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OCOBEHHOCTU HAPYLUEHU CUCTEMbI TEMOCTA3A Y 6OJIbHOW C CUHAPOMOM
ANOOEPEHLUPOBAHHOW AUCMJIA3UN COEANHUTENBbHON TKAHU

OIBY Poccnincknii HayuHbIv LIeHTP Xxmpyprian um. akag. b. B. Metposckoro PAMH, Mocksa

B cmamwe npusoosmes ceedenus 0 coCMosHUU CUCIEMbL 2eMOCIA3A Y NAYUCHINOE C CUHOPOMOM OU(heperyuposanHoll OUChLA3UY
COCOUHUMENbHOU MKAHU, 8 YACMHOCIU npu cuHopome Mapghana. Jlano onucanue KIUHUYECKO2O CAVYAS U UCCIEO08AHUS CEEePNIbl-
saioujell cucmemul KpoGU Y RAYUEHMKU, ONEPUPOSAHHOL 1O NOBOOY PACCLAUBAIOUWCUCS AHEEPUIMbL AOPMIbL KAK NPOSIENIeHUS. CUHOPOMA
Mapghana.

KnroueBble ClnOBa: Qucniasus coeOuHumenbHoul mKanu, cucmema cemocmasa

Yu.A. Morozov, I.1. Dementyeva, Ye.A. Kukayeva

THE CHARACTERISTICS OF HOMEOSTASIS SYSTEM DISORDERS IN FEMALE PATIENT WITH
SYNDROME OF DIFFERENTIATED DYSPLASIA OF CONNECTIVE TISSUE

The article discusses the data concerning the homeostasis system in patients with syndrome of differentiated dysplasia of connective
tissue, in particular, under the Marfan syndrome. The description of clinical case is provided. The analysis of blood coagulation
system in female patient operated on the occasion of dissecting intramural aneurysm of aorta as manifestation of Marfan syndrome
is discussed.
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Huctmazust coequauTensHoi Tkanu (JICT) — rpymma
TFEHETHYECKH TeTePOreHHBIX M KIMHUYECKU MOTUMOP(HHBIX
CHCTEMHBIX TaTOJIOTUYECKUX COCTOSHHMN, 00YyCIOBICHHBIX
HapylICeHUEM Pa3BUTHsI COCTUHHUTEIHHON TKaHU B AIMOpHO-
HaJbHOM M NOCTHaTalIbHOM Tiepuonax [3]. Henuddepenuu-
posanHas JICT — onpenensronuii Bapuant ACT ¢ knuHMue-
CKHMH TIPOSIBJICHUSIMH, HE YKJIaIbIBAIOIIUMUCS B CTPYKTYPY
HAaCJIeICTBEHHBIX CHHJIPOMOB.

B 1987 . Hero-Mopkckoil acconmanueil KapauoioroB
obu1 BeZeneH cuaapoMm JICT cepaa, conmpoBOXKIAIOIIHNA
kak auddepenumrpoBanubie (Hanpumep, cuHIpoM Mapda-
Ha, cuHJIpoM Dnepca—/lanio u 1p.), Tak u HenupdhepeHiu-
pOBaHHbIE JUCILIa3HMU. DTOT CHUHAPOM BKJIIOYAET: IpoJall-
CBl KJIAMaHOB CEep/la, aHOMAJbHO PACIIONIOKEHHBIE XOP/bI
JIEBOTO JKEJY/I0YKa, aHEBPU3MBI MEXKIIPEICEPIHON MEpero-
POAKH ¥ CUHYCOB BaJibcaslbBBI, paciIpeHue KOpHS a0pPThl U
JIerouHoH aprepuu, oukycnuaanbhayo aoptry. ACT cepaua,
umu MAPC, paccmarpuBaeTcsi KaKk W30JIMPOBAHHBIA CHH-
JpOM, BKJIIOUAIOIINI B c€0s1 CHMIITOMOKOMIUIEKC Kapaualib-
HBIX ¥ 9KCTPaKapAnaIbHbIX IPOsIBICHUH [2].

Cunznpom Mapdana — HacleICTBEHHas ayTOCOMHO-
JOMHMHAHTHas 00Je3Hb COCOUHUTENbHOM TkaHu. KnnHuue-
ckast uaeHtudukanus cuHapoma Obuta cienana B. Mapda-
HoMm B 1886 . [lpuumnoil cuuapoma Mapdana sBISIOTCS
MyTalMy B reHe GpuOpmunHa (JIoKaau3auus B XpoOMOCOMe
15g21). BoIsiBIIEeHO HECKOJIBKO TUTIOB MYy TallUii (B OCHOBHOM
MHCCEHC), BEIyIMX K HApyIMICHUIO CHHTe3a (HUOPHILTH-
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Ha. OOHapy)keHHe CBS3U reHa (GUOPUILIMHA C CUHIPOMOM
Mapdana naer BO3MOXHOCTb HPOBOIUTH MOJIEKYIISPHO-
TEHETHYECKYIO0 JINarHOCTHKY, BKJIIOYAasl IPEHATAIbHYIO.
Yactora cunapoma Mapdana B nomynsauuu paBHa 1:10
000—1:15 000. [TomynSLMOHHBIX U STHUYECKUX PA3IUYUil B
JaCTOTE U KIMHUYCCKON KapTHHE OONE3HH HE OTMEUCHO.
JlaBHO yCTaHOBIICHA CBA3b Psiia ME3EHXUMAJbHBIX AUC-
IUIa3UH C aHOMAUSIMH KPOBEHOCHBIX COCYIOB M KPOBOTO-
4UBOCTRIO [5], uTo no3Bonuio 3. C. bapkarany [1] obocHo-
BaTh YUE€HHE O HOBOW IpyIIe reMOpparuyeckux IUare3oB,
0003HAYEHHBIX KaK '"TeMOpparndeckue Me3eHXHUMallbHbIC
muctmazun” (I'MJI). B manpHeMmmx wccienoBaHusX €ro
y4€HHKaMH ObLJIO MOKa3aHO, YTO HapyLIEHUs B pa3HbIX 3Be-
HBSIX cucTeMbl reMocTasza npu ['MJ[ yacTbl, 3aKOHOMEPHBI
U XapaKTepU3YyIOTCsl HE TOJIBKO COCYIUCTBIMU U TPOMOOIH-
TapHBIMHU, HO ¥ IIYOOKHMMM KOAryJSLIMOHHBIMHU CIBUTAMHU.
B cumnromoxommiexkc I'MJ] BXOmAT: CHUKEHHE YPOBHS
pasinvHbBIX (HAKTOPOB CBEPTHIBAHHMS, JU3arperandoHHast
TPOMOOLIUTONATHS, HApyLIEHUs HAa KOHEYHOM JTale CBep-
THIBAaHUS B BUJIE 3aMeUICHHs MOJUMEPH3aluH (ayTOIONIH-
MepHU3aluy WK caMocOopku) GUOPUH-MOHOMEpA ILIa3Mbl
OOJIBHOTO, a TaKXKe BO3MOXKHOE pa3HOoOpaszue codeTaHun
JAaHHBIX TaToioruil [6]. KoMOuHanms 5THX HapyLIeHUi Te-
MOCTa3a TIOBBIIIAET PUCK BOZHUKHOBEHHS M TSIKECTh KpO-
BOTEUEHHUH NMPH ME3EHXMMAJbHBIX IMCIUIA3USAX, OCOOCHHO
IIPY OTIEPATUBHBIX BMEIIATENBLCTBAX. | eMOKOATYIISAIIMOHHBIE
CPBIBBI BapbUPYIOT OT CKPBHITHIX, MAJTOCHMITOMHBIX (OpPM
JI0 MaHU(ECTHBIX, MOTEHIHUAIBHO ONACHBIX TeMopparuye-
CKUX ¥ TPOMOOTHYECKUX TIPOSBICHH.
KnuHuko-maboparopHble HapylleHHs reMocTasza IpH
cuHapoMe MapdaHa yKIaaplBalOTCd B PaMKH CHHIPOMO-
xomruiekca HacienctBeHHo# JICT. B ux crpykrype ormeda-
eTcst mpeodailaHie pa3IMYHbIX BAPHAHTOB TPOMOOLIUTOIIA-
Tui. J{uzarperannonnsie pEeHOMEHBI 3a4aCTyI0 COUYETAIOTCS
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¢ HapylIeHHAMHU dPPEKTUBHOCTH KOHEYHOTO JTara B BUJC
aHOMAaJIMU CIIMBOK (UOPHH-MOHOMEPOB, HApYLICHHUS aK-
tuBanuu (akropa Xllla u ero GuOpUHCTAOUIH3UPYIOIIETO
neiicteus [4]. Kpome Toro, oTMeuaeTcst MOBBINICHHAS (H-
OpMHONUTHYECKAsh aKTMBHOCTb IUIa3Mbl B PE3YJIbTaTe YCH-
JICHUS] TPOITHOCTH aHOMAJIbHOTO (PMOPHHOTEHA K KOMITOHEH-
tam XII-kammmkpenH3aBrucuMoro GuopuHONIM3a (TUIa3MHUHY
1 TKAaHEBOMY aKTHUBATOPY INIA3MHHOTEHA), O YeM CBUJICTEIIb-
CTBYET YCKOPEHHE JIM3HCA CTYCTKA. BBISBICHHBIC M3MEHE-
HUSI HA YPOBHE KOHEYHOTO ATara reMOKOAryJIsHOHHOTO Ka-
CKa/la aCCOLIMUPYIOTCS C Ka4eCTBEHHBIMU aHOMAJIHAMU (U-
OpUHOreHa — reMOPParnueCKUMHU TUCHUOPUHOTCHEMUSMHU.
W3BecTHO, YTO aHOMaIbHBIC (PUOPHMHOTEHBI HE CITOCOOHBI
MOJTHOLIEHHO 00pa30BhIBaTh KOHCOIWJAUPOBAaHHBINA (HUOpH-
HOBBI crycTok. Kpome Toro, Hepenko umeer Mecto (hoHO-
Bast HefocTaTtouHocTh pakropa Xllla, uto eme 6onee necra-
ownusupyer nporiecc GuodpruHo- win GUOPUHOTEHOTEHE3a.

VY 4acTu MAalMeHTOB C HACJIEJCTBEHHBIMHU KOJIIaIr€HOTIIA-
TUAMU B ycioBusix Hemuddepennuposannoit ICT Hapsy
¢ nucyHKIHEH TPOMOOLIMTOB ¥ MHBIMU HAPYILIEHUSIMH BbI-
SIBIISITCS TTATOJIOTHSI KOHEYHOTO ATarla CBEPThIBAHHS KPOBU.
VY GonbHbIX ¢ nposBienusMu JCT cpeau mpounx BbISBICH-
HBIX CIIBUTOB B CUCTEME I'eéMOCTa3a JOMHHUPYIOT COYETaH-
HBIC HapyIICHHUs B ATOH cucteMe remoctaza. Cpenu HUX
HUMEIOTCS pa3jInyHble, [I0J4ac TPYAHBIE Ul BepUPHUKALIUHY,
KOMOWHAIIMU HACIEACTBEHHBIX TPOMOOIMTONIATHI C IPYyTH-
MU HapylIICHUSMH B CHCTEME T'eMOCTa3a.

B sToM mutaHe mpencTaBisieT MHTEpPEC HIKENPUBEACH-
HOe HaOIoeHUE.

bonbsuasa b., 39 ner, Obuta onepupoBana B Poccuii-
CKOM Hay4HOM LIeHTpe Xupypruu uM. akaj. b. B. Ilerposcko-
ro PAMH no nosony nucruia3un coemHUTEIbHON TKaHH,
cunpoma Mapdana, pacciioeHust a0pThl | THITA, aHEBPU3MBI
BOCXOJAIIEH aOpThl C aOPTaNIbHON HemocTaTouHOoCThio [11—
IV crenenu. beina BeIoONHEHA onepanys MPOTE3UPOBAHUS
JyI' a0pThl MHOTOOpaHIeBbM ipore3oM "Ilepoy3" 28 Mm ¢
reMOJMHAMHUYECKOH KOPPEeKLUeH epBoro THIa B AUCTAIb-
HOM aHactoMo3e. [Ipore3upoBanue npaBoi 00IIeH COHHOM
aprepuu nporezoM "BackyTex" 8 MM ¢ penMIIIaHTanuei B
00Kk TiepBOii OpaHIIU MpoTe3a ayru aopTel. [IpoTe3upona-
HHUE aOpTAJLHOTO KJIallaHa M BOCXOMSIICH aopThl KilaraH-
conepxamuM KoHayutoMm "Menumk Ne 23" o meroauke
benranna-ne bono ¢ popmupoBanuem coyctbs Kabpois.

Koaeynoepamma:

Tpomb6unoBoe Bpemst — 21,8 ¢ (mopma 15-18 ¢), MHO
— 1,24 (wopma 5o 2,00), ¢pudpunoren — 2,25 r/n (Hopma
2,00-4,00 /1), aKTUBUPOBAHHOE YACTHYHOE TPOMOOILIA-
ctuHoBOe BpeMmsi — 32,8 ¢ (Hopma 35-47 c), aKTUBHOCTH
antutpomOuna III — 93,8% (mopma 80-120%), axTuB-
HOCTh IpoTenHa C — 96,5% (mopma 80-110%), Bpems XIla-
KaJUIMKpeuH3aBucuMoro Quopunonnza — 315 c¢ (Hopma
360-720 c), konueHtpauusi D-gumepa — 0,1 mr/a (Hopma 10
0,3 Mr/1m), pacCTBOPUMBIX (PHOPHH-MOHOMEPHBIX KOMILICKCOB
— 4,0 mr% (nopma 10 4 mMr%), Tex-monumep-tect — 2,59 ¢
(mopma — 0,81-1,19 c¢), axutokcoBslit TecT — 10,9 ¢ (Hopma
29,5 ¢).

Hccnedosanue mpomboyumaprozo 36eHa 2emocmasda.:
Konuuectso Tpombouuros — 169,4 - 10%/n, AAD-uumym-
poBanHas arperauus 68,1% (nopma 40-60%).

Tpombosnacmoepaghusi:

Bpems R — 23,4 mun (Hopma 9-27 mun), Bpems K — 8,2
MuH (HOpMa 2-9 muH), Bpems R+K — 31,6 mMuH, yron o —
26,8° (Hopma 22-58°), MA — 51,5 mm (HopMma 44—64 Mm),
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CI - -2,7 (mopma ot -3,0 no +3,0), G — 5,3 nus/c (HOpma
3,6-8,5 nun/c), Ly30 — 0,7% (nopma 0-8%), Ly60 — 4,7%
(nopma 0—8%).

[IpencrarieHHoe HAOMIOICHAE WHTEPECHO TEM, YTO Yy
0onbHOI ¢ cuHApOMOM Mapdana Kak nposisjieHneM qudde-
PEHLIMPOBAaHHON ME3CHXMMAIbHON JWCIUIA3UH CEpICYHbIC
MPOSIBIICHAST JTAHHOW ITATOJIOTHH 3aKJTFOYAIOTCS UCKITIOUH-
TEJIFHO B HAJIMUMH PACCIIaBAIOLIEHCs] aHEBPU3MbI BOCXO/IS-
HIeil Jyrd aopThl ¢ MUHUMAIbHBIMU IIPU3HAKaMU BOBIIEYE-
HUSI B TATOJIOTMYECKHUI MTPOIIECC CePICYHOM MBI AHEB-
pU3Ma aopThl, KaKk MPaBUIIO, CONPOBOXKIAECTCS MPU3HAKAMH
XPOHUYECKOTO JIMCCEMHHUPOBAHHOTO BHYTPHCOCYAHCTOTO
CBEPTHIBAHUSI KPOBU BCJIEJCTBHE BHYTPHUAHEBpH3MAaTHYEC-
CKOTO 3aCTOsl, HAJIM4YUsl TypOyJEHTHBIX MOTOKOB, HapyIle-
HUI UHTPAAOPTAIBHON THAPOANHAMUKHY.

OnHaKo y NallMeHTKHU OCHOBHBIE KOAT'YJISILIMOHHBIE TECTHI
(MHO, AUYTB, ¢ubpuHOoreH), koHueHTpanuu D-mumepa,
pacTBOPUMBIX (PUOPHH-MOHOMEPHBIX KOMILICKCOB, a TAKKE
nokazarenu TOI' HaxomsTcd B mpezenax HOPMaJIbHBIX 3Ha-
yennid. Ha 3ToM (oHe oTMedaeTcs: HapylIeHHe KOHEYHOTO
JTana CBEPTHIBAHUS KPOBH — YIIIMHEHHE TPOMOHHOBOTO
BpPEMEHM, BBIPa)KEHHbIE HapyLICHUs [OIUMep-TecTa. Bbl-
paXEeHHOE YKOPOUEHHE SXUTOKCOBOTO BPEMEHH CBUICTEIIb-
CTByeT O Hanmnuuu Jedekra ¢GuOpuHOreHa M '"CKPHITOH"
TUIIEPKOArysIMU. Taxke BBIABICHO yYMEPEHHOE YCKOpe-
Hue BpeMenn Xlla-kannukpenH3aBucuMoro GpuOpHHOIN3A.
TpomOonuTapHOe 3BEHO CHCTEMBI I'e€MOCTa3a XapaKTepH-
3yeTrcs runeparperanyeii KpoBSHbIX IJIACTUHOK B OTBET Ha
AJ1®. UnTepecHo, YTO CKIOHHOCTD K TUIIEPKOATYIIALNN Ha
(hoHe moBbIIIeHHS PUOPUHONIUTHYECKON aKTHBHOCTH HE CO-
MIPOBOYX/IAETCS MOBBIIICHHBIM (hUOPHUHO((HUOPUHOTECHO )ITH-
3oM. Takum oOpazom, Hanmuuue nedexra GUOpUHOreHa He
MPUBOJUT K TPoMO00Opa3oBaHuio B opranu3me. CKpBIThIC
AQHOMAJIMM CHUCTEMBI F'€MOCTa3a MOTYT PEajH30BBIBATHCS B
MOBBIIICHHOW KPOBOTOYMBOCTH IOCIIE ONEpaIMy W/UITH Tie-
pexojia XpOHHUYECKOTO JIMCCEMUHUPOBAHHOTO CBEPTHIBAHHUS
KpPOBU B ocTpoe. JeHCTBUTENbHO, B MOCIEONEPALIMOHHOM
nepuozie y 00JIbHON 0TMedYaiach KPOBOTOYUBOCTB CO CKOPO-
cThio 9,8 M1 Ha | KT Macchl Tena.

Taxum 00pazom, Hallle HAOTIOJICHHE eIIe Pa3 IOKa3bIBACT
BO)XHOCTH IOJTHOIICHHOTO TeMOCTA3HOJIOTHYECKOTO 00ce-
JIOBaHMS MALIUEHTOB C CUHIPOMOM COEAUHUTEIbHOTKAaHHOM
JUCIUTa3MH, YTO MO3BOJIUT TOBBICUTH Ka4€CTBO XHPYpruye-
CKOTO JICUCHUSI JTAHHOW KaTeropuu OOJbHBIX.
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