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Pulmonary vascular thrombosis masked by pneumonia
with pleural effusion. Diagnostic problems

JlaHHOE KIIMHUYECKOE HAOJII0IeHNE MPEICTABISIET TPY/I-
HOCTH JMAarHOCTUKHU TPOMOO3a JIETOYHBIX COCYIOB, IIPO-
SIBJISIIOIIETOCST THEBMOHMEN C TUIEBPAIBLHBIM BBIITOTOM.

BonbHoii 1. 31 roxa mocTynui B hakyIbTETCKYIO TepareBTHIec-
ky1o KuHUKY (PTK) MMA um. M.M.Ceuenona 07.10.03 ¢ xanobamu
Ha 0OJIM B MpaBOW MOJIOBMHE TPYIHON KIETKH, YCHJIMBAIOLINECS Ha
BIIOXE, CYXOl KallleJib, TIOBBILIIEHNE TeMIepaTyphbl TeJa MaKCUMAaJIbHO
1o 38 °C, obuyto ciadboctb. [1pu n3ydyeHMH aHaMHe3a BBISICHEHO, YTO
TMalUeHT CYUTAll CeOst OTHOCUTEIBbHO 310pOBbIM 110 arpesist 2003 1., Kor-
J1a TOSIBUJIMCH CYXOM Kalliesib, 00JIM B ITPaBOW MOJOBUHE IPYIHOM KIIET-
KU, IOBBILLIEHUE TemnepaTypsl Tesa 10 39—40 °C. Bpauamu Oblia nuar-
HOCTUPOBaHA MPABOCTOPOHHSISI THEBMOHMUSI, B CBSI3U C YeM OOJIBbHOM
ObUT FOCTMTAIM3UPOBAH B CTALIMOHAP TI0 MECTY XKUTEIbCTBA. [IpoBonu-
Jlach aHTUOAKTepUaTbHAs Tepamusl C TIOJOXUTENbHBIM d(DheKToM.
B nanpHeiilem nauueHT 4yBCTBOBAJ Ce0s1 YIOBJIETBOPUTEIBLHO 10 CEH-
Ts10ps1 2003 1., KOT/Ia BHOBb IMOSIBUJICSI CYXOU Kallleb, 00U B TPYIHOM
KJIeTKe cripaBa, cyodeOpuibHas temmnepatypa. CocrosiHue ObLIO pac-
LIEHEHO KaK MPaBOCTOPOHHSISI THEBMOHMSI. B aMOyIaTOPHBIX YCIOBHSIX
MIPOBOAMIIACH TE€PAIUsl aHTUOMOTUKAMU (T€HTAMULIMHOM), OTXapKUBa-
IOLUMU (OPOMIEKCHMHOM) M KapOIOHMKAIOIMMU NpenapaTtaMu, Ofi-
HaKO Ha 3TOM (hOHE COXPaHSUIUCh OOJMU B TPYIHOU KIIETKE, Kalllelb.
[1pu MOBTOPHOM PEHTTEHOIOTMYECKOM UCCIIeTOBAHUY BbISIBIEH BBIITOT
B TJIEBPAJIbHOM TTOJIOCTH CITpaBa 10 YpOBHS 3-To pedpa. st moobcie-
NIOBaHUS U JIEYEHUS TalMeHT ObL1 rocrnutanu3upoad B OTK MMA.

[Tpu mocTyruieHnr oblee COCTOSIHUE — CPeIHel TsoKecT. Tem-
nepatypa — 37,2 °C. KoxXHbIe TOKPOBBI CMYTJIbIE, YMEPEHHOM BlIaXK-
Hoctu. OtekoB HeT. [lepudepuueckue aumMdoy3ibl HE YBETUYEHDI.
CycTaBbl He U3MEHEHBI, C TIOJIHBIM 00BeMOM JABIKeHUI. [lepKyTopHO
BJIETKUX: CIIpaBa — MPUTYIUICHUE MEPKYTOPHOTO 3BYKa 110 3-T0 pebpa,
cjieBa — SICHBIN JIETOYHBIN 3BYK. AyCKyJIbTaTUBHASI KAPTHHA JIETKUX:
cJieBa — JbIXaHME XeCTKOe, MPOBOIUTCS BO BCE OTIAEIbI, XPUIIOB HET;
crpaBa HaJl 00J1acTbIO MPUTYIUIEHUS AbIXaTeJbHBIC LIYMbl HE BBICIY-
muBarTces. Yacrora nbixareabHbIX AprkeHuit (Y1) — 20—22 B MUH.
[pu ayckynbTauuu cepiilia — TOHBI SICHbIE, PUTMUYHbIE, IIIyMOB HET.
Yacrota cepaeunbix cokpamieHuit (YCC) — 78 B MuH. YpoBeHb apTe-
puaibHoro aaBieHuss — 110 / 70 MM pT. cT. ZKMBOT IIpu Majblaluu
MSITKUI, 6e360e3HeHHbII. [ledeHb U celie3eHKa MepKYTOPHO He yBe-
niaeHbl. CUMITTOM TTOKOJIAYUBAHUS — OTPUIIATETIbHBIN ¢ 00enX CTO-
pou. LlluToBrUaHAs XeJe3a NanblIaTOPHO He yBelndyeHa. B HeBposoru-
YECKOM CTaTyce — 0e3 0COOEHHOCTE.

B ananuzax kpoBu oTMeuanuch: yckopenue COD o 70 mm / 4,
YMEPEHHO BBIpaKeHHBII JeikomnTo3d — 9,7 X 10° / 11, 203uHOGMIMS
— 9,63 %, numdonenus — 13,22 %, tpombornTos — 488,6 X 10° / 1.
TToBBIIIEHHBIN YPOBEHD (Z-TIIOOYIMHOB B CBIBOPOTKE KpOBH: &1 — 9,3 %,
ay — 15,5 %. TossieHHsbin ypoBeHb y-I'T — 252 en. / 1 (3—49)*.

B o6111em aHanm3e Mouu — ciiejibl Oejika, MOYeBOl 0CaloK He U3-
MEHEH.

Ha snextpokapauorpamme: CUHYCOBBII PUTM, HOPMaJIbHOE TI0JI0-
XeHue aekTpuyeckoit ocu cepaua, YCC — 72 B MUH, NMPU3HAKOB

* B ckoOKax MPUBOASATCSI 3HAYCHUSI HOPMaTbHbBIX BEJTUYUH.

runepTpour MUoKapaa, HapyLeHUs] MPoBOAUMOCTH HeT. [Ipu 3Xxo-
Kapauorpaduu: pazMepbl KaMep cepiiia, TOMIUHA CTEHOK — B TIpejie-
JlaX HOPMBI, XapakTep ABMXKEHUsI CTEHOK He U3MEHEH, 00l1asi CoKpa-
TUTeTbHas GyHKIMs He HapymeHa, U = 71 %. Knamansl, cTeHKU
aopThl He u3MeHeHbl. Jlomruiepokapauorpacduyeckas: KapTuHa 06e3
0COOEHHOCTEH.

Ipu uccnenoBannu byHkin BHelrHero npixanus (OBJ1) BoisB-
JIEHbl 3HAYUTEJbHOE CHIXXEHME XU3HEeHHOM eMkocTu Jierkux (ZKEJT)
— 1m0 54 % (3 350 mu1), yMepeHHO BBIpaXKeHHasi OpOHXUAbHAs
OOCTPYKILIMST M BEHTUJISILIMOHHbIE HAPYILIEHUST PECTPUKTUBHO-00CTPYK-
tuBHOro Tumna (O®B; — 55 %, MOC,s — 63 %, MOCs) — 45 %, MOCss
— 45 %, ODB, / ®XKEJ — 78 %).

IIpu yaBTPa3ByKOBOM UCCIEIOBAaHUM OPraHOB OPIOLIHOI MOJIOCTH
TATOJIOTUYECKNX U3MEHEHU! He BBISIBJIEHO.

[IpuHuMast Bo BHUMaHKE TO, YTO MAaLUEHT MOCTYMWI B KIIMHUKY C
yKe MMEIOIIUMUCS JTaHHBIMM PEHTTEHOJIOTUIECKOTO WCCIIeNIOBAHMS
OpPraHOB TPYAHON KJIETKH (BBIMOT B MJIEBPAJILHOMN MOJOCTHU CIpaBa 10
YPOBHS 3-r0 pedpa), ¢ Le/Ibl0 YTOUHEHUST XapaKTepa MaToJorMyecKux
M3MEHEHUI Ha CIeAYIOIINIA IeHb TIOC/Ie TIOCTYTUICHUST ObLiIa poBe/ie-
Ha KoMIiblotepHasi Tomorpadust (KT) opraHoB rpyaHoii KJIeTKH: cripa-
Ba — HEpaBHOMEPHOE WHTCHCUBHOEC YIUIOTHEHHE JIETOYHOW TKaHU
HIKHEH u cpenHeit noau. [THeBMaTu3aLus U BacKyIsipu3aliust JIeroy-
HOI TKaHU cJieBa He U3MeHeHbI. [1pociieskBaioTcsi MPOCBEThI GPOHXOB
IO CerMeHTapHBIX pa3BeTBieHUi. CripaBa B IJIEBPAbHOI MTOJIOCTH —
JKMIKOCTh, 3aTeKalollasi B MEXIO0JEeBYIO LIeJb, TONLIMHA CJIOST XKUI-
koct — 31,5 MM. CTpYKTYphI CPEIOCTEHUSI U KOPHEN JierkKux audde-
peHupoBaHbl. CripaBa 100aBOYHas 10JIS V. azygos.

3axmouenue: KT-kapTrHa TpaBOCTOPOHHEN TJIEBPOITHEBMOHUH,
OCJIOKHEHHOI 9KCCYIaTUBHBIM TUIEBPUTOM.

B 3TOT Xe IeHb ¢ TMarHOCTUYECKOM 11eJIbI0 TAIIMEHTY ObLiia TIpo-
BelleHa ITyHKIIVS TIPaBO# TUIEBPATIbHO TIOJIOCTH. DBaKkyrpoBaHo 700 Mt
cepo3Hoii xuakoctu. [1pu uccaenoBaHMH MJIEBPAJIbHOTO BINOTA MO-
JIYYCHBI CIIEYIONIE TaHHbBIC: KUIKOCTh MyTHas1, O6estok — 24,500 %o,
npoba PuBanbra monoxwurenbHas, pH = 8,0, rmokoza — 75 mr %,
OwMpyouH ciadomnosoxuTesieH. [Ipy MUKpOCKONUM ocanka: enu-
HUYHbIE JICMKOLMTHI B MOJe 3peHus, apuTpouutsl — 10—20 B moje
3peHusl, eAMHUYHBIC KJIETKU ME30TeJusl, aTUITMYHbIe KJIETKU He Hali-
neHbl. MUKPOCKOIIUSI OKPAIIEHHBIX MPenapaToB: TMMQpOIUTEl — 59,
Heiitpoduabl — 41, BK, daopa He obHapyxeHa. [1pu nocese ruieB-
PaTbHOM XUIKOCTU ¥ KPOBU pOCTa MUKPOMIOPHI HE BBISIBICHO.

Hckmovancst cnetindruveckii XapakTep BOCIAIUTEIBHOTO MPO-
1ecca B JieTkux (Tyoepkynes): metogamu [THP n MDA 6bimn ucciie-
TOBAaHBI TUIEBPAbHAsI XXKUAKOCTh M KpoBb Ha BK: pesynsrater oTpu-
uaTebHble. BoJbHOI MPOKOHCYIBTUPOBaH (TU3MATPOM, KOTOPBIiA
paccMaTpuBal TYOEpKYJIe3HYIO0 STHOJIOTUIO Tpollecca B JIETKUX Kak
MaJIOBEPOSITHYIO.

B xiMHuKe (B mepBble THU TOCMUTAIM3ALMK) OO0JIbHOM MoJyyan
kiadopaH 1o 3 T/ CyT. BHYTPUMBIIIEYHO. B CBsI31 ¢ coxpaHsitolieiics -
XOPaJIKOii Mo3Ke MPOBOAMIACH Tepalusl METPOHUIA30JI0M — 1 T/ cyT.,
1 umnpodIoKcallmiHoM — | T/ CyT. BHYTpUBEHHO KareabHo. Ha done
JTAHHOTO JIEYeHUsI OTMeueHa HopMaJln3allysl TeMIepaTyphbl Teja, caMo-
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YYBCTBUE TMALMEHTA YJIYYLINIOCh, TeM HEe MEHee IJIeBPAIbHBI BbI-
not coxpansiics. CrycTst Heemo oT Hadaia rocruranusamnu B OTK
IUTSL YITYYIIeHUST pacCaChlBaHUSI SKCCYIATa K aHTUOAKTEPUATbHOMN Te-
panuu ObLIU 100aBIeHBI ITIOKOKOPTUKOCTEPOUIbI BHYTPb (METUIIPEL
— 12 mr / cyt.).

Ha xoHTpoJbHOIT KoMTIbIOTepHOI ToMorpamMme ot 20.10.03: oTme-
YaeTcsl yMeHbIIIEHNE KOJTMUYECTBA XUIKOCTH B TJICBPAIBHOM MOJOCTH
Y YMEHbIIEHUE PACTIPOCTPAHEHHOCTH YIUIOTHEHUSI JIETOYHOM TKaHU,
MPEeUMYLIECTBEHHO B HaaauadparMaibHbIX OTIeax.

VuuThIBasi HE3HAUYUTENHHYIO TOJIOXUTEIbHYI0 AUHAMUKY, IUTI-
podiokcaliuH 3aMeHEeH Ha MapeHTepabHOe BBEACHNE aMOKCHULIMIUIN-
Ha — 1,5 1 / cyr, u neBodiokcauuHa (TaBauuk) — 1,5 r / cyT. per os.
BonbHol Takxke mojydan dypocemun 40 Mr / CyT. per os B Te4eHUE
10 nHeii, 3aTeM yepes JeHb MaHaHTUH, MeTUrpean 12 Mr / cyT. B Teue-
Hue 12 gueit.

Ha ¢one nanHoii Tepanuu HabII00aIaCh 3HAYUTEIbHAST TTOJIOXH -
TeJIbHAsl IMHAMUKA: MalleHTa MepecTaau O6ecliOKOUTh OOJU B TPYII-
HOI KJIeTKe, KallleJb, HOPMaln30Baiach TeMreparypa Teia, Mpu uc-
CJIeIOBAaHUY KPOBU OTMEYATMCH CHYDKEHUE YPOBHST JICHKOIUTOB (C 9,7
1o 4,6 teic.), caizkenne COD (¢ 70 mo 19 MM / 4), TOTOXUTETbHAS
PEHTTeHOJIOTMYEeCKasl TMHAMKKa (0cTaBaJICsl HeOOIbIIONH OCYyMKOBaH-
HBIIl BBITIOT B MeXIOJeBO TuieBpe). [lmaHupoBaiach BBIMKCKA Ta-
LIMEHTa M3 CTalMoOHapa Ha aMOyiaaTopHoe nojeurmBaHue. OmHAKO
BeuepoM 28.10.03 mpoun3o1io BHE3aITHOE OCTPOE YXYIAIIEHUE CaMo-
YYBCTBUSI MAllUEHTA — TIOSBWIMCH OONMM B TPYOHOU KIJIETKE CIieBa,
YYBCTBO HEXBaTKU BO3yxa, BbIpaxKeHHasi obuiasi ciabocTb, MOAbEM
Temriepatypsl Tesia 10 37,2 °C. [1pu ocMOTpe: oTMevalnuch orpaHuye-
HUE 9KCKYPCUU TPYIHOI KJIETKH, OOJIblLIe cieBa; 60JE3HEHHOCTb PU
najgpnaumu mno xony 10-ro mexpedepbs u 11-ro pedpa ciesa, B CBSI3U
C YeM aycKysbTalus Obula 3aTpyaHeHa. Yewinaach onbiika (Y10 —
23—25 / muH). Ha OKI' — 1o cpaBHeHHUIO C NpeablayLIeii 31eKTpoKap-
MOTpaMMOil — 0e3 OTpULIaTeTbHON AMHAMUKU. [Ipy peHTreHomoTH-
YECKOM UCCJIENOBAHUY OPTaHOB I'PYIHOM KJIETKM — KapTUHA IBYCTO-
POHHeIi TTOJTMCeTMEHTapHOI ITHEBMOHUU. B 0011ieM aHamm3e KpoBU —
serikonuTo3 13,2 X 10° / 7.

IMpu KT opranos rpynHoit kietku ot 29.10.03 (puc. 1): ormevaer-
csl OoTpuLATeIbHAas AWHAMUKA: TOSIBJIEHWE 30HbI HEOZHOPOIHOTO
YIJIOTHEHUS JIETOYHOI TKaHU B 8-M U 9-M CerMeHTax M y4acTKa KOH-
COJIM/IALINY B SI3BIYKOBBIX CETMEHTAX JIEBOTO JIETKOTO, a TAKXKe MOsIBIIe-
HME XMUIKOCTU B JICBOM TUIEBPaJbHOM MOJOCTU (TOJILIMHA CIOSI —
15 mm). YBenuuenue rioiaaym uHGuiIbTpauuu B 9-m u 10-m cermeH-
Tax crpasa. ToMIMHA C10sT XKUAKOCTH B TPABOil MJIeBPaIbHOI MOJI0C-
™ — 11 MM. HeGoblioe KOIu4ecTBO KUAKOCTH OTIPEACIISICTCS TaKKe
B MEX0JIEBOW 1LLIEJIN.

OcTpoe Hayajlo MaToJ0rMYecKoro mnpoiecca (pe3koe yxyalleHue
CaMOYYBCTBUSI, BRIpaXKEHHBIE O0JIM B TPYIHOMN KJIETKE ClieBa) Ha (hoHe

Puc. 1. YyacTku HEOIHOPOIHOTO YIUIOTHEHUSI JISTOYHOM TKaHU B CyOTI-
JIeBpaJIbHBIX oTenax 8—10-ro CerMeHTOB MPaBoOTo JIETKOro, 8-ro U 9-ro
CETMEHTOB JIEBOTO JIETKOTO. 2KMIKOCTh B 00EUX IIeBPATbHBIX MOJIOC-
Tax (29.10.03)

Puc. 2 a, 6, B. UccnenoBanue ¢ BHyTpMBEHHBIM KOHTPACTUPOBAHUEM.
JedexTbl KOHTPACTUPOBAHUS B CEIMEHTAPHBIX U CyOCEerMEeHTapHbIX
BETBSX 8-TO U 9-TO CETMEHTOB JIEBOTO JIETKOTO

MACCUBHOI aHTMOAKTepUaIbHOU Tepanuu, a Takxke MPeuMyLIeCTBEH-
HO cyOIIeBpajibHasl JOKaJIM3alusl U3MEHEHUI B JIETKUX, MO JaHHBIM
KT, He yknagbIBaivch B KapTUHY "0aHATbHON ' ITHEBMOHUU, B CBSI3U C
yeM Obla BBIABMHYTA I'MIIOTE3a O TPOMOOIMOOIMUECKOM XapaKTepe
MMEIOIIIeliCcsl THEeBMOHUU. JlaHHOE TIpeNIookeHe ObIIO MTOATBEePXK-
NIeHO pe3yisTaramu MyisThcnupaibHoit KT opraHoB rpynHoit KieTku
C BHYTPUBEHHbIM KOHTpacTtupoBaHueM (29.10.03) (puc. 2a—B): nerou-
HbIi cTBOJI — 27 MM, [TJIA — 19 mm, JIJTA — 21 mm. B cermMeHTapHBIX
U cyOCerMeHTapHbIX BETBSIX 8-T0, 9-r0 CerMeHTOB JIEBOTO JIETKOTO OIl-
penensiioTes NeheKThl KOHTPACTUPOBaHUS. B HUXHel 1mo1oii BeHe, Be-
Hax Ta3a JeheKTbl KOHTPACTUPOBAHUSI HE BBISIBICHBI.

3axmouenue: KT-npusHaku TpomMOOIMOOINKM CErMEHTApHBIX U
cyOcerMeHTapHbIX BETBEH JIeBOI JIETOUYHOI apTepuu.

JlaHHBIe KOaryJorpaMMbl: BBISIBIEHO YMEpEHHOE CHWKEHUE aK-
TUBHOCTU (DAaKTOPOB MPOTPOMOMHOBOTO KOMILIEKCa (aKTUBUPOBAH-
Hoe yacThuyHoe TpomboractuHoBoe BpeMst (AUTB) — 39 ¢ (27—49),
MPOTPOMOUHOBBIN nHAEKC — 79 % (85—110), MexkmyHapOoIHOE HOpMA-
nuzoBaHHoe otHomeHue (MHO) — 1,30 (0,86—1,18), ¢pubpuHoren —
3,7r /1 (1,8—4,0), pudbpuHonus — > 3 4 (Hopma), paCTBOPUMBIE KOM-
miekcel (pudpuHmoHomepoB (PK®M) — 0,480 en. (0,350—0,470));
cHIKeHMe KojutareH- (54 % — nipu Hopme 80—100 %) v pUCTOMUIIH -
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uHayiuposanHou (75 % — npu Hopme 80—100 %) arperatyiu TpoM-
OOLIUTOB.

[ManumenTy 6bi1 Ha3HaueH ¢pakcumapud 0,9 M 2 pasa B 1eHb Ha
GoHe NMpoaoJIKeHUsT aHTMOAKTepUATbHOM Teparuu, K KOTOpoii 1006aB-
JIEH HeTpOMMLIMH B 03¢ 600 Mr / cyT.

[17151 BBISIBIEHUST UICTOYHUKA TPOMOOIMOOINM TTPOBOAMIOCH YT~
JIEKCHOE CKaHMPOBAaHME BEH HMKHUX KOHEUHOCTEI: OCMOTPEHBI HIK-
HsIs TIOJTast, GeApeHHbBIE, TIOAKOJICHHBIE, OEpIIOBBIE, OOBIINE U MAJTbIe
MOJKOXHbIE BeHbI ¢ 00eux cTopoH. [laTosornyeckux BKIIOUEHUI B
TPOCBETe BEH HE BhISIBIICHO. BeHBI Taikue, 371aCTUYHBIE, JIETKO CXU-
MAaIOTCSI JaTYUKOM.

OcHoBbIBasich Ha nosiydeHHoM 3akitoueHuu KT (KT-npusHaku
TPOMOOIMOOINYN CeTMEHTApHBIX U CyOCErMEHTApHBIX BETBE JIEBOIL
sieroyHoit aprepuu) 30.10.03 mauumeHT ObLT MEpeBeaeH B COCYAUCTOE
otnesnenue KB No 1 B 1esisix mpoBeaeHus AeTalbHOTO aHTHOrpahu-
YEeCKOro MCCIECAOBaHUSI AJsl YCTAHOBJIECHUSI MCTOYHMKA TPOMOOIM-
6osuu. [lpu aHruonyabMoHOrpauu AMarHo3 TpomMO03MOOIMU cer-
MEHTapHBIX M CyOCErMEHTApHBIX BETBEIl JIETOYHOW apTepuu cleBa
TTONTBEPAMIICS, OMHAKO MCTOYHUK TPOMOOIMOOIMK BBISIBIICH HE OBLI.
K npoBonumMoMy sieueHuo ObuT 1obaBieH remapud — 37,5 oic. EJL / cyT.,
TpoM60-ACC — 0,1 r/ cyr. [l1s jasibHeii1ero HabIIeHUSI U JIeUeHU st
03.11.03 6ombHO# 6611 Bo3BpaliieH B DTK MMA um. M.M.CeueHoBa.

Tak KaK UCTOUHUK TPOMOOIMOOIUH BBISIBJIEH HE ObLI, HE UCKITIO-
Yajiach BO3MOXHOCTb TPOM0OO3a JIETOYHOW apTepuu. BwlIBUTATOCH
TIPEANONIOXKEHNE O 1e0I0Te CUCTEMHOTO 3a00IeBaHMSI, COTTPOBOXKIAIO-
LIerocst BaCKyJIMTOM U TPpOMOO30M. JlaHHasl TUII0Te3a OCHOBBIBAIAChH
Ha HaymuuK BeIcOKUX 1udp COD (70 MM / 4) B Havase 3a00seBaHUs,
TMOJIOXKUTETBHOTO 3(hheKTa rIIOKOKOPTUKOCTEPOUIHOM Teparnuu (CHU-
xxerust COD mocterneHHO 10 35—19—15 MM / 9). OmHaKO OTCYTCTBUE
AHTUHYKJIEAPHOTO U PEBMATOMIHOTO (aKTOPOB, XapaKTEPHBIX KIMHU-
YeCKUX MPU3HAKOB, IMO3BOJIMIIM UCKITIOYUTh IMarHO3 CUCTEMHOTO 3a-
OoJieBaHUs.

IMpu xontposnbHoit KT opraHos rpyaHoii kiaetku (05.11.03.)
(puc. 3a, 6): B IMHAMUKE OTMEYAeTCs YMEHbBIIEHUE TUIOMIaT WH-
GunbTpaly B HUXKHUX OTAENaX 000MX JIETKUX, YYACTOK KOHCOMUAA-
LMY B SI3bIYKOBBIX CErMEHTAaX JIEBOTO JIETKOTO He orperessieTcs. B to
JKe BpeMsl, OTpeesisieTcs yBeIMYeHe KOTMYEeCTBa XKUAKOCTH B JIEBOI
TUIEBPaIbHOM MOJIOCTU (TOJIILMHA CJI0sl YBEJMYMIACh € 15 MM 10 28 MM).
TonmumHa cost XXKUAKOCTU B MPaBOU TUIEBPaNbHOM mosoct — 11 MM
(6e3 AMHAMUKM).

[MTarmeHTy O6bUTa IPOIO/DKEHA AHTUKOATYJISTHTHAS Tepanus dpak-
cunapuHom — 1,8 mi / cyt., BapdapuHoM — 5—10 Mr / cyT., aHTHar-
perantamu (TpoM60-ACC — 0,1 1/ cyT.), a TaKKe aHTUOAKTepUaIbHOE
neyeHue (MepoHemoM — 2,0 r / cyt.). OOpaiiano Ha ce0s BHUMaHue
TO, YTO MPU AMHAMUYECKOM KOHTpPOJIE KoaryJaorpaMMbl Ha (hoHe asiex-
BaTHOI aHTUKOATYJITHTHOU Teparuy OTMevanach HEKOTOpast pe3ucTe-
HTHOCTb K aHTUKoaryiasiHtTam (mokasateib MHO He mpeBblilnan
1,18—1,32).

B xauecTBe BO3ZMOXHBIX MPUYUH MATOJIOTHYECKOTO TPOMOOOOpa-
30BaHUsI PacCMaTPUBAIKCh: MapaHEOIIaCTUYECKUI Mpolecc Kak
(bakTop runepkoaryasiuuu U aHTudochoNUNuaAHbIN CUHAPOM. B pam-
Kax OHKOITOKMCKa MpoBoauiack MyiastucnupanbHas KT ¢ BHyTpuBeH-
HBIM KOHTPACTMPOBAHWEM COCYIOB OpromHoi monoctu. [Tomumo
KUCTBI JIEBOI TOYKHU, TPYTUX MATOJOTMYECKUX U3MEHEHUI He OOHapy-
KeHo. [ MCKIToueH st aHTUGhOCHOTUITUIHOTO CUHAPOMA TIPOBOIN-
JIUCh WCCIIEIOBAHUS HA HATTMUYE BOTYAHOYHOTO aHTUKOATYIISTHTA (pe-
3yJIBTAaT — OTPULIATESIbHBII), AHTUTEN K KapUOJIUIUHY (ero 3HaueHue
B nipeaeax Hopmel (IgM — 0 (N < 26,0); I1gG — 12,03 (< 23,0).

He oGHapyXuB 04eBUIHOI MPUUMHBI TPOMOO3a JIETOUHBIX COCY-
IIOB, OblIa BBICKA3aHa MbICJIb O BO3MOXHOM HaCJIeICTBEHHOI TPOMOO-
¢dumun (anturpom6uH I11, akrop JleiineHa). B cBsi3u ¢ 310 THIIOTE-
3011 MalMeHT ObLT 00cae10BaH B [eMaToI0rnueckoM HaydYHOM LIEHTpe.
B pe3ysbrate mpoBeqeHHOTO 00CIeNOBaHYSI ObUTU BBISIBJIEHBI MyTAIllUU
B ofHOM ayiiesie reHa V akropa (rerepo3uroTHoe HacleloBaHUe,
MyTanus JleiiieHa) 1 B OMHOM ajljieJie TeHa MeTHJIeHTeTparuapodo-
natpenykrtasel (MTI'®P) (rerepo3urotrHoe HacaeaOBaHUE), YTO MOMAT-
BEPIWIO HATMUYME HACIENCTBEHHON TPOMOOGMMIMK Y HAIIeTO TallMeH-
ta. Bbula Hauata Tepamnus (honMeBOi KUCIOTOW — S5 Tab. /CyrT.,
TpoM60-ACCom — 0,1 1 / cyt., BuTamuHamu: Bg — 1,0 mr B/M, B, —
500 mr B/M. Tak Kak mprueM aHTUKOATYJISTHTOB TPU JAHHOU ITaTOJIOTUN
He peKOMeHIyeTcs, Tepanus $hpakcunapuHoM U BapdapuHOM ObLia
npekpaiiera. Ha ¢boHe mpoBoauMoii Teparmuu oTMe4Yaaoch YIOBJET-
BOpUTEbHOE CaMOYYBCTBUE MAllMEHTA: OOMM B IPYIHOU KIETKU He

3ameTKu 13 NpaKkTUKK

Puc. 3 a, 6. YMeHblIIeHEe pa3MepOB YJaCTKOB YILIOTHEHMSI JIETOUHOIA
TKaHU B HYDKHUX JIOJISIX OOOMX JIETKMX. YBEJIMUYEeHUE KOJMUESCTBA KU~
KOCTH B TuIeBpasibHbIX nosiocTsix (05.11.03)

0ecroKonIN, coXpaHsiiach HOpMabHasl TeMIepaTypa Teja, MOJ0XH-
TeJbHAs MUHaMUKa, 1Mo gaHHbIM KT opraHoB TpyaHOU KIETKHU (IO
cpaBHeHMIO ¢ TaHHBIMU OT 05.11.03, oTMeuaeTcst BoIpaxkeHHast TI0JI0-
JKUTEIbHAsI IMHAMMKA: YMEHbLICHHE Pa3MepoB yUacTKOB KOHCOIMIA-
1MUY B 6-M, §-M cerMeHTax IPaBoro U B 9-M CETMEHTE JIEBOTO JIETKOTO
(MHGbUABTPATUBHbIE U3MEHEHUsI HE OMpPEAESIOTCs), 3HAUUTEeIbHOE
YMEHBIIIEHNE KOJINIECTBA KUIKOCTUA B JIEBOI TIJIEBPAILHON TTOJOCTH
(MakcuManbHast TOMIIMHA CIosT — 7,5 MM), B TIPaBoil TUIEBPaTbHOMN
10JIOCTH >KUJIKOCTb HE OIPENessIeTcsT).

BonbHOI OBUT BBITIMCAH M3 KIMHUKY CO CIIEAYIONINM TUATHO30M:
HacjencTBeHHasi TpoMboduaus (Myrauuu B reHe dakrtopa JleitieHa,
B IreHe MeTWICHTeTparuapodoaaTpeaykTa3bl) ¢ pa3BUTHEM TPOMOOB
B CETMEHTApHBIX U CyOCEerMEHTapHbIX BETBSIX JIEBOIl JIETOYHOII apTe-
pun ot 29.10.03. JleBocTopoHHSsISE MH(MAPKT-TTHEBMOHMS (8-i, 9-ii,
SI3BIYKOBBIN CETMEHTBI), OCTIOXHEHHAsI MJIeBPAbHBIM BBITOTOM. Op-
raHMU3YyIOLLasl TPABOCTOPOHHSIS TJIEBPOITHEBMOHUSI. B KauecTBe nab-
HEWIIero JieYeHUsI ObIT PEKOMEHIOBAH TpueM (OTUEBOU KUCIOTHI
4—5Ta0. / CYT. C MOCTENEHHBIM CHUXKEHUEM J10 MOAAEPKMBAIOLLE 10-
3bl 1—2 Tab. / cyT., KypcoBoii mpueM BUTaMUHOB Bg 1 By, B/M, 3aTem
MpUeM TOJIUBUTAMUHOB C 00513aTebHBIM CONEPXKAaHUEM BUTAMUHOB
Bsu B2, npuem Tpom60-ACCa 50 mr / cyT. PekoMeH10Ba1oCh poaoJi-
>KeHne HabmoneHus B [eMaToornieckoM HayIHOM IieHTpe. bonbHoit
Takke npoaosrkaet Habmonathess B DTK MMA um. M.M.CeueHoBa.
CamouyBcTBUE 0OJIBHOTO Xopoliee, rnpoaoyikaer padorars. [Tpu KT
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opraHoB rpyaHoi kietku ot 08.12.03. (puc. 4a, 6) B 3—6, 9-M cermeH-
Tax MPaBoro JIETKOTO, a TAKXKE B SI3bIYKOBBIX CEIMEHTaX JIEBOTO JIETKO-
O OTIpe/eNsiioTes yyacTku (hudbposa. B 6-M 1 8-M cermeHTax rmpaBoro
JIETKOTO0, a TAKXKe Ha TpaHuLie 8-T0 U 9-To CErMEHTOB JIEBOTO JIETKOTO
CyOTUIEBPAIBHO OTPENENSIOTCS YYACTKU KOHCOJTUIAIINY HEeTPaBUIIb-
HOI1 opMbl ¢ HepoBHbIMU KOHTypamu. KT-KapTuHa COOTBETCTBYET
MOCTUH()APKTHBIM U3MEHEHUSIM JIETKUX.

B 3akitoueHue MpuBOAMM HEOOJBIIYIO JUTEpaTyp-
HYIO CIIPaBKY.

He cymecTByeT eqnHOTO OOIIECIPU3HAHHOTO OIIpE-
nenaennst repMuHa "tpomooduaua”. B 1990 r. Bpuranc-
KM KOMUTET 10 TeMaTOJIOTMYECKUM CTaHAapTaM Ipe-
JIOXKWJI CYMTATh TpOMOOGhWINIo "MOOBIM HapylIeHUeM
MEXaHW3MOB CBEPTHIBAHUS KPOBU, KOTOPOE IIPEapacIio-
Jlaraet K TpoM0o3y".

TpomOopuaMKM OBIBAIOT BPOXIEHHBIMM, TTPUOOpe-
TEHHBIMM U cMellaHHBIMU. Ha Hacrosiiiee BpeMst onu-
CaH psII TCHETUICCKUX COCTOSTHUM, TTOBBITIAIOIINX PUCK
BEHO3HOI'0 TpoM003a 1 TpoMO0oaMOoauu. K HUM OTHO-

Puc. 4 a, 6. YIjioTHEeHUE Y4aCTKOB KOHCOJIMIALIMY JIETOYHOM TKAHU B
HIDKHUX JTOJISIX 000UX JIETKUX. 3HAUYUTETbHOE YMEHbBIIIEHUE KOJIMUEeCT-
Ba XXUJIKOCTHU B JIEBOI TJIeBpaJIbHOM 10JIOCTU. B 1paBoii rieBpaabHOIM
MOJIOCTU XKUIAKOCTh He ompenensiercs (08.12.03)

CSATCSI MyTallMM B TeHAaX €CTECTBEHHBIX aHTUKOATYJISH-
TOB: aHTUTpoMOMHa, nporenHa C u mpoTenHa S — a
TakKe (haKTOpOB CBEpThIBaHMS: (UOpPUHOTEHa, MPOT-
pomOuHa u ¢axkropa V.

YcroitunocTs K akTusupoBaHHomy npoteuHy C (APC-pesucteHT-
HocTe, APC-R) n neiigenckas mytauus (mytauus ¢akropa V Leiden)

[Tox ycTOMYMBOCTBIO K aKTUBUPOBaHHOMY TpoTenHy C
ITOHNMAIOT CHIDKEHHOE BIIUSTHUE aKTUBUPOBAHHOTO IIPO-
tenHa C, m1o0aBJIeHHOro K 00pasily IIa3Mbl, Ha (DyHK-
LIMOHMpPOBaHUE CBEPThIBAIOIIEH cucTeMbl [1].

APC-R u mytanus dakropa V Leiden B HacTosiiee
BpeMsI CUYMTAIOTCS HanmboJIee YacTO TeHeTHIeCKH 00yc-
JIOBJIEHHOM TTPUUYMHOM TpoMbodunnu. Briepsrie pe3uc-
TEHTHOCTb K aKTMBUPOBaHHOMY IpoTeuHy C Kak IpHu-
Y{HA HACJeICTBEHHOU TpoMOoduiauu Oblia omucaHa
B.Dahlback (1995) B 3 pa3HBIX ceMbsix [2]. B ycinoBus
APC-R nmob6asnenue APC K ma3Me He BBI3BIBATIO OXKM-
JlaeMOro yIUIMHEHUsI BpeMEHU CBepThIBaHUS. B mepBoii
cembe ¢ obHapyxeHHoii APC-R y 14 u3 19 uieHoB
ceMbH (4 M3 HUX UMEJTIN 3TTU30IbI BEHO3HBIX TPOMOO30B
B aHaMHe3¢) OTMeYasCsl "HeIOCTaTOYHBIM" aHTHKOAry-
JISHTHBIN OTBeT Ha BBeaeHue B miaasMy APC. B apyrux
CEMbsIX TaKXKe OBbLIN ITOJyYeHbl aHAJTOTUYHBIEC Pe3yIbTa-
Thl. B pesynbrare gajabHeimx HaOM0AeHU ObL1a BbII-
BUHYTa TUIOTEe3a, YTO Ae(eKT HACIEAYeTCSI ayTOCOMHO-
JOMMHAHTHO C HEIOJHOM MeHEeTPAaHTHOCThIO.

B.Dahlback (1999) cBsizan ¢enomen APC-R ¢ ne-
dekTom omHoro 13 kodakropoB APC [3]. B mpomecce
BBISIBJICHMST 3TOT0 KOoaKTopa ObUTM MCKITIOYCHBI TaKNe
BO3MOXHbBIC TNPUYMHBI, KaK HajJdyude ayTOaHTUTET K
nporenHy C, mpotea3Horo mHruourtopa mnporenHa C
OBICTPOTO OEUCTBUA, NEUILINT IIPOTENHA S W MyTaIlus
reHa, kogupymwouiero ¢akrop VIII u ¢pakrop dpon Bui-
neopanga (VWF). JloGaBieHue HOpMaabHON Mia3Mbl K
ia3me nauueHToB ¢ APC-R KoppurupoBajio HeaocTa-
TOYHBI aHTUKOATYJISTHTHBIN OTBeT. B.Dahlback v Hil-
debrand oGHaPYXUJIN, YTO UCKOMBIM KodakTopom APC,
OTBEeTCTBeHHBbIM 3a ¢peHoMeH APC-R gaBnsgerca dak-
top V [3]. [Tockoabky ypoBeHb (hakTopa V y MalMeHTOB
¢ APC-R 0bUT HOpMaJIbHBIM, ObLJIa BBIABUHYTA TUTIOTE3A
o crieurduueckom nedekTe aHTUKOATYISTHTHON (PyHK-
uu dakropa V.

R.M.Bertina (1997) npoBea cepuio 3KCIEPUMEHTOB
C LIeJIbI0 MIeHTU(UKALNU JTedeKTa, OTBETCTBEHHOTO 3a
APC-R [4]. OH 0oO6HapyXuJj1, 4TO IPUIMHON crieundu-
yeckoro nedexrta ¢axkropa V gBiasgeTcsa AedeKT TeHa,
koaupytouiero ¢axkrop V. YUyTb paHee CBSI3b MeEXIy
BHYTPUTEHHBIM TMTOJUMOP(GU3MOM TeHa, KOIUPYIOIIETO
daxktop V, u APC-R Obina obHapyxkeHa B.Zoller n
B.Dahlback (1994) [5].

R.M. Bertina (1997) [4], nezaBucumo ot B.Dahlback,
00Hapyxu nedeKT reHa, Koaupymoluiero dakrop V: Obl-
na onucaHa CGA-CAA TodeuHasg MyTauusi — 3aMeHa
ryaHMHa Ha aleHWH B mo3uuuu 1691 rena FV, 3ameHa
aprMHUHA Ha TiayTamMuH B ro3uiu 506 daxkropa V. Ien
FV naxomnutcsa B 1 xpomocome (1g21-25) B Henocpen-
CTBEHHOI OJIM30CTU OT Te€Ha, KOAUPYIOIIETO aHTUTPOM -
o6uH. OOHapyXeHHasl ToueuHas MyTaliusl Obljla Ha3BaHa
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myTanueit pakropa V Leiden (FV:Q506; FVR506Q:R; R

n Q — onHOOYKBeHHBIEe Koabl 119 Arg u Gln cooTBeT-

CcTBeHHO). Terepb M3BECTHO, YTO MyTallusl UMEET JIBOM-

Hoi1 3¢ dekT. OHa sIBIsIeTCs He TOJIBKO MTPUIMHON Hapy-

meHus gerpaganuu gakropa Va ¢ nomouibio APC, Ho 1

nerpagauuu ¢akropa VIIla.

CiencTBUeM 3TOI MyTallMM SIBJISIIOTCS] HAPYILIEHUS B
(YHKIIMOHMPOBAHUU CUCTeMbI TTpoTenHa C, TpeacTaB-
JISIONIEN BaXXKHEWIIMU €CTECTBEHHBIA aHTUKOATYJISHT-
HBI yTh. B ycnoBusx HopMmbl APC nHrnbupyer Koary-
JISILMIO TIyTeM paclleryieHUsl OrpaHUYEHHOIro 4Jucia
MENTUIHBIX CBS3ei KaK B MHTAKTHOM, TaK M B aKTUBU-
poBaanHoM ¢akrtope V (FV / FVa), a takke B VIII dak-
tope (FVIII / FVIIla). APC-3aBucuMoe paciieruieHue
FVa ctumynupyetcs nporemHoMm S, B TO BpeMs Kak JIJist
nHaktuBauuu FVIIIa HeoOXxoaumMo CUHEpPrMyHOE B3a-
UMoIeUCcTBIE KO(aKTOPHON (DYHKIMU TIpOTerHa S u
npoTeouTUIecKn MoauduurpoBanHoro FV mox neii-
ctBueM APC. Takum o6pa3om, B HopMme (pakTop V moTeH-
LIMaJTbHO OIocpenyeT 2 IMPOTHUBOIOJIOXHbBIE (DYHKIIUN:
a) IMMPOKOATyJITHTHYI0O — TIOC/Ie KJIMBaxka TPOMOMHOM
wm dakropom Xa (FXa), 0) aHTUKOAryJIsSHTHYIO —
rnocie KjiuBaxa akTuBUpoBaHHBIM npoTenHoM C (APC).

TakuM o0Opa3oM, Kak CTaJlo HeIaBHO H3BECTHO,
rmpotpomootrueckuii ahpext APC-R nmpu FV-myranum
Jleiinena uMeeT, 110 MeHbIIEH Mepe, 2 OObSICHEHUSI:

1. Hapymenue nerpagauuu FVa non neitctBuem APC,
B TO BpeMs KaK ITPOKOArYJITHTHBIN 3G PEKT MyTHPO-
BaBiiero FVa coxpaHsiercs.

2. Hapymenne B npouecce merpagaunu FVIIIa, moc-
KOJIbKY HOpMasTbHBIN KinBax FV B obmactn Arg506
HEOOXOMUM ISl OCYIIECTBJICHUSI CUHEPTUYHOM
APC-kopakTopHoit akTuBHOCTH FV Hapsmy ¢ mpo-
TernHOM S B Aerpamanuu daxropa VIla.

Bckope nocne onucanust APC-pe3rcTeHTHOCTh CTa-
J1a 10BOJIBHO 4YacTo (20—60 %) oOHapyKMBAThCSI CPEAU
MMaIleHToB ¢ TpoMbo3amu B 3amagHoM Mupe. Haobo-
POT, He ObLIO CABILIHO O Helt B A3uu. [IpuunHa okasza-
Jack B ToM, uTo ayutesib FV:Q506, Bei3wiBarommii APC-
PE3UCTEHTHOCTh, 0OHAPYKUBAJICS JIUIIb B €BPOITEMCKHUX
POIOCTIOBHBIX (KaBKa3cKasl paca) M OTCYTCTBYeT Y MeCT-
Horo HaceneHus Asuu, Appuku, AMepuku u ABCTpa-
quu. B 3amagHpIX cTpaHaxX BCTpPe4aeMOCTb JAHHOTO
ajuienis Takxke Kojeosnercss. Myrauus FV Leiden o6Hapy-
xkeHa y 15 % Hacenenus 1oxHoi LlBeunuu, U3BeCTHOI
CBOEI BBICOKOI 4acTOTOI TpoMO030B. JIpyrue cTpaHbl ¢
BBICOKOI YyacToToii — 310 Iepmanus, Jlanus u Iperus.
B U3spaune myrauus BcTpeuaeTcsl Kak y apaboB, Tak U
y eBpeeB, HO CPEIU IMOCIEAHNX C OOTBITNMM BapyaIlvsi-
MU, 3aBUCSIIAMU OT UX STHUYECKOIO ITPOMCXOKICHUS.
Yactora B Hunepnangax, Benukooputanuu u CIIHA —
3—5 %, Huxe OHa Cpeau aMepUKaHIEB MCIAHCKOIo
npoucxoxaeHus (2 %), a Takxke B Mtamuu u Mcnanuu.
He obOHapyeHO MyTalliu Cpeau SIMOHLIEB U KUTaMLIeB.
bonbiime KonedaHust MOTYT ObITh M BHYTPY OJIHOI CTpa-
HbI, HanpuMmep, Bo PpaHIMU YacToTa KojedaeTcsl oT
1 % (JIwnw) 1o 10 % (CrpacOypr). Beicokast BbKMBae-
MOCTh MyTAallUM U, KaK Pe3yJbTaT, TUIIEePKOATYISIINOH-
HOE COCTOSIHUE MPOUCXOSIT U3 BEICOKOTO ITPeBaJpoOBa-

3aMeTKM 13 NpaKTUKK

Hus auteist FV:Q506. Bo3sMoXHO, TeHAEHIMS K YMEHb-
IIEHUIO0 KPOBOTEUEHUM TOC/Ie PONOB Y XEHIIUH C JTaH-
HOM MyTallMel IOJIrO€ BPEMS OIIpENesia U BbICOKYIO
BbKMBAEMOCTh ajuiensi. B To ke BpeMsi yBeJquueHUe
pHcKa TPOMOO30B He SABISIOCH (PaKTOPOM CMEPTHOCTH B
UCTOPUU YEJIOBEUYECTBA, T. K. TPOMO03 O0OBIYHO BO3HUKA
B CTapIlieM BO3pacTe W, 3HAUMUT, He BIMSLI Ha hepTUib-
HoOCTb. Bmo6GaBoK K 3TOMY, HalllM MPEIKU He UCITbIThIBa-
JIV BIMSTHUS IPYTUX (DAKTOPOB PUCKA TPOMOO30B, TAKIX
KakK oIlepalny, OpaJbHble KOHTPAICIITUBbI, KYpeHHE U
OTHOCUTEJIbHO CUASYUI 00pa3 COBPEMEHHON >KMU3HU.
Bce BbllIenepeyrcieHHOE CITOCOOCTBOBAIO 3aKperuie-
HUIO MyTaIllM B TIPOIIECCE €CTECTBEHHOIO 0TOOpA.

IIpeanonaralor, YTO eIMHUYHASL MyTallys IeHa, KO-
nupytoniero gaktop V, npousonnia okoiao 30 ThIC. JieT
Hazal, T. €. MOCJe MUrpaluM HacejleHUus u3 Adbpuxu
100 THIC. JIET Ha3ad U MOCJIe CeTperaliy a3uaToB OT ¢B-
porieiilieB. DTO 0OBICHSET YaCTOTy MyTalluu B EBporie nu
oTcyTcTBUE ee B AAnmonun u Kutae, a Takke cpeayd MecT-
HOro HacejeHus A3un, AQpuku u AMepuku [6].

dnuagemmonorns

JleiineHckast MyTalusi pacripocTpaHeHa HAMHOTO ILIKpe
JNPYTUX HACJEACTBEHHBIX TPOMOOMGWIMIA: ee yacToTa
cpeaun Gesloro HaceleHUsl pasHuUTCs Mexay 2 u 15 %.
Myrauuio HaxogsaT y 20—50 % GoJIbHBIX ¢ TPOMO03IMO0-
nusaMu U 6osee yeM y 50 % OGOsbHBIX HACAeICTBEHHOM
TpoMmbopuaneit. [eTepo3uroTHoe HOCUTEIbCTBO MOBbI-
IIaeT pUCK TpoM003a B 3—8 pa3, a TOMO3UTOTHOE COCTO-
aHue — B 80 pas.

JlaBopatopHas auarHoctnka APC-pe3ucTeHTHOCTH n NeiaeHCKoI
myTauun

Yamie Bcero usmepsiioT AUTB B oTcyTcTBHE aKTUBUPO-
BaHHoro npoTterHa C u nmocJe ero gooasnaeHus. Pe3ymb-
TaThl BBIPAXAlOT B BUIE JPOOM — T. H. OTHOIICHUS
YYBCTBUTEIBHOCTA K aKTUBHpPOBaHHOMY IpoTenHy C
(activated protein C sensitivity ratio — APC:SR). Bt0
KaIlpU3HBIA METOM, Ha TOYHOCTh KOTOPOT'O BIMSIIOT YUC-
TOTa peareHTOB (B HUX IOJIKHBI OTCYTCTBOBATh TPOM-
OOLIMTHI), OCOOEHHOCTU TPUOOPOB W KOHLIEHTPALIMS
akTuBUpoBaHHOTO TiporemHa C. JImst craHmapTusa-
LIMY Pe3yJBTaTOB IpeajaraloT BBIYMCISTH OTHOIIEHUE
APC:SR nanuenrta Kk APC:SR HoOpManibHO M1a3Mbl, HO
TP 3TOM HYXXHO YIOCTOBEPUTHCS, UYTO "HOpMasbHas"
IJ1a3Ma He MOoJIydyeHa OT JOHOpa C JeHIeHCKOM MyTallu-
eli, TIOCKOJIbKY JaXKe €CJIM Y OMHOTO U3 HECKOJbKUX J10-
HOPOB €CTb MYTallMsl, pe3yJbTaTbl UCCIENOBAHUS OyayT
HapyIIeHBHI.

IlepBoHavanbHO TpoOa Ha ocHoBe AYTB He ObLia
crneuUIHON WIS JEHASHCKOM MyTalluu, MOCKOJIbKY
HEIOCTAaTOYHOCTb JIIOOBIX IPYruX (haKTOPOB CBEPThIBA-
HWS WKW TIpeJBapUTe/IbHasi aHTUKOATYJISTHTHAST Tepartust
takxke ynanHsoT AYTB. I[Tostomy npemioxuim Moau-
¢uKaLuio 3TOM MPoOkI, MPU KOTOPOI K Iia3Me MalyeH-
Ta 100ABJSIOT CTAHAAPTHYIO IJ1a3My, MOJHOLIEHHYIO IO
BceM (akTopaM 3a uckioueHueM ¢akrtopa V. UyBcTBU-
TEJIbHOCTh U CITeM(PUYHOCTb TaKOH MOIU(DUILIMPOBAH-
HOI MpoObI B OTHOIIEHUHU JIEHAEHCKOM MyTalluu MOBbI-
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cuuch rmoutu 10 100 %, B ¢BsSI3U C UeM ee ceiuac MOXK-
HO UCHOJb30BaTh NpU oTcyTcTBUU MeTonoB JIHK-nuar-
Hoctuku. K coxanenuio, moauduipoBaHHas mpoda
MPOMycKaeT Bce MPOUMe MPUUMHbBI YCTOMUMBOCTU K aK-
TUBUPOBAaHHOMY npoTenHy C.

JlelimeHCKyYI0 MyTalldio ITOATBEPXKIAIOT IOJIMMEpPa3-
HOM LIENTHOM peakiyeit, aMIIUULIMPYIOLIEi HYKIIeO-
TUIHYIO MOCJIeA0BATEIbHOCTh BOIM3U 5-ro 5K30Ha reHa
(dakTopa V.

[lpyrve npudnHb! yCTONYMBOCTY K aKTUBUPOBaHHOMY npoTenHy C

Bo3MmozkHa yCTOMYMBOCTD K aKTUBUPOBAHHOMY MPOTEH -
Hy C 1 B OTCYTCTBHE JlelimeHCKOM MyTanmuu. HemaBHO
ObL1a OOHapy:KeHa HOBasl MyTallUsl FeHa, KOAUPYIOIIEro
daktop V (FV Cambridge) c 3ameHOli aprMHMHA Ha Tpe-
oHuH B o3umu 306 (Arg306Thr) y 1 u3 17 naimeHToB ¢
TpoMOo3amMu U HeoOBsICHUMOM APC-pe3ncTeHTHOCTBIO.

Kpome Toro, coBcem HenaBHO ObLIa OTKpBITA €LIE
onHa MyTauus dakropa V ¢ 3aMeHo#t Arg B mo3unnu 306
Ha ruuuH (Arg306Gly), KoTopast mojyuuia Ha3BaHUe
(akrop V Hong-Kong. OHa Obia BeisiBiieHa y 2 13 43 ma-
IUEeHTOB ¢ TpoMOo3aMu 'y 1 u3 40 310pOBBIX U3 KOHT-
postbHOM rpyniiel B [oHKoHTE. [6].

APC-R myranus dakropa V Leiden, BIssICh TeHe-
TUYECKH JTeTePMUHUPOBAHHOI, 00YCIOBIMBACT MTOXM3-
HEHHBI pUCK TpoMO030B. OmHAKO IS TPOSBICHUS
TpomM003a HEOOXOAMMBI AOMOJHUTENIbHBIE (DAKTOPHI,
KakK TIpaBWJIO, MPUOOpeTeHHbIe, HAanboJIee YaCThIMU U3
KOTOPHIX SIBJITIOTCS TIpHEeM TOPMOHAIBHBIX KOHTpAIEII-
TUBOB, 0€peMEHHOCTb, ONepaLlii, UMMOOWUJIM3ALIMS 1 TIP.

OpmHako cienyeT OTMETUTD, YTO, HECMOTPS Ha TO YTO
y 60 % XeHIIMH ¢ TPOMOO3aMHM, CBSI3aHHBIMU C Oepe-
MEHHOCTEIO, BEIsIBIIsIeTcsI APC-R, y O0IBIIIMHCTBA XKEH-

muH-Hocuteneir FV:Q506 amnenst mpu GepeMeHHOCTH
TpoMOO3bl HEe pa3BUBalOTCs. TeM He MeHee IIpu codeTa-
HUU HECKOJIBKUX T€HETUYECKUX Ae(eKTOB, MPeIpacIio-
Jlaralommx K TpoM0603y, Wi OJHOBPEMEHHOM HaJTuYuu
ADC, a Takke psa 9KCTpareHUTAIbHBIX 3a00JeBaHUI
(CKB u m1p.) ¥ MaToJI0TUYeCKNX COCTOSTHMI (XpoHUYeC-
Koe 0aKTepuo-, BUPYCOHOCUTEIBCTBO U TIP.), PUCK Pa3-
BUTHUSI TPOMOO3a MHOTOKPATHO YBEJIUYUBAETCSI.

IMocnenHee 0O6ycaOBIMBAET COOTBETCTBEHHO AUP de-
PEHIIMPOBAHHBIN TTOIXOJ K TPOMOOIPO(MIAKTUKE B pas3-
JIMYHBIX KIIMHUYECKUX CUTyalusix [1, 6].
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