroYHoM W 1epeOpanbHbIXx aptepui [4]. PaHHSS AuarHocTMKa U JICUCHHE
ocinoxxuenuit [THI" onpenenser nporuo3 60Jie3HU.

[IpuBOAMM KIMHUYECKHM CIydai.

HcTopusi 00/1€3HU U J1eUeHHe.

Y oGomsHoro K.M.H., 17 ner mepBblil 3mu30/1 reMoiu3a HaOmrojancs B jAekadpe
2006r. Ha ¢one ocTporo BHUpYCHOTO 3a00JieBaHHS OTMEUEHO MOTEMHEHHE MOYH,
KENTYIHOCTh KOXH. llallueHT Haxoguics B KIMHUKE MO MECTY JKHUTEJIbCTBA C
JUATHO30M  JOOpPOKA4YeCTBEHHAs  TUNEPOMIHpYOMHEMUs, crearorenmaTur. B
MOCJICYIOIIEM MOCTOSTHHO TI0 yTpaM HaOJrojanach KOpHUYHEBas Mo4a, OOJbHON HE
obcnenoBaincs. B konie aBrycra 2007t Ha GoHE BBICOKOM TeMreparypsl Tena 10 38-

39°C B TeyeHME HECKOJBKO JTHEW Oecriokomia quapesi, 00JIM B MOSCHUYHON 00J1acTH,
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CTaJ OTMEYaTh KENATYIIHOCTh KOKHBIX MOKPOBOB. boibHON OBLUT rOCIUTATIU3UPOBAH
06.09.2007r B KIMHUKY IO MeECTy uTeiabcTBa. Ilpu oOcnemoBaHWM BBISBICHA
anemusi (HB 50r/n, sputpouutsl 2.1x10%12/1), peruxkynouuto3 (36%), Hebombioe
cHWKeHHe ypoBHS  TpoMmOommuToB  (170-190x10*9/m), runepOumupyOuHeMus
NPEUMYIIECTBEHHO 3a cueT HenpsMmou ¢pakuuu. Ha Bropoi nenbp nmpeObiBaHUS B
CTallMoOHape pa3Bwiach aHypud. Tepanus npeaHu30J0HOM 1o 90 Mr B TeueHue 3-X
JHEW HE MO3BOJMJI KynupoBaTh remonn3. I[IpoBoauiiach 3aMecTuTelibHasi Tepamnus
reMOJuaIu30M uepe3 JeHb, TpaHCPy3usi IPUTPOUUTAPHONU Macchl (2 mo3bi). Jms
nanbHeiero oocinenoBanus u JjedeHus B 11.09.2007r OonbHOW nepeBeAeH B
'ematonornyeckuii HayuyHblil 1eHTp. llpu mocTymieHuM coxpaHsjiach aHypus,
cyodeopmibHas auxopanka (37 - 37.7°C), BeipaxkeHHas cinabocth. [Ipu ocMmoTpe
OTMEYajach BhIpAXKEHHAs OJIETHOCTh KOXKU C JKENTYIIHBIM OTTEHKOM, UKTEPUIHOCTh
CKJIep; B HWXXHHUX OTJelax JIETKUX crpaBa Ha (OHE OCIa0JICHHOTO [IbIXaHUS
BBICTYIIMBAJIach  KpEeNUTalus, MpH  BBICIYLIIMBAHUS  CEpPALE  ONMPEACIsUICS
CUCTOJIMYECKHUM LIYyM M0 JIEBOMY Kparo TpyAuHbl, onpenensiach taxukapaus (HCC
96 B MUH), apTepuanbHOe JaBiieHue O0bu10 B HopMme (135/80 mM. pT. CT.); pa3mMepoB
MIEYEHU U CEJIE3CHKHU YBEJIMYEHBI Ha 2 CM.;- CYTOUYHBIN quype3 coctaBiisui 50 - 100mi,
Mo4a OblJIa TEMHO — KOPUYHEBOTO 1IBETA.

[Ipu obGcnenoBanuu: HOpMoxpomHas aHemus (HB 41r/m), perukymorurto3
(41%), xommuectBo JerkonuToB (6.1x10*9/m) u TpombouuToB (200%x10%9/171) OBITH B
HOpMeE; rumnonporeuHeMust (oOmuid  OeloK  CHIBOPOTKH  KpoBu  S1 /1),
runoansOymuHemust (22 r/m); ypoBHU OmnmpyOuHa (12 MKMOJB/I), TpaHCaMHHa3
(AcT 26 w/n, AnT 17 w/n) u menoynoit docdarazer (61 u/m) ObuM B mpenenax
HOPMaJIbHBIX IU(pP; 3HAYUTENIbHOE YBEJIWYEHUE JaKTaTAaeruaporeHassl (1562 w/n),
MoueBUHBI (34.2 MMoOIIb/1T), kpeatunuHa (807 MrMonb/n) u kanus (7,5 mmons/in). B
Moue ompenensuics remocuaepud. CBOOOJHO NMPKYJIUPYIOIIMX AaHTUTEN K
TpoMOouuTam, JeiikonuraMm He BblsBieHO. [Ipsmas nmpoba KymOca oTpunarensbHas.
Tect Xsma u caxapos3Has mpobOa oTpulaTesibHble. B Koarymorpamme mokasaTenu
AUTB (38 cek), nporpomOuHOBEIN uHAEKC (84%), TpomOuHOBOE Bpems (15cek),

¢ubpunoren (2r/m), a Taxke QUINOIOTUISCKUE AaHTHKOATYJISHTHI ObLTM B Ipeneiax
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HOpPMBI, HO oTMeuanoch 3amemiienne Xlla 3aBucumoro ¢pudprnonusa (38 MUHYT) H
ONpeeNsuicsl BOTYAHOYHBIM aHTUKOAryJlsHT B BbicokoM Ttutpe (R =2.5), xots
ypoBeHb Kk kapauonununy (IgG - 3.3 ME/mMinu IgM - 2.9 ME/mit) Obuiu B ipejienax
HOPMAaJIbHBIX 3HAYEHUH, YTO HE HCKIOYaIo pas3BuTue aHtudochomunuaHOoro
cunapoma (ADC).

Ha xomnbrotepHoit Tomorpamme (KT) opraHoB rpyIHOW KIETKH BbISBJICHA
MPABOCTOPOHHSST HIDKHENONeBass THeBMOHUA. [lpu cuuHTHrpaduu omnpeneiaeHo
OYaroBO€ HApYIIEHHWE PErMOHAPHOIO KPOBOTOKA B OOOMX JIETKHX, OOJBIIE CHpaBa.
[To pganubiM Y3UW mnoATBEpkKACHO YBEJIMYEHUE pPa3MEpOB IeUeHHU (JeBast HOJs
116x73mm, npaBast qosst 170x114mMm) u cenezenku (130x50mMm), a TakKe BBISIBICHO
yBEJIMYEHHE pa3MepoB obeux mouek (mpaBas 146x67vm, mapenxuma 21MM; neBas
149x62 ™M, mnapenxuma 19MM) € U3MEHEHHEM CTPYKTYpbl U YMEPEHHBIM
MNOBBIIIEHUEM 3XOT€HHOCTU KOPKOBOIO BellecTBa. [Ipy nyriekcCHOM CKaHUPOBaHHUU
BEH HIDKHUX KOHEYHOCTEM HE BBISIBJIEH TPOMOO3 IEUEHOYHBIX, CENE3€HOYHBIX,
MIOAB3AOIIHBIX BEH U BEH HUKHUX KOHEYHOCTEM, a TAKXKE HUYKHEH ITOJI0N BEHBI.

VYuursiBas Havasio 3a0oieBaHUs C JAMAPEH, JUXOPAAKH, KIMHUYECKHE U
nabopaTopHble MPU3HAKU TEMOJIUTHYECKOM aHEMHUU W Pa3BUTHE OCTPOM MOUYECUHOM
HegocrarouHoctu (OIIH), nusmenenuss va KT u cuunTUrpadun nerkux, BbICTaBJICH
MpeBApUTENbHBIA  AWAarHo3:  OHTepoBUpycHas  uHpexuus.  ['emonuTuko-
ypemuueckuii cunapoM. OIIH. TpombGosmOonus nerounoit aprepuu (TDJIA).
[TIpaBOCTOpOHHSS HUKHEAOJIEBASI THEBMOHUS.

[IprunHa BHYTPUCOCYIMCTOrO TEMOJIM3a OCTABAJIACh HE SICHOW, AyTOMMMYHHBIA €T0
rene3 He moaTBepxkaancs. JlokazarenscTB IIHIT He oOHapykeHo. Bwicokuii TuUTp
HUPKYJIUPYIOLIEr0 BOJIYAHOYHOIO AHTUKOATyJIsHTa M Hanmuue npusHakoB OIIH wu
TOJIA nHe uckmouano pazutue ADPC, 4TO B 3HAUYUTEIHLHOW MEpPE OINPEACIIHIO
71e4eOHyI0 TaKTHUKY y JaHHOro 0OJIbHOTO. Bech KOMILIEKC 3KCTPEHHBIX JIeUeOHBIX
MEPONpPUATUNA OBLT HANIPABJICH HA JMKBUIAIUIO BEIYIIErO0 TPOMOOTEHHOTO CTaTyca.
C mepBoro AHS TOCHUTAIM3AlMKA OOJBHOMY B ['€MaToNOrM4ecKuil Hay4dHBIN ICHTP
MPOBOJMJIACK: AaHTUKOAaryisHTHas Tepanus (remapudn 1no 1000 EJ[ B wac,

KPYTJIOCYTOYHO); Iiazmadepes ¢ 3aMemIeHHEM CBEKEe3aMOPOKEHHOM TUTa3MOi
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(C3II) mo 1 nurtpa; remomuanus; TpaHCQy3US OTMBITBIX IPUTPOUUTOB No2 O3BI,
aMIIepuuecKas aHTuOakTepuanbHas Tepanusa (nedobun nmo 2r B cytku). Ha BTOpOH
JI€Hb Tepanuu y 00JIbHOrO BOCCTAaHOBIJIEH IUYype3, CHUKeHa azoreMusa. Ha 3-5 nenb
HaOmoeHus: cyTouHbid auype3 goctur 4000 — 4500 mu. OmpnHako, Ha S5-M JICHB
nedenus (15.09.2007r.) Ha OHE OTHOCUTEIBLHOIO YIYUIICHHUS COCTOSIHUS OOJIBHOTO
cTaqu OECIOKOUTh OONM B JKUBOTE, 0€3 OMpPEETICHHOHN JIOKaIu3aluud U B3IyTHE
XKUBOTA. Jle)KypHBIMH BpadyaMd HE  MCKJIIOYAJIOCh  JKEIYJIOYHO-KHUILIEYHOE
KpOBOTEUYEHHE, MO3TOMY Oblla yMeHblleHa no3a remapuHa ao 500E/] B yac. B
TEYEHUE CYTOK COXPAHSUIUCh MOCTOSHHbIE OONM B >KUBOTE, OTCYTCTBHE CTYJa,
MeTeopu3M, MoBbilIeHHe Temneparypsl Tena 10 38°C rpagycos. K yrpy 17.09.2007T
YBEJIUYMIIOCH B3AYTHE >KMBOTA, MOSBWINCH CUMITOMBI pa3ipa)k€Husi OpPIOLIMHBI, HE
BBICITYILIMBAJIach MEPUCTANbTHKA KUIIEYHUKA. B remorpamme: reMoriao0uH aepxaincs
Ha ypoBHe 681/, oTmedanach jeikoneHus (1.4x10*9/m1), KoIM4ecTBO TPOMOOIIMTOB
cocraBisuio 196x10*9/n1. B koarynmorpamme ompezensioch ykopouenue AYTB-23
cek, cHwxkenue aktuBHoctn ATIII - 66%, nmporemna C - 45% u S -35% un
oOHapy»)uBaJicsl BBICOKUHN ypoBeHb [l —aumepoB-1950 mkr/n. IlonyueHHble TaHHBIC
YKa3plBIM HAa Pa3BUTUE THIEPKOATYJIALMH, IEINPECCUUI0 NPOTUBOCBEPTHIBAIOIICH
CUCTEMBI U (UOPUHOIUTUYECKON aKTUBHOCTU. A TaKkKe OINPEIEICHO BO3pacTaHUE
TUTPa BOJYAHOYHOTO aHTHKOAryJsHTa 10 R- 2.6, HO 1o mpexHeMy He OOHapY>KEHBI
AHTUTEJA K KapAUOJIUITNHAM.

[Ipu Y3U B OpromrHOM MOJIOCTH BBIABICHO HE3HAYUTEIBHOE KOJIMYECTBO
KUIAKOCTH, OOWJIME Ta30B B KHUIIEYHHUKE, E€IMHUYHBIE MEJIKHE TOPU30HTAJIbHBIE
YPOBHM JKHUJKOCTH B MpOCBETE TOHKOM Kumku. Ha 0030pHON peHTreHorpamme
CBOOO/IHBIN Ta3 B OPIOLIHOM MOJOCTH OTCYTCTBOBaJ. B 3TOT e JIeHb ¢ MOI03pEHUEM
Ha TpoMOO3 Me3eHTEepaJbHBIX COCYJIOB, IEPUTOHUT MPOU3BEIACHA JUArHOCTHYECKas
nanapotromusi. [lpu peBu3uM OpIOMIHON MOJOCTU OOHAPY>KEHbI MHOYKECTBEHHBIC
MEJIKME HEKpPOTHYECKHE y4acTKHM Tomeu kumku ot 0,5 mo 1,5cm B nmamerpe Ha
npoTsbkeHuu  1.5M, ¢ mnepudokasbHBIM OTEKOM U TrunepeMuer 0e3 NpU3HAKOB
neppopauru U mneputoHuTa (pucl). JlaHHasg kapTHUHaA NOATBEpX Aajia TPomMOO3

MEJIKMX COCYJIOB B CUCTEME BEpXHEN OpbIKEEUHON apTepuu.
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VY4uThIBasi MOBEPXHOCTHBIA XapakTEP M OTHOCUTEIBHO HEOOJNBIIHE pa3Mepbl
HEKPOTUYECKUX YYaCTKOB HAa CTEHKE TOIIETO KUIIEYHUKA, OTCYTCTBHE IMPU3HAKOB
neppopalvd M MEPUTOHHUTA, PELICHO OBLIO BO3JEPKATHCS OT PE3CKUUU KHUIIKU U
MHTEHCU(QUIMPOBaTh KOHCepBaTHUBHOE JeueHue. C  Lenbl0  JIEKOMIIPECCUU
Npou3Be[eHa MHTYOAlMs] TOHKOM KHUIIKKM CHJIMKOHOBBIM 30HJIOM JI0 MOPa’KEHHOTO
OTJelNa ¢ MOCNeAyIoNel akTUBHON acniupanyeil. BeimonHen miasmadepes: nepsbie 3
THS C yJAaJIeHHWeM 3-X JMTPOB IUIa3MbBI, 4YTO COOTBETCTBOBaio 65% oObema
HUPKYJIUPYIOUIEH KPOBH, B MOCIEIYIOIEM MPOBOAMIACH AKCPY3us MO | J maa3Msl C
anexBatHpiM 3amenieHnemM C3II. IlpoBenenue Oombmie oObeMHOTO TUIaZMadepesa
ObLJIO HaIpaBJIEHO Ha yaanenue ¢dochonunuaoB MeMOpaH pa3pyIlIeHHBIX
SPUTPOLUTOB, BOJYAHOUHOTO AHTUKOATYJSHTA, MOJIJIEPKUBAIOLIUX TPOMOOTEHHBIH
HOTEHIMAl KpPOBH, NPOAYKTOB Karaboiau3Ma M LUTOKMHOB. Vcromenue
AHTUKOATYJSTHTOB W cUCTeMbl  (hUOpUHOIIM3a TpeOOBa0  IKBUBAJIEHTHOIO
Bo3menieHus C3I1. YBenuuena noza renapuna go 2200E]J[ B yac, kpyriiocyTo4HoO (10
52800 EJl B cyTt). YpoBenb AUTB konebaincsa B npenenax 90-100 cek mpu KOHTpoIie
27-32cek. Ha3nauen antmarperant - TpeHTan mo 200 Mr B J€Hb BHYTPHUBEHHO.
[IpoBoausiocs mapeHTepaibHOE MUTAaHHE C cojepkaHueMm Oeinka 1.5r/Kr, B CyTKH
3000xkan. YuuthiBas pe3yibTaThl OaKTEPHOJIOTUYECKOTO HMCCIIEOBAaHUS Kaja, Tie
OBLJI0O 0OHAPY)KEHO YMEPEHHOE TOBBINIEHUE TUTpa KumedyHou mamodku (3x10*9) u
namnure Candida albicans mpousBeineHa cMeHa aHTHOAKTEPUATBHOW TEparuw,
Ha3HAaYeH THEeHaM BMecTo uedoduaa ¢ Y4YeTOM 4YYBCTBUTEIBHOCTH (IIOpHI H
n00aBJIeH MPOTUBOTPUOKOBBIN npenapar, Audiarokad 200Mr B CyTKH.

B l-e cyTtku Ha QoHe ykazaHHOW Teparud MHTEHCUBHOCTH a0JOMHHAIbHBIX
0oJiell yMEHbIIWIACh, HA 2 -€ CYTKH OOJM MOJIHOCTHIO KYyHNUPOBAJIUCH, MOSBHUIIACH
BsUIasl TMEPUCTAIBTUKA KHUIIEYHUKA, Ha 3 — 5 CyTKM OTMeYalach AaKTUBHU3ALUS
NEPUCTATBTUKN KUIIEYHUKA; HA 6 CYyTKH BOCCTAHOBUWJICS CAMOCTOSITENbHBIN CTyI. B
nocieayronme 10 nHeit no3a renapuna Osuia cHuxkeHna 10 1800 EJl B wac (AUYTB B
2-3 paza Oombiie koHTpousi). CocTostHUE OOJIBHOTO TMOCTENEHHO YIIY4INaaoCh: HE
HNOBTOpSJICS.  aOJIOMUHAIBHBIM ~ 0OJIEBOM  CHUHAPOM, BOCCTAHOBJIEHA (YHKLHUS

KMIIEYHUKAa W NOYeK; KynupoBaHa TOJIA; HOpMalIM30BaIuCh pasMephl IEYEHH,
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CEJIE3E€HKH W TOYEK; PErpecCUpOBAIM MPU3HAKHA THEBMOHHUH; YPOBEHb FeMOTII00NHA
Bo3poc 10 1031/, onaHako ompenensuics Mo-MpexHeMy remocuaepuH B mode. C
nepuoja KynUpOBaHUS NPU3HAKOB TpoMOO3a  ME3EHTEpPHAJIbHBIX  COCYOB
mazMadepes mpoBoauiIack yepes3 aeHb B oobeMe 1 11 ¢ 3amemenueM C3I1 B Teuenue
onHoro mecsna. Jlo3y remapuHa nocteneHHo cHuxkanack g0 1500EJ] B wac u B
nocnexaytomeM nepeseneH Ha gparmud o 10000 ME B cyTku moj /KOXKy >KHBOTA.
[TanmenT npopoikan mnoiydarh TpeHTan no 200mMr B cytku. Yepes 1,5 mecsna
OOJIbHOM OBLT BBIMUCAH B YJIOBJIETBOPUTEIBHOM COCTOSIHUU JJisi aMOyJIaTOPHOTO
HaOIIOACHUS.

[Ipu ob6cnenoBanuy Ha MONMMMOP(GU3M I€HOB CBEPTHIBAHMSI KPOBU BBISBJICHA!
FOMO3UTOTHAasI MyTallus TE€HOB PAI-1, wmetunenterporunpodonaTpeaykrassbl,
METUOHUH — CUHTA3bl PEAYKTa3bl; FT€TEPO3UTrOTHAS MyTallMsl TEHOB TPOMOOLIMTAPHOTO
peuentopa ¢GuOpuHOreHa, MHTErpuHa anbda-2. BeIsBIeHa THNIEProMOIMCTEUHEMUS
(36Mmr/n). B MmuenorpamMme ompenelieHa YMEpPEHHasl KJIETOYHOCTb, HE OOHapyKEHO
HapymieHue  guddepeHnManuu  KIETOK  KaKk  TPYHYJIOLUUTApHOTO, Tak M
SPUTPOLIUTAPHOTO psifa, oTMeueH JuMmbonutos 24.5% u mononurtos 6%, JI:D 2,6:1.
B TpemanOuonTaTte OoTMEUYeHa yMEpEHHAas THIIOIIA3us KPOBETBOPHOW TKaHU. B
KJIETOYHOM €€ COCTaBE ONMPEAEISUINCH AJEMEHTBI BCEX TPEX POCTKOB I€MOII033a C
npeoOyialaHueM SPUTPOKAPUONUTOB. UYucCiIo MerakapyouuToOB MecTaMu ObUIN
yBenudeHbl. (puc 2 ). Ilpum THCTOJIOTMYECKOM HCCICAOBAaHWM OHWOINTAaTa KOXHU
oOHapy»KeHa KapTHUHA MaHBACKYJIMTA TUIEPIUIa3Us YHAOTENUS COCYJIOB U YMEPEHHBIE
NEepUBACKYJISIpHbIE JUM(O-THCTOUUTapHble HHPWIbTpaThl (puc 3). Merogom
IPOTOYHON (IYOPUMETPUM TMPU TMOBTOPHBIX OOCJIEIOBAHMSIX Yepe3 IMoJd Troja
BBISIBJIEH KIIOH ASpUTpOIUTOB ¢ MMMyHopeHotunom GlyA+/CDS55-/CD59-, uyto
yBenuuuics ¢ 23% no 47%. (puc 4). Tect Xama, caxaposHas mpoda u Tect XerjinHa-
Maiiepa craiiv MoJIoKUTEIbHBIMU 32 MEPUO]] HAOII0IEHUS Yepe3 TO/.

VYkazaHHBIC pe3yIbTaThl 00CICIOBAHUN | TaHHBIEC KIIMHUYCCKOTO HAOIIOACHUS
MO3BOJIMJIA YCTAHOBUTH AWAarHo3: llapokcu3manbHas HOYHAs TEMOTJIOOMHYpHUS C
pazBuTHeM KaTtacTpoduueckoro antudochomunuanoro cunapoma (KADC).

Backynur He scHoro reneza. Octpas 1mo4yedyHas HEIOCTaTOYHOCTh, aHYpPHUS, YPEMHUSL.
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Tpom003 MeNnKMX ME3eHTEPaTbHBIX COCYIOB B CHUCTEME BEpXHEW OpbhKeeyHOU
aprepud. MHOXECTBEHHbIE HEKpO3bl TOHKOM kumiku. TOJIA ¢ pazBuruem
IIPaBOCTOPOHHEN HUKHEIOJIEBOM THEBMOHUM.
HacnencrBennass koMOMHUpoBaHHasT TpOMOOGMIHs, 00yCIOBIECHHAsS TOMO3UTOTHOM
mytanuet renoB  PAI-1, wmerunenrerporunpodonaTpeaykradbl, METHUOHUH —
CHUHTa3bl pPEAyKTa3bl U TETEPO3UTOTHOM MyTallUe TE€HOB TPOMOOLMTAPHOTO
peneniropa puOprUHOTeHa, HHTErprHa anbda-2. [ umeproMonucTenHEMUS.

Oo0cyxaenue.

M3BecTHO, 4YTO CYHIECTBYIOT TpH KiauHU4eckux ¢opmbl [THI: kak
camocrosarensHoe 3a0oneBanue; [IHI' ¢ mpeamecTByromiei rumnomniazueid KOCTHOTO
Mo3ra, koropas Bcrpewaercss B 10-20% cunywasax [5]; I[IHIT kak cunapow,
COTIPOBOKJIAFOIINI PsiJl 3a00JICBaHU, B YACTHOCTH aIUIACTHYECKYI0 aHEeMHIO B 15-
30% [6], muenoaucruiacTuueckuii cuuapom B 8% [7], muenonponudepaTuBHbIC
3a0oneBaHus, OCTpPHIA JIEHKO3, MeTacTa3bl paka B Kocth [|. OCOOEHHOCTHIO
IIPEJICTABIICHHOTO Ciydas sBisieTcsl kiauHudeckas Mmanudectamus [THIT ¢ Tsoxenbix
TPOMOOTHUECKUX  OCJIO)KHEHHUH, CIPOBOIMPOBAHHBIX  KOMIUIEKCOM  IPUYUH.
BrayTpucocyaucThiii reMonu3 caMm mo cede mpoBOIUPYET TPOMOOOOpa30BaHHUE, PUCK
KOTOPOTO BO3pacTaeT NpH HACIEACTBEHHOW TpPOMOOGMINKM, MPUCOECIUHEHUN
WH()EKITNN, Pa3BUTUHA BACKyJIHTa. B CBOIO ouepenb TpoMOO3 COCYIIOB yCYTyOseTcs
FEMOJIA30M.

[Ipy mnoctymieHun OONBHOTO B TIE€MATOJIOTMYECKUA HAYYHBIM LEHTP
paccMmatpuBaioch B auddepeHnnanbHoM acnekte Bo3MoxHOCTh [THI', HO He ObLI
BBISIBJICH TIATOJIOTUUYECKUH KJIOH APUTPOLUTOB ¢ uMMyHOo(peHoTunom GlyA+/CDS5S5-
/CD59- wu Bce Tecthl X5Ma, caxapo3Has npoOa, Tect XernmHa — Maiiepa Obuin
OTpHUIIATEIbHBI. TOJIBKO MOBTOPHBIE OOCIIEIOBAHUS, MOCIE 3aBEPIICHUS] YPTeHTHOU
Tepanuu ¢ TpaHCy3uil TOHOPCKUX SPUTPOILMTOB, TMO3BOJMIM OOHAPYKUThH
MATOJIOTUYECKUA KIIOH JOPUTPOLUTOB, BBISIBUThH HAPYIIEHHE OCMOTHYECKOU
PE3UCTEHTHOCTH X MeMOpaH u noATBepauTh auaruo3 [THI', a Takke onpenenuts eé
MIEPBOCTENCHHOE 3HAYEHNE B 3aIyCKE MaTOJIOTHYECKOro mpouecca. [IpoBoaunack

muddepenumanpbias auarHoctuka I[IHIT He TOIbBKO €O CXOXHUMHU C HUM
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NaTOJOTHYECKUMH MpoIieccaMu (TpOMOOTHYECKasi TPOMOOLIMTOTICHUYECKAs My PITypa,
reMOJIMTUKOYPEMHUUECKUN CUHIPOM, ayTOUMMYHHAs TEMOJIMTUYECKas aHEMUS), HO U
paccmarpuBaicsa Bompoc couetanue [IHIT ¢ KA®C. T'emonu3 u BackyJIWT B
COUYETaHMM C PA3BUTHEM 3a KOPOTKOE BpeMs TPOMOO30M MEJKHUX BETBEW BepXHeU
OpbIXKEEYHON W JICTOYHON apTepuil Ha (POHE y)Ke MPOBOIUMON AHTHKOATYJSHTHOM
Tepanuu M TUa3mMadepesa, a TakKe AaKTUBAIUS CBEPTHIBAIOIIEH M TOJABICHHE
IPOTUBOCBEPTHIBAIOIICH, (HUOPUHOIUTUYECKON CHCTEM, BO3pacTaHUE YpPOBHSA
BOJITYAHOYHOT'O0 AHTUKOATYJISIHTa YKa3biBaio o npucoeanHenne KADC.

Pannsiss quarHocTuka TPOMOOTHUYECKUX OCJIOKHEHHI M HAuyall0 MHTEHCUBHOM
TEepanuu MpeAoTBpaTUi JeTanbHbId ucxoma OonbHoro c I[IHI, mpu xotopom
TpOMOOTeHHBbI pHUCK ObUT MpoBoLMpoBaH npucoeguHeHueM KA®DC, BackynuTroM u
COITYTCTBYIOIIIEH HacleACTBeHHON TpomOodunueit. Hanbonee sdpdextuBHbIM mpU
Tepanuu TPOMOOTHYECKUX OCJOKHEHHMH Yy TAlMEeHTa SIBUJICS KOMIUIEKC JIeYEOHBIX
MEpONPUSATUNA, BKIIOYAIOIINMI: aICKBATHYIO0 AHTUKOATYJISTHTHYIO U aHTHATPUTAHTHYIO
Tepanuio; 0oblIe-00beMHbIN MIa3mMadepe3 ¢ IKBUBaICHTHBIM 3amenieHuem C3I1,
OpU KOTOPBIX yJaisuiuch aHTuoconunuanbie anturena (ADA), a C3II saBisics
UCTOYHUKOM aHTUKOATYJISHTOB ©  (aKTOpoB (PUOPUHOIUTUYECKONW CHCTEMBI;
3aMEeCTUTENIbHAs Tepanusi reMoauanu3oM. [IpuMeHeHue remapuHa M CO3JaHuUE
BBIPQXKEHHON THUIMOKOATYJSIUUA  SIBIISIETCS.  00sA3aTEIbHBIM MOMEHTOM TEparuu.
OddekTuBHOCTh  TEpanmuu  TeNapuHOM oOycJoBJI€HA HE TOJBKO  €ro
AHTUKOATYJSIHTHBIMU CBOMCTBaMHU, HO M NMPOTHUBOBOCHAIUTEIBHON aKTUBHOCTBIO, a
TaK)K€ HaIlpaBJieHa Ha NMPEJOTBpPALIECHUE O0pa30BaHUS B LUPKYJSALHUH MEIHATOPOB
CUCTEMHOT0 BOCHAIMUTENbHOro oTBeTa (ADA, HUTOKMHOB, MPOAYKTOB AKTHUBALIUU
KOMILUIEMEHTa U Jp.), UTparollux Beaylryto posib B maroreHeze KADC [8; 9; 10].
VYuuteiBas OTCYTCTBHE TPU3HAKOB TNepdopaiuy, MEePUTOHUTA U HaJUYHe HE
OOLIMPHBIX HEKPOTUYECKUX YYACTKOB PEIICHO BO3AECPKATHCA OT PE3eKLIUU
MPOTSHKEHHOM YacTH KUIIKA C MHOXECTBEHHBIMU ydacTKaMu Hekpo3a. OTka3 oT
PE3CeKIIMM W WHTEHCHUBHAs AaHTHKOAryJsATHAas Tepamus, OoJbIle OO0BEMHBIH
miasmadepe3 MO3BOJIMII TOJYYUTh Yy TMalMEeHTa TOJIOKUTENbHBIH 3hdeKkT, 4To

NO3BOJIAET CYMTATh, 4YTO PE3EKUWs KHIIKA HE MNPEPHIBAECT 3alyIEHHBIM KpyT
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naToMOP(OIOTrHUECKUX MPOLECCOB, a HA00OOPOT MPUBOAUT K HEKOHTPOIUPYEMOMY

TPOMOOTEHHOMY «B3PBIBY» U K (haTaTbHOMY UCXOJY.

3akurouenne: I[IpencraBneHHbIN cilyyall CBUIETEIBCTBYET O TOM, UYTO PAa3BUTHE
TPOMOOTEHHBIX OCJIOKHEHHH MOkeT okazaThes neoroTom ITHI. ITpu coueranuu [THIT
¢ KA®C, BackynuToM M HaCIEACTBEHHON TpoMOOGUINEHi HEU30EKHBI TKEIBIC
TpoMOOTHYEeCKHE  ocjokHeHus. (CBOEBpeMEHHas JTUAarHOCTHUKa W paHHee
MOAKIIOUCHUE aJICKBATHOW AHTUKOATYJSIHTHOW Tepanuu, Oo0Jjblie-00beMHOT0
mazMadepesa Mo3BOJISIET HE TONBKO KyMUPOBATh TPOMOOTHUYECKHE OCIOKHCHUS H

IpeaymnpeiKaacT X BOSBHUKHOBCHHA.
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