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Beedenue. Juccexyus maeucmpanshoix apmepuii eonoevt (MAI) seasiemes camoli Hacmoii NpUMUHOL UEMUYECK020 UHCYAbMA 8 M0A00oM 8o3pacme. Pasgumue
duccexyuu MAT 06ycioenero ducniasuei apmepuanbHoil CmeHKu.

Lleav. Ouenumy npustaxu ducnaazuu coedurumensioli mxanu (ACT) y boavhbix ¢ duccexyueis MAT, ucnoab3ys wikansl oueHKu OUCnAA3UY, U3YHUmMb NPOBOUUPY-
touyue (axmopsi pazsumus OUCCexyu.

Mamepuasnt u memodst. Obcredosans: 80 nayuenmos ¢ duccexuueii MAT (cpednuii eospacm 38,5+13,5 nem; 49 acenugur), noomeepaicdertoii ¢ nomouspro MPT u
MacHumHo-pesonarckol aneuoepaguu (MPA). Ipynna konmpoas cocmasuaa 20 dobposonvies. Ouerusanucy 48 npusnaros JICT, exodauux 6 Busssghpanuiciue
Kpumepuu (cocyoucmoiti eapuanm cundpoma Inepca—Janno), Tenmexue Kpumepuu (cunopom Mapdana), Beiimonckue kpumepuu (2unepmodusbHoCmb Cycmasos),
a maxice Haau4ue 20406Hoil 60y 6 anamHese. Kaycoouii npusnax oyenusancs kak umerouuiics (1 6aan) uau omcymemeyiowuii (0 6a4108), Ha ocHoge 4eeo pac-
CHUMbIBANUCH UHOUBUOYAALHYLIL U CPeOHUI 2pYRNOBOI PelimuHel.

Pesyamamor. Tpusnaxu JCT uawe écmpeuanucy y 60avivix ¢ duccekyuell, uem 8 kowmpoae (7,93,6 npomus 4,6+2,5 6anna, p=0,0039). Juacrocmuuecku
HauuMble npustaxy (Gonee 8 6arnoe) umenucy y 53% Goavnix. Ha ocrose peepeccuontoeo anaauza evideserst duaeHocmuxo-npoeHocmueckue npusiaku JJCT
y Goavhbix ¢ duccekyuetl. OcHosHble NPU3HAKY BKAIOMAAU 20106HYI0 004b 68 anamuese (p=0,022), apmepuanviyto eunomoruto (p=0,012), ckaonrocmsy K 0bpa-
308anuro kposonoomexos (p=0,011), ampouueckue koxcuvie pyoust (p=0,019). K donoaxumensivin npusHaxam Obiau oOmHeceHb! «<nPOCEHUBIOWAACT> KOXCA
(p=0,034), apxosudroe Hebo (p=0,043), 3anopvt (p=0,050), Hocosble Kposomeuenus (p=0,043), eonybvie cxkaepet (p=0,050). IIpedckazamenvras cnocobHocms
duccexyuu npu Haauwuy 4 0cHOBHbIX U 2 OONOAHUMEAbHBIX NPUHAKOG CO2AACHO peepeccuonHoll Modeau cocmasasiem 75—77% (ROC-ananus: naowads noo
Kkpusoii — 0,90, uyscmeumenvrocms — 86%, cneyuduunocms — 85%). Ipaxmuuecku y écex 6oavibix (97%) npucymemesosanu nposoyupyrouue haxmopsi pas-
sumus duccexyuu: uzoauposantsie — y 47%, covematnvie — 50%.

Saxarouenue. Y boavnvix ¢ duccexyueii MAT umeromes pacnpocmpanennvie npustaxu JCT. Haauuue 4 ocrosnvix u 2 donosnumensivix npusnakos JCT ceu-
demenscmeyem 0 biCOKOL BePOSMHOCY Pa3gUMUs OUCCEKYUU U MONCem UCHOAb308AMbCA 8 Kayecmee ee JONOAHUMENbHbIX OUARHOCTUKO-NPOCHOCHIUHECKUX
kpumepues. Juccexyus cmenku MAL, umeroweil npusHaxy oucniasuu, nposoyUpyemcs pasauHoiMu 0OROAHUMEbHBIMU (AKMOPami.

KimoueBbie cioBa: ducniaasus coeOunumensHoll mxanu, OUCCeKyUs MazUCMpanbHbiX apmepuii 20108bL, MAPKePbl, NPOGOUUPYOUUe (aKmopbi,
NPOCHO3.
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Markers of connective tissue dysplasia in cervical artery
dissection and its predisposing factors
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Introduction. Cervical artery dissection (CeAD) is the most frequent cause of ischemic stroke in young adults. Arterial wall dysplasia underlies its weakness and
predisposes to dissection.

Objective. To assess clinical signs of connective tissue dysplasia (CTD) in patients with CeAD using special criteria of CTD, and to evaluate predisposing factors
for the CeAD development.

Materials and methods. We examined 80 patients (mean age 38.5%13.5; 49 females) with CeAD, verified by MRI/MRA and20 healthy volunteers. We estimated
48 signs of CTD included in the Villefranche diagnostic criteria for the vascular type of Ehlers—Danlos syndrome, the Ghent criteria for Marfan syndrome, the
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Beighton criteria of joint hypermobility and some others, as well as history of headache. Each sign was counted as present or absent, yielding the individual and
mean CTD group scores.

Results. Clinical CTD signs were more frequently detected in patients with CeAD than in controls (mean score 7.9+3.6 vs. 4.6%2.5; p<0.0039). Significant signs
(more than 8 points) were present in 53% of patients. Regression analysis was performed to determine diagnostic-prognostic value of CTD signs. The main
diagnostic criteria included history of headache (p=0.022), arterial hypotension (p=0.012), extensive bruising (p=0.011), and widened atrophic scars (p=0.019).
The additional diagnostic criteria included translucent skin (p=0.034), high palate (p=0.034), predisposition to constipation (p=0.050), nasal bleeding (p=0.043),
and blue sclera (p=0.050). In the presence of the 4 main and 2 additional criteria, the predictive value of dissection according to regression model is 75—77% (ROC
analysis: AUC 0.90, 95% CI, 0.84—0.96). Most patients (97%) had various predisposing factors of CeAD development, either isolated (47%) or combined (50%).
Conclusions. The presence of the 4 main and 2 additional diagnostic criteria of CTD has a high predictive value of CeAD and can be used as its diagnostic-
prognostic criteria. Dissection of the arterial wall with signs of dysplasia is provoked by various additional factors.

Keywords: connective tissue dysplasia, cervical artery dissection, markers, provoking factors, prognosis.
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Bsenenue yTouHeHUM TpuduHbl MU, 0cOOEHHO TIpM OTCYTCTBUM BO3-
MOXHOCTH HEMPOBHM3YaTM3alMOHHON Bepr(DUKaIM, a TaKxKe
B mocnenHue rompl oTMedaeTcss POCT YacTOTHI JUATHOCTH- TIPH OIIEHKE PHCKa € Pa3BUTHS Y OOJBHBIX C TOJIOBHOM OOJIBIO,
KM TUCCEKIMHM MAaruCTpajbHBIX apTepuil rojoBel (MAI), TOCKOJIBKY ITOCICTHSSI OTMEUAETCS MTOYTH Y TIOMOBUHBI 00JIh-
SIBIISIIOIIEICST OCHOBHOM MpUYMHON (0KOJIO Y BCex ciyva- HBIX C IUCCEKLIMEN.
eB) uuremMuyeckoro uHcynsTa (MW) B Momogom Bospacte, a
TaKXe OJHON M3 MaJOM3BECTHBIX IPUUYUH OCTPOTO U30JIH- OtmuuutenbHbie mpudHaku HCT, XapakrepHble A1 U3-
POBAHHOTO LIEPBUKO-11e(haNTnIecKoro 00JIeBOro CMHAPOMa BECTHBIX HACJEACTBEHHBIX 3a00JIeBAHUN COEAMHUTENbHON
[1-9]. Exeromnas yacroTra Bepr(DHMIMPOBAHHBIX CIyYacB TKaHM, HEYAaCTO BCTPEYAIOTCS Y OOJBHBIX CO CIIOHTAHHOI
muccekuuu MAT cocraBnsger 2—3 Ha 100 000 HaceneHus. JUcceKel. DTo 3aTpyaHsIET UX TPSIMOE MCIOJb30BAHUE
ITo MHeHWMIO OONBIIMHCTBA UCCIeIOBATENICH, 3Ta Udpa He npu HexudPepeHIMPOBAHHOIM MATOJIOTUN COSTMHUTEIBHOM
OTpaxkaeT UCTUMHHYIO YacTOTY M3-3a TIOXON IHUArHOCTUPY- TKaHU (HeauddepeHIIMpoBaHHas TUCILIA3Ms ), XapaKTepHOI
€MOCTH JaHHOH MaTOJIOTUH, O YeM CBUIETEIBCTBYET M Halll IUIST TUCCEKLIMU apTepuil Mosra. mMeloTcsl emuHUYHbIE 3a-
KIMHUYecKui onbiT [1, 3, 6, 8—12]. pyOeXHbIE MCCAeNOBAHUSI OLEHKM YaCTOThl BCTPEYAEMOCTH
MPU3HAKOB HeMUbhepeHIIMPOBAHHOM AUCTIIA3UK Y OOJTBHBIX
[IpenmnonaraeTcst, YT0 OCHOBHOM MPUYMHON pa3BUTHS JUCCEK- ¢ nuccekuueit MAT [18, 19, 26, 27]. Ucnoab3oBaHue Kpu-
LMY SIBASIETCS ¢1a00CTh apTePUATbHOM CTEHKH, 00YCIOBIEHHAS TepueB OUG@Y3HBIX 3a001€BaHUI COCIMHUTENBHON TKAHH,
ee JAMCIUIa3ueif, KoTopasi, o HallluM JaHHBIM, COOTBETCTBYET pa3paboTaHHBIX IS KOHKPETHBIX HO30JIOTHIA (HACTEACTBEH-
ubdpombinreyHor mucrtasuu [1, 3, 13—16]. OGHapyxeHue Hble CUHIPOMBI, TUIIEPMOOUIBHOCTD CYCTABOB U T.I.) TaKXe
JMCIIIa3UM He TOJIbKO B PACCIIOEHHOM, HO U B IPYTHX apTEPUsIX, orpaHunueHo 1mpu oueHke npusHakoB JICT y manueHTOB ¢
KPOBOCHA0XAIOIIMX TOJIOBHOM MO3T, MO3BOJIMIO UCCIEIOBATe- IUCCeKIMen 1epedpaipHbIX aprepuit [28—33]. OueBUIHBIM
JIsIM 0003HAUYaTh €e KaK eeHepanu308anHHyio uepedpanshyro ap- SBJSIETCS HEOOXOMUMOCTh Pa3pabOTKM AMATHOCTUYECKOM
mepuonamuio 1, 13, 15—17]. Knuanyeckum noaTeepxkaeHueM yHubumpoBanHoi mkansl npuszHakoB JCT u ucnonb3o-
9TOTO SIBIISIETCS Pa3BUTHE Y KAXKIOTO MATOro 00JbHOTO TMCCEK- BaHUS €€ B KayeCTBE AMArHOCTUYECKOTO MHCTPYMEHTA IMPU
LU HECKOJNBKUX MarucTpalibHbIX aptepuit [3, 10, 12, 18—21]. MOJ03PEHUM Ha PacCIOeHME apTepuii, KPOBOCHAOXAIOUIUX
bonee Toro, BhisiBieHe Y 60% 60JbHBIX ¢ auccekimein MAT roJIOBHOM M03r, Kak npuuuHy MW uam octporo uzonupo-
TIPY 3JIEKTPOHHOM MUKPOCKOIIMU OMONTATOB KOXH M3MEHe- BaHHOTO IIePBUKO-1LIe(haTMIecKoro 00JeBOro CHHApPOMA
HUI COCIMHUTETBHON TKAHM, aHAJIOTMYHBIX TAKOBBEIM B apTe- B MOJIOJIOM BO3pacTe.
pUAaNbHOM CTEHKEe, CBUIETENbCTBYIOT O CUCTEMHOM XapaKTepe
aucrasun coenuHutenbHolt TKaHu (I CT) [22]. Hecmotps Tot daxkT, uto He y Beex 60mbHbIX ¢ JICT pa3BuBaeTcs ucceKius,
Ha peaKOCTh cpeau OONbHBIX ¢ auccekuueil MAIT u3BeCTHBIX TpeTIoJaraeT HaTMuKe TOIOHUTEIbHBIX IPOBOLMPYIOIINX (haK-
HACJIENCTBEHHBIX CUHAPOMOB (CUHApOMBI Djepca—Manno IV TopoB. boJibiloe 3HaUEHNE UMEET UX COYETAHUE C YK€ CYIIECTBY-
thma, MapdaHa, HeCOBEpIIEHHOTO OCTeoreHe3a, (prOpOMBI- IoIIei C1ab0CTBhIO apTepHaIbHOM CTeHKH. K mpoBoLmpyommm
IIeyHoii aucriasuu — 1o 4%) [1, 6] 1 ceMelHbIX CIyyaeB 3a- (bakTOpaM MMCCEKIIMM OTHOCSTCS TpaBMbl TOJIOBBI M ILIEU, KaK
0osteBanus (10 1%), Hanuuue cucteMHbix npusHakoB JCT e TIPABILIO JIETKIE, TIOBOPOTHI TOJIOBBI, MH(EKIINH, TIPUEM aTKOTO-
MO3BOJIIET UCKIIOUUTh HACNEACTBEHHBII XapaKTep COeAMHMU- JIs M 3CTPOTEHCOEPsKaIKX TIpenapartos |3, 6, 12, 34, 35].
TEJIbHO-TKAHHO! TAaTOJIOTMU B BUIE CIIy4aeB C HETOJHON Te-
HETPAHTHOCTHIO, MyTalueii de novo u ap. [12, 23]. Panee Hamu Ilenp HACTOSIIEro MCCIEAOBAHMA — YTOUHEHME NMATHOCTHYE-
OBbLTY MOJNYYeHbI JAHHbIE O HAJIMUKUe Y O0JbHBIX C JUCCEKIIUEi cku 3HauMMBbIx mpu3HakoB JCT npu auccexuuu MAT, a Takke
MAT MHUTOXOHIPHAIBLHON ITATOJOTUH, BKIIOYAS CIyYau C BbI- OLICHKA IIPOBOIMPYIOIINX (PAKTOPOB IIPH €¢ Pa3BUTH.
sIBIEHHOIN MyTauueil mutoxoHapuanbHoit JIHK [20, 24, 25].
Cucremusiii xapakrep ICT npeanosnaraeT Hatuume KIMHUYE- Marepuanbl 1 METOIBI
CKUX TIPU3HAKOB IOPaKeHMSI TKaHEl X OPTaHOB C BHELITHUMU
TIPOSIBJICHUSIMU, B TIEPBYIO OUepeb KOXXKHBIMH, KOCTHBIMH, CY- B uccrenoBanne 0bM BKTIOUEHBI 80 TALIMEHTOB CO CIIOHTAH-
CTaBHBIMU U BUCIEPATbHBIMHU. Hoit muccekumeit MAT, u3 Hux 49 (61,25%) XeHIIMHbI (Cpe-
Huit Bospact 38,51 13,5 net). Bo Beex cnyyasix auccexuyss MAT
Hapsny ¢ TMITMYHBIMM KIMHIYECKUMHU TIPOSIBICHUSIME JTUC- Obl1a BepuduUIpoBaHa OOHApY:KEHHEM MPU3HAKOB HATMYMS
cekiuu npusHaku JCT mornu OBl CTaThb IMOJIE3HBIMM TIPH UHTpaMypasibHOIl (BHYTPUCTEHOYHOI) rematombl mpu MPT
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apTepuid 1eu B pexxume T1 fat-sat 1 BbIIBIEHHEM XapaKTePHbIX
aHruorpaduyeckux npusHakos npu MPA, Takux Kak MpoJoH-
TUPOBAHHbIM PABHOMEPHBIIA MJIM HEPABHOMEPHBII CTEHO3, KO-
HYCO00Opa3HOoe MPeIOKKIIO3MOHHOE CY:KEHME apTepuM, paccia-
MBaloIAst aHeBPU3Ma UM (DOPMUPOBAHHUE TBOMHOTO MPOCBETA
aprepun. Juccekums y 32 (40%) GOIbHBIX JTOKAIK30BaNACh BO
BHyTpeHHel conHoll aprepun (BCA), v 37 (46,25%) — B mo-
3BoHOuHOI1 aprepun (I1A), y 11 (13,75%) — oqHOBpeMEHHO B
BCAuIIA.

Kiuuunyeckue mnposBieHMs ObLIM IPEACTABIEHBI OCTPHIM
HapylieHHueM Mo3roBoro KpopooOpaiueHusi (OHMK) — vy
46 (57,5%) mMalMEeHTOB, OCTPHIM W30JMPOBAHHBIM LIEPBU-
KO-1IeaarnyecKuM OONeBBIM CUHIPOMOM — V 34 (42,5%) u
ero coyeTaHueM C MPEXOISIIMMM HapYIIEHUSIMU MO3TOBOTO
kposooOpaiuenus: (IIHMK) —y 2 (2,5%) GoabHbix. [Iuccex-
s BCA Heckonbko yalne Habmioganack y MyxdnH (61%,
p=0,001), a ITA — y xenimus (59%, p=0,003); coueraHHas
nuccekus BCA u ITA y MyXuuH ¥ XeHIIMH HaOjonanach

Taomua 1. OuenuBaembie npuzhaku JCT

JInugeBble npusHakm

KoCTHble npu3Haku

CycTaBHble Npu3Haku

KoxHble npuaHaku

MbliLe4HbIE MPU3HAKM

[pyrvie npuaHakm

Jonnxouedanus;

ONyLLEHNE HAPYXHbIX YIIIOB F1a3HbIX LENen;

3NMKAHTYC (KOXHas CKnajika y BHYTPEHHErO Yria rfiasa, NPUKPLIBAIOLLAs Cle3HbIA BYropok);
rUnonsasms CKynoBbIX KOCTEN;

PETporHaTua (3aaHee NONOXEHNE BEPXHEN UM HUXHEN YENIOCTY B ILIEBON YacTyh Yepena);
OonblLKe rnasa (nerkuii ak3ohTanbm);

rnyboKO MOCAXEHHbIE r/1a3a (Nerkuii sSHodTanbM);

ManeHbK1iA Noad0oPOaOK;

TOHKWI HOC U ryObl;

MSIrkue, CNnerka OTTOMbIPEHHbIE YLLK, MPUPOCLLAs MOYKa

* CUMMTOM 3anscTbs unm cumntom Yonkepa—Mepaoka;

- cumnToM 60NbLLOrO NabLa unn cumntom LLiTeiHbepra;
- BbICOKOE «apkoBUaHOE» HeDO;

* OTHOLLEHUE «BEPXHUIA CETMEHT Tena/HuxHuii cermeHT» <0,86;
* OTHOLLEHUe «pa3max pyk/poct» >1,03;

* OTHOLLEHUE «[yIMHA CTOMbI/poCT» >15%;

* OTHOLUEHUE «aIMHa Kuctu/poct» >11%;

- HenonHoe (170°) pa3rubaHue NOKTEBOrO CYCTaBa;

* CKOMNO3;

* Ba/lbrycHaa aedopmauus CTonbl;

* MJIOCKOCTONWE NPOLONBLHOE WK MONEPEYHOE;

- BOPOHKO0OPa3Has neopmaums rpyaHoi KNeTku;

* KunesugHas aedopmaums rpyaHon KeTku;

* MOBBILIEHHAS JIOMKOCTb KOCTEN

TMNepMoBMIILHOCTb CYCTaBOB MO LuKane belitoHa >4;
TMNepMoBMILHOCTb MaslbX CYCTaBOB KUCTH;

BbIBUXU, MOABbIBUXU Gonee Yem B 0QHOM CyCTaBe WJn NOBTOPSIOLLMECH BbIBUXUM, MOBLIBUXWU B OOHOM CYCTaBe

TOHKasl, NPOCBEYMBAIOLLAS KOXA (BUAHBI MOAKOXHbIE COCYAb);

CKJIOHHOCTb K KDOBONMOJLTEKAM, NMOBLILIEHHAS PAHUMOCTb;

NoBbILLEHHast (Donee 3 CM) PacTSIXMMOCTb KOXH;

KOXHbIE CTPUM (He BbI3BaHHLIE OXMPEHWEM MM GEPEMEHHOCTBIO);

akporepms;

OapxaTucTas koxa 3a C4eT 06uUnus MyLLIKOBLIX BOJOC;

LUMpOKue aTpoduyeckue pybLbl B BUE NanUpocHo Gymaru unu kenouaHsle pybLisl;
MUrMEHTHbIE NSTHa;

Monockoo6pasHbIe NCEBAOONYX0NN 1 cheponaHbe 06pa3oBaHMs B 061acTh NOKTEN W KONeH

MBILLEYHas! TIMOTOHMS, NJI0Xast NEPEHOCUMOCTb (U3MYECKMX HArpy30K;
Pa3pbiBbl CYXOXUMIA 1 MblLLLL;
TPbIXI 1 NPO/IAMNChl OPraHOB, TAKKE MOCE0NEPaLMOHHbIE MPbXM

* MMOMNUS, aCTUrMaTu3m;
- rony6ble cKiepbl;

* CMOHTAHHbIV PA3PbIB APTEPMIA UK MONbIX BHYTPEHHUX OPraHoB;
* BAapWKO3HOE PaCLUMPEHIE BEH C PaHHEN MaHudecTaumen;

* HeJopasBuUTHE JECEH;

* runonnasusi 3y6oB 1 HapyLLeHMe UX pocTa, AMacTeMa;

* HOCOBbIE KPOBOTEYEHUS!;

* CKJIOHHOCTb K 3arnopam;

* TUNOTOHMS
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Table 1. Estimated signs of CTD

+ dolichocephaly;

- down-slanting palpebral fissures: when the outer canthus is positioned lower than usual;
- epicanthus: a fold of skin extending from the upper eyelid to or over the inner canthus of the eye;

- malar hypoplasia (micrognathism);
Craniofacial features )

+ exophthalmos;

+ enophthalmos;

+ small chin;

+ thin lips;

- soft, prominent ears, adherent lobe

+ Walker—Murdoch sign (wrist sign);

- Steinberg sign (thumb sign);

+ high-arched palate;

- retrognathia: abnormal posterior positioning of the mandible or, less frequently, the maxilla;

- reduced upper to lower segment ratio <0.86;

- arm span to height ratio >1.03;

- length of a foot to height ratio >15%;
- length of palm to height ratio > 11%;

Skeletal features

- reduced extension of the elbow (<170°);

+ scoliosis;

- valgus deformities of the feet;

- flatfoot longitudinal or transverse;
* pectus excavatum;

- pectus carinatum;

+ increased bone fragility

- Beighton score >4;

Articular features - small joints hypermobility;

- dislocations, subluxations in more than one joint or repeated dislocations, subluxations in one joint
« thin, translucent skin (visible subcutaneous vessels);

+ easy bruising;

- skin hyperextensibility, laxity (more than 3 cm);
- striae atrophicae (not associated with marked weight loss or pregnancy);

Cutaneous features * acrogeria;

+ soft, velvety texture;

+ widened atrophic scars, papyraceous appearance or keloid scars;

+ skin pigmentation (dark spots);

+ molyuscoid pseudotumors and spheroid formations in the region of elbows and knees
- muscle weakness, poor tolerance of exercise;

Muscular features - tendon/muscle ruptures;

- hernias and prolapses of organs, as well as postoperative hernia

* myopia, astigmatism;
* blue sclera;

- arterial, uterine, intestinal fragility or rupture;

- early-onset varicose veins;

Other features - gingival recession;

- dentinogenesis imperfecta (hypoplasia of teeth and disruption of their growth, diastema);

- nasal bleeding;
- propensity to constipation;
- arterial hypotension

Note: CTD — connective tissue dysplasia

MPUOIM3UTEEHO ¢ OIMHaKoBoi yactoToi (13% u 14% coor-
BETCTBEHHO).

Y Bcex MalMEeHTOB U3yJaln aHaMHe3 3a00eBaHUs U TIPOBO-
uupyloumue GakTopsl pa3BUTHS JUCCEKLMHU, TPOBOLUIN HeE-
BpoJsiornyeckuil ocMotp u oueHKy npusHakoB JICT. TTocnen-
HUE BKJIIOYATN TOTEHLMATbHO BEPOSITHBIE ISl JUCCEKLIUU 48
MPU3HAKOB, HAOI0MaeMble TIPU COCYAMCTOM THUIIE CUHIPOMA
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Onepca—Hdanno (BumanbbpaHuickue KpuUTepuM), CUHIPOME
Mapdana (IeHTckue KpuTepuu), TUIEPMOOMIBHOCTH CY-
craBoB (beiitoHckue Kputepuu) u apyrue npusHaku HCT
(Bcepoccmiickoe HaydHOEe OOIIECTBO Kapamoinoros, 2012;
T.YO. CmonbHOBa, 2003) (Tabun. 1). Kaxablii mpu3HaK Moacuu-
THIBAJI KaK MOJOXUTENbHbINM WM OTPULIATENbHBIN (€CTh WK
HET), 4eMy COOTBETCTBOBAJA OlLieHKA B Oajmax (ma — 1 Ga,
HeT — () 0ajsoB); HA 3TOM OCHOBE MOACYMUTHIBATIACH CYyMMa
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6anoB npusHakoB [ CT, xapakrepHas s KaXkI0ro TalneH-
Ta [28—33]. OTaeabHO OLEHUBATUCH HATMYKE U 0COOEHHOCTU
rojioBHoi1 60su (I'B) B aHaMHe3e 60JILHOTO 10 Pa3BUTHS JHIC-
CEeKIMU. Y BCceX MallMEeHTOB U3MEPSUIU MHAEKC MacChl TeJa.

Ipynmy koHTpos coctaBuau 20 310pOBBIX 10OpOBOJIbLEB. Mc-
cremyeMast M KOHTPOJIbHAsI TPYITITBI JOCTOBEPHO HE OTIINYAIIHCh
IT0 TOJTY ¥ Bo3pacTy. KaxapIM IpeacTaBuTeIeM U3 ABYX IPYIIT
ObLIO TOANMUCAHO MH(OPMUPOBAHHOE COIJIACUE HA y4yacThe B
uccaenoBaHuu. IIpoTokoa ucciemoBaHusl ObLT Of00OpPEH JIO-
KaJbHBIM 3THYeckiM KomutetoM @I'BHY HITH.

Cratuctyeckas 00pabOTKa pe3yNbTaToB IPOBOAMIACH C TIO-
Moliibio nporpammHoro naketa IBM SPSS Statistics 23.0 (IBM,
CHIA). KomuecTBeHHbIE TepeMEHHBIE OBbUTM TPEICTABIEHBI
B BHJE CPEIHEr0 M CTAaHAAPTHOTO OTKJIOHEHWSI, KaYeCTBEHHBIE
1 TIOPSIIKOBbIE TIEpEMEHHbIE — B BUIE YaCTOTHI M JIOJIM B TIPO-
teHTax. CTaTMCTIYECKH 3HAYMMBIMK CUMTAIUCh PA3IMIMSI TIPH
p<0,05. CpaBHeHue cymmbl 6amtoB mpusHakoB ICT mo rpyn-
aM TIpoBOmMWIHN t-KpuTeprieM CThIONEHTA, KOPPEIIAIMU MEXKIY
OTJIeJbHBIMU KOJIMYECTBEHHBIMU MEPEMEHHBIMU OLICHUBAIU T10
Metony CrnmpmeHa. [l MpoBepKU HOPMAJIbHOCTH pacrpene-
JICHUSI KOJMYECTBEHHOTO MPM3HAKA UCIIOIb30BAICS KPUTEPHIA
[Mamipo—Yunka. [TockosbKy HEKOTOPbIE BEIOOPKHU HE SIBJISUTUCD
HOPMAJIbHBIMH, TO TSI CPaBHEHUSI HeTTapaMeTPUIESCKIX JTaHHBIX
UCToNb3oBaIcsa Kputepuit ManHa—YutHu. 11 cpaBHEHuUS Kaye-
CTBEHHBIX ITePEMEHHBIX MCIONb30BAJICS TOUHBIN Kputepuii Ou-
nrepa. JIist olleHKM TpeacKa3aTeIbHON CIIOCOOHOCTH OTAEIbHBIX
npusHakoB JICT B pa3BUTUM JUCCEKIMU UCTIONBb30BATU OMHAp-
HYIO JIOTUCTMYECKYIO perpeccuto. AIEKBaTHOCTb MOA0OpaHHOM
JIOTMCTMYECKOU MoieNu oLieHuBaIK ocpeactBoM ROC-ananmm3za.

Pe3yabraThi

B rpymnmne GoibHBIX ¢ AuMccekIed cymMmMa 6ajijioB MPU3HAKOB
JCT B cpennem coctaBuia 7,9£3,6 1 JOCTOBEPHO OTIMYAIACH
OT TpyIIIbl KoHTpost — 4,612,5 6amios (p=0,0039). [IuarHo-
CTUYECKM 3HauMMble Mpu3Haku (bosee 8 GaioB) UMENUCH Y
53% GONbHBIX.

Wunexc macce tena (MMT) cocraBur 2313,9, uro cootBeT-
CTBYET HOpMaJIbHOMY Becy (19—25). BoisiBieHa 00paTHasi CBSI3b
HMT u Beipaxennoctu ICT (r=—0,245, p=0,021).

IMpu puccekuuu cymma 6amtoB mpusHakoB JCT okaszanach
Oombire y xkeHIIUH (8,713 6ajI0B) 10 CPABHEHMIO C MYXKUM-
Hamu (6,4%2,5, p=0,054). He ObLTO MOJTYy4EHO JOCTOBEPHBIX
pasmuuuii mpu conocraBneHuu BoipaxkeHHoctd JCT y 6oib-
HbIX ¢ puccekuneir BCA (6,912,4 6amnos) u TTIA (8,413,2);
y OombHBIX ¢ muccekuueit, nposiBusiieiics OHMK/TTHMK
(6,912,6 6an10B) MIM M30JMPOBAHHBIM IIEPBMKO-IIe(hairu-

Ta0mma 2. TpoBomupyronmpe (haKTOPbI AMCCEKIMH MATHCTPATLHBIX
apTepHii roI0BbI

Mposouupyiowwme ¢akrTopbl UETLT ] ?
Jmccekumen
Jlerkasi TpaBmMa rofioBbl UM PE3KOE ABUXEHME LLIEN 63 (78,75%)
Ankoronb 18 (22,5%)
'opMoHanbHble Npenaparbl (3CTPOreHCOAepXaLLme) 13 (16,25%)
UHbexums 14 (17,5%)

Tpoduueckue dakTopbl (noteps Beca, 6e3benkoBas

17 (21,25%)
[MeTa, CroPTUBHOE NUTaHNE)
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JecKUM 00JIeBBIM cHHApPoMOoM (8,213,8), a Takke y OOJBHBIX
Monoxe 45 et (7,812,6 6amos) u crapuie 45 net (6,4£2,7).

B tab:n. 2 npuBeaeHa yacToTa BCTPEYaeMOCTH IPOBOLIMPYIOLIMX
(hakTOPOB Pa3BUTUS AUCCEKLIMK. Y GOJIBIIMHCTBA (63 OOJIBHBIX,
78,75%) pa3sBUTHIO OMCCEKLIMU IIPEAILISCTBOBANU IBIXCHUS B
Iree WM (pu3MIecKas Harpy3kKa ¢ HaIpsSDKEHWEM MBI IIeH
W TIe9eBOTO Tosica. [IpakTuaecku y Beex 00IbHBIX (78 0071h-
HBIX, 97,5%) PUCYTCTBOBAIU IPOBOLIMpYIOIIKE (HaKTOPHI pa3-
BUTHS JUCCEKLIMM: OOUH (akTop pucka — y 38 (47,5%) mauu-
eHTOB, X KoMOuHaums — y 40 (50%).

Cpenu 48 ouenmBaembix mpu3HakoB JICT mumb 8 uMenu mo-
CTOBEpHbIE OTJIMYMS OT TPYMIbI KOHTpOJs. Ipymmel Takxe
JOCTOBEPHO Pa3IMYaIKCh IO TI0KA3aTeTI0 TONOBHOM OOMM B
aHamHe3e. B ta6in. 3 npuseneHs! naHHble mpusHaku ACT u ya-
CTOTa MX BCTPEUAEMOCTU Y OOJIbHBIX C UCCEKIMEl MO CpaBHe-
HHUIO C KOHTPOJIbHOM TPYIINON, a TaKXKe pe3yJIbTaThl OMHAPHO
JIOTUCTUYECKOM perpeccuu Ajis JaHHbIX pu3HakoB (p<0,05).

Kak BuaHo u3 Tabi. 3, y 60JbHBIX C JUCCEKLIMEi yalle, yeM B
koHTpone (60% npotus 35%, p=0,022), oT™Mevasach roJoBHast
001p B aHamMHe3e. Cpean 3THX OOJNBHBIX ObLIO 0OJIbIIIE Mallk-
eHtoB ¢ auccekuueit TTA (58%), yuem BCA (33%) (p=0,006).
TonoBHast 6ojib, KaK MpaBUJIO, ObLIa ABYCTOPOHHEH, HOCUIIA
JMAaBSIIVMA, CXXUMAIOILWIA, pexe MyJIbCUPYIOLIMIA XapakTep, He
conpoBoxpanack (oto-, (HoHOPOOUI, TOUIHOTOU, PBOTOM.
Hauno6omee yactoiv nmpusHakoMm ICT y 00JbHBIX ¢ AMCCEKIMENH
10 CPaBHEHUIO C KOHTpPOJIEM OblIa apTepuaibHas TUITOTOHUS
(A1 110/70 mm pr. cT. 1 Huxe) (51,25% nportus 20%, p=0,012).
Ona yvaie BcTpevanach npu guccekuuu I1A (66%), yem BCA
(41%) (p=0,022), u B 50% cyyaeB coyeTasach ¢ TOJIOBHOI 60-
JIbIO B aHAMHeE3e.

Jpyrumu xapaktepHbiMy ipuzHakamu JJCT ObLIM: CKITIOHHOCTD
K KPOBOIIOATEKAM, TIOBBIIIEHHAs paHUMOCTh (40% npotus 10%,
p=0,011); mmpoxue arpoduyeckue pyousl (22,5% nportus 0%,
p=0,019); ToHKas1, TpocBeunBaroLIasics Koxa (28,75% mnpotus
5%, p=0,034); apxoBuaHoe He6o (20% npotus 0%, p=0,034);
ckJoHHOCTD K 3amopaM (30% mpotus 10%, p=0,050); Hoco-
Bble KpoBoteueHus (33,75% nporus 15%, p=0,043); ronyObie
cknepsl (20% npotus 5%, p=0,050). I1o pe3yasratam OGuHap-
HOM JIOTUCTIIECKON PErpecCchy, BEISBICHIE BBIIIEOMACAHHBIX
npu3HakoB JICT 3HauMMO MOBBIILIAJIO BEPOSTHOCTh Pa3BUTHUS
JMCCEKIIMU Y TAHHOK KaTeropuu IallMeHTOB — OTHOIIEHHUE
mancoB (OHI) anst 3TMX MpPU3HAKOB COCTaBWJIO OT 3 10 7.
B cooTBeTCTBUM CO CTATMCTUYECKOI 3HAUMMOCTBIO MCCIIENO-
BaHHBIX TPU3HAKOB OHY OBLIM pa3aesieHbl Ha OCHOBHBIE (00JTb-
IMe) ¥ JAOTIOJHUTENbHBIC (MajIble) TMAaTHOCTHKO-ITPOTHOCTH-
yeckue kpurepuu (1adj. 4). CraTucTuyeckasi 3HaUuMMOCTb OT
0,01 mo 0,02 cooTBeTCTBOBaa OCHOBHBIM KPUTEPHUSIM, a CTa-

Table 2. Predisposing factors of cervical
artery dissection

Predisposing factors Patients

Minor trauma of head or extreme neck movements 63 (78.75%)
Alcohol 18 (22.5%)
Contraceptives (estrogen-containing) 13 (16.25%)
Infection 14 (17.5%)

Trophic factors (weight loss, protein-free diet, sports

0,
nutrition) 17/(21.25%)
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Taomuma 3. Yacrora npusnakos JICT n anaMHecTHYECKOi r010BHOM 00,11 y mamuenToB npu auccekuud MAT u B KoHTpoIe (OMHApHAS JIOTHCTHYECKAS

perpeccus, p<0,05)

Mpuanakun ACT

l'onosHas 60Nb B aHaMHe3e

AptepuansHas runotoHus (AL 110/70 MM pT. CT. 1 HuxXe)
CKNOHHOCTb K KPOBOMOLTEKAM, MOBLILIEHHAS PAHUMOCTb
LLInpokme atpocuueckme pybuipl

ToHKas, NpoCBEYMBAIOLLANACS KOXa

(BUAHBI NOAKOXHbIE COCYAbI)
ApkoBuaHoe Hebo
CKIIOHHOCTb K 3anopam
Hocosble KpoBoTeYeHUs
Tonybble cknepbl

Mpumeyanus: OLL — oTHoweHwe WwaHcos, AN — foBepuTENbHLIN MHTEpBaAN, ALl — apTepuanbHoe AaBneHve

BonbHble ¢
Auccekuuen
MAT (n=80)

48 (60%)
41 (51,25%)
32 (40%)
18 (22,5%)
23 (28,75%)
16 (20%)
24 (30%)
27(33,75%)
16 (20%)

lpynna

KOHTpONS

(n=20)

7 (35%) 0,022
4 (20%) 0,012
2 (10%) 0,011
0% 0,019
1(5%) 0,034
0% 0,034

2 (10%) 0,050
3 (15%) 0,043
1(5%) 0,050

4,07
5,46
5,426
4,425

721

3,201
3,901
5,012
6,064

HIKHSAS
1,169
1,334
1,302

1,26
1,077
1,07
1,671
1,042
1,086

95% AU

BepXHSs

14,183
22,351
29,847
9,340

80,113

8,85
22,681
24,114
13,120

Table 3. The frequency of CTD signs and history of headache in patients with CeAD and in the control group (binary logistic regression, p<0.05)

History of headache

Arterial hypotension (BP 110/70 mm Hg and below)

Extensive bruising
Widened atrophic scars
Translucent skin

Hight palate

Propensity to constipation
Nasal bleeding

Blue sclera

Patients with

CeAD (n=80)

48 (60%)
41 (51.25%)
32 (40%)
18 (22.5%)
23 (28.75%)
16 (20%)
24 (30%)
27 (33.75%)
16 (20%)

Control

group
(n=20)

7 (35%) 0.022

4(20%) 0.012
2 (10%) 0.011
0% 0.019
1(5%) 0.034
0% 0.034

2 (10%) 0.050
3 (15%) 0.043
1(5%) 0.050

4.07
5.46
5.426
4.425
1.27
3.201
3.901
5.012
6.064

Notes: CTD — connective tissue dysplasia, CeAD — cervical artery dissection, p — value, OR — odds ratio, Cl — confidence interval, BP — blood pressure

Tabmmmua 4. JInaraocTHKO-NPOTHOCTHYECKHE KPUTEPUH UCILIA3UH CO-

€IMHUTETbHON TKAH! NpHA JTUCCEKIMH

Ne OcHoBHblE AWArHoCTUKO-NPOrHoCTU4ecknue Kputepuu

1 TonosHas 60nb B aHaMHe3e

2 ApTepuanbHas runoToHNs

3 CKIOHHOCTb K KPOBOMOATEKAM
4 Llinpokme atpocmyeckue pybubl

[lononHutenbHbie AWAarHoCTUKO-NpoOrHoCTu4eckue Kputepumn

HocoBble KpoBoTeYeHNs
CKIOHHOCTB K 3anopam
lonybble cknepbl
ApkoBuaHoe Hebo

OB W N =

ToHkas!, NPOCBEYMBAIOLLIAACS KOXA (BUAHbI MOAKOXHBIE COCYbI)

24

Table 4. Diagnostic and prognostic criteria of connective tissue dysplasia

for cervical artery dissection

1.169
1.334
1.302
1.26
1.077
1.07
1.671
1.042
1.086

95% ClI

14.183
22.351
29.847
9.340
80.113
8.85
22.681
24114
13.120

Main diagnostic and prognostic criteria

1 History of headache

2 Arterial hypotension

3 Extensive bruising

4 Widened atrophic scars

Additional diagnostic and prognostic criteria

Translucent skin

Nasal bleeding
Predisposition to constip:
Blue sclera

Hight palate

OB W N =

ation
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Puc. 1. ROC-kpuBasi TMArHOCTHKO-NPOTHOCTHYECKHX KPUTEPHEB JHC-
ILIa30H COEMHUTENbHON TKAHH NPH AMCCEKIHN

Inomians mox kpuBoi cocrasuia 0,90 (AU 0,84—0,96), uyBcTBUTE b
HOCTb Mozeny — 86%, crienndmaHoCTb — 85%.

Fig. 1. ROC curve of diaFnostic and prognostic criteria of connective
tissue dysplasia for cervica arteng dissection

Area under the curve was 0.90 (CI, 0.84—0.96), sensitivity of the model
was 86%, specificity was 85%.

Tuctuyeckast 3HauuMocThb ot 0,03 10 0,05 — 1OMOTHUTETLHBIM
KpHUTEepHsIM. BHeceHHe B IOTUCTUYECKYIO PETPECCHOHHYIO MO-
neab ycTaHoBleHHbIX Mpu3HakoB JICT, accoLMMpOBaHHBIX C
mccexuueit 1 UM, obecrieunBaeT coBIaneHue MpeacKa3aHHo-
IO ¥ PEATLHOIO PaCMpeaeICHUS MALMEHTOB 10 TPYIIIaM C I1C-
ceximeit u 6e3 Hee 10 75—77%.

an/I HaJIM4MU 4 OCHOBHBIX U 2 JOMOJHUTEIbHBIX AMarHOCTH-
YECKUX KPUTCPUCB OJHOBPECMCHHO OOCTUIACTCA MaKCHUMaJb-
Hasd npeackKasaTcjibHasd CIOCOOHOCTh perpCCCI/IOHHOﬁ Mozaeiu,
YTO IO3BOJIACT BLI6paTI) MMCHHO TaKO€ COYCTAHUC ITPHU3HAKOB
B Ka4Y€CTBC TUMArHOCTUKO-IIPOTHOCTUYECKUX KPUTEPUEB PA3BU-
THUA TUCCCKIIUU.

JIns yTOUHEHMs YYBCTBUTEILHOCTH M CITELU(MIHOCTH ITONTY-
YEeHHOI TMarHOCTIIECKOM MIKaBI ObLT poBeeH ROC-aHam3
MO pe3yJbTaTaM JIOTUCTMYECKOH Moaenu ¢ 4 OCHOBHBIMM M
2 MOTMOJHUTEIbHBIMU AMArHOCTUYECKUMU TIpU3HaKaMu (puc. 1).
Kak BumHo Ha pucyHke, ROC-kpuBas npusHakos JICT 0nu3ka
K upeanbHoit ¢opme (miomanb non kpusoit 0,90 (JIU 0,84—
0,96), MakcHMalbHas 4yBCTBUTEIbHOCTb MOLENN — 86%, crieLy-
(uyHocTh — 85%), UTO CBUIETEILCTBYET 00 3((EeKTUBHOCTH
MCITOIB30BAHMS JAHHOM pa3paO0TaHHOM KA B MATHOCTUKE
muccekunn MAT unm mpeapacnonokeHHOCTH K Hell.

Oo0cyxenne

[IpoBeneHHOE Mcceq0BaHKMe MTOKA3al0, YTO Y OOJBHBIX C IUC-
cekuueit MAT vacto obHapyxuBatorcs npusHaku JCT. 91o
CBUJIETENILCTBYET O PACIIPOCTPAHEHHOM XapakTepe MaToIoTHd
COEJIMHUTENIbHON TKaHW, a HE JIOKAIbHOM M3MEHEHUU, TPHU-
YPOUEHHOM K CTEHKE 9KCTPa- U MHTPAKPaHUATbHBIX apTepuil.
[MonydyeHnsie B HacTosIIIEl paboTe NaHHbBIE COTIAcyeTcs ¢ pe-
3yJIBTaTaMM  HAIIMX MOPQOIOTMYECKUX HMCCIENOBaHUIA, IMO-
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Ka3aBIINX HAIAYME IUCIDIACTIYECKUX M3MEHCHHM, KOTOPBIC
OMpeneNsaioT CadoCTh apTepUalbHON CTEHKM M Ipeapacio-
Jaraiot K ee auccekuuu [1, 15, 16, 20]. bosee Toro, uccnemo-
BaHMe MoKa3ajo pacrpoctpaHeHHbIN xapakTep I CT, koTopsiii
He OTPaHNUYMBACTCS TOJIBKO apTEPUSIMU, KPOBOCHAOXKAIOIIAMM
TOJIOBHOI MO3T. B ¢B13u ¢ 3TMM 00HapyxkeHue npusHakos JCT
y MosobIx 60mbHbIX ¢ MU HesicHoro reHe3a, 0oCOOEHHO eciu
10 KaKUM-JI00 IIpIIMHAM HeHPOBU3yaI3alInoOHHAs Bepr (-
Kalusi IMCCEKLIMU HEMOCTYITHA, MOXET CIyXKUThb TOIOJTHUTE/Ib-
HBIM apTYMEHTOM B I10JIb3y 3Tl mpuuuHel MU. [TanHoe mo-
JIOXEHME KOCBEHHO TIONTBepxKaaeTcs uccaenopanueM A. Giossi
et al. (2014). Astopnl oueHuau npusHaku ACT y 84 Monoabix
OOJIBHBIX ¢ HAPYIICHUSIMU MO3TOBOTO KPOBOOOPAIIIEH!S BCIIC/-
CTBUE auccekuuu Uy 84 6onbHbIX ¢ MU npyroro reHesa u no-
KazaJii, 9TO OHM Yallle BCTPEYAIICh ITPX TUCCEKIUH (CPEeIHMUIA
6amn 4,5+3,5 npotus 1,912,3; p<0,001). Kpome Toro, 0bL10
OTMEYEHO, YTO TTAIIMEHTHI C IUCCEKIIME YacTO UMENTN aCTeHMU -
YeCKYI0 KOHCTUTYIIMIO, Oosiee HM3KMIA YPOBEHb XOJIECTepHHa,
pexe 3J0YMOTPEONSIn KypeHUeM, pexXe MM MOBBIIIeHHOe
apTepHabHOE TaBleHNe U caXxapHbIi nuabet. A. Giossi ¢ COaBT.
TaKXe OTMETHJIU, YTO Y OOJbHBIX C IUCCEKIIMEH yalle BCTpeya-
JIUCh KOCTHBIE aHOMAJIMKM (CKOJMO3 U HeOOoJIbIIasi BOPOHKOO-
OpasHast nepopmaiiust TPyAHOU KJIETKH), TUTIEPMOOUIBHOCTh/
€l1aboCTh CYCTaBOB, MOBBHINICHHAS PACTSKMMOCTH KOXH, Xa-
pakTepHBbIE YEpTHI JIMIA, OOYCIOBICHHBIE HEMOCTATOYHO Pa3-
BUTBIM MOJKOXHO-XKUPOBBIM CJI0€M (BMajble MIEKHU U ITMPOKO
pacIaxHyThle, BEICTYIAIOIINE BIIEpe] I1a3a, HATSIHYTast KOXa).
[TpoBeneHHOE ONHOBPEMEHHO OOIIMPHOE MOJIEKYISIPHO-TEHE-
TUYECKOE MCCIIeI0BaHNe He BBISIBUIO HU OJHOTO TAllMeHTa ¢
OIpeneICHHBIM TUTIOM HAaCIeACTBEHHOTO 3a00IeBaHISI COCIH-
HUTEJIBLHOM TKaHM, YTO MpeIroaraeT Haaumare HennupdepeH-
IIPOBAHHOM (DOPMBI COCIMHUTETHHO-TKAHHOM TATONOTHH, B
TIePBYIO OYepeib BOBIECKAIOIIEH COCYAUCTYIO CTEHKY. YMECTHO
OTMETUTB, yTO elie B 1998 . W.I. Schievink ¢ coaBt. paccmaTpu-
BaJTI¥ TUTIOTE3Y O CYOKIMHUYECKOM HapyIIEHUN COCAUHUTEITb-
HOIi TKaHM y MHOTUX 00JIbHBIX ¢ Auccekuueir MAT [18].

Xota npusHaku JCT y GONBHBIX ¢ AUCCEKLUEH OTMEYaIu U
JpyTHe WCCIEeIOBaTeNM, MBI BIICPBBIC Ha OCHOBE OMHAPHOM
JIOTUCTMYECKON PEerpeccuy BbIACIMIM OCHOBHbBIE M IOTOJHU-
TeabHble Kputepuu JCT, npruMeHeHre KOTOPHIX Y OOJbHBIX C
MU HeyTOUHEHHOro reHe3a C BBICOKOM J0Jiell BepOSTHOCTU
MO3BOJISIET JAMarHOCTUpoBaTh Auccekuuio MAI BcneactBue
JCT. K ocHOBHBIM ITpU3HAKaM OBLIA OTHECEHBI apTepHabHas
TUIIOTOHUSI, CKIIOHHOCTb K KPOBOIOATEKAM, TIOBBILIEHHAS pa-
HUMOCTb KOXM, IHIMPOKKE aTpodrueckue pyolLibl (rocie mope-
30B U OINEPAaTHBHBIX BMEIIATENLCTB), a TAKXKE HATMYKME TOITOB-
Hoii 60/11 B aHaMHe3e. JIonoTHUTeIbHbIE TPU3HAKY BKIII0YAIH
TOHKYIO, TIPOCBEYMBAIOIIYI0 KOXY, HOCOBBIE KPOBOTCUCHHS,
CKJIOHHOCTb K 3amopaM, Tonyoble CKJIepbl, apKOBUAHOE HeOO.
HecMmoTps Ha reTeporeHHOCTD BhieNneHHBIX mpu3HakoB JICT,
OOBENMHSIOIMM HAyaJloM SIBJISIETCS 00llee Me3eHXMaTbHOE
MPOMCXOXIEHNE MX COSAMHUTEIbHO-TKAHHOK OCHOBBI. O0-
HapyxeHue y 00abHbIX ¢ MW yKa3aHHBIX TIPU3HAKOB, KJIMHU-
YecKoe MPOSIBIEHUE KOTOPIX XapaKTePHO I JUCCEKIIUU, He
BepH(PUIINPOBAHHOM TPU HEHPOBU3YATN3AIMHY, OYIET CIYKUTh
JIOTIOJTHUTEIbHBIM apTYMEHTOM B TOJIb3Y TMCCEKLIUH.

Mopdomnoruueckasi cTpyKTypa COeAUHUTENBHON TKAaHU BKIIIO-
YaeT pa3nuHble KIeTKU ((puOpo0aacThl U UX pa3HOBUIHOCTH,
[JIATKOMBIIICYHBIE KJICTKH, MaKpo(aru, Ty4HbIE KIETKH) W
MEXKJIETOUHBI MaTpUKC, 3allOJIHEHHBIA OCHOBHBIM Bellle-
CTBOM M3 BOJIOKHMUCTBIX KOMIIOHEHTOB (KOJUIAreH, 3JaCTHH),
YIJIEBOIHO-0EIKOBBIX KOMILIEKCOB (IPOTEOINIMKAHBI U TJIH-
KONPOTEMHBbI) U HEOPraHUYECKUX coeauHeHMit. OTInuus co-
eIMHUATEIbHO-TKAHHON OCHOBBI PA3IMYHBIX aHATOMHYECKUX
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00pa3oBaHMil KacaloTcs MUKPO- M MaKPOAPXUTEKTOHWKH,
Pa3NMUYHOrO KOJUYECTBEHHOTO COOTHOIICHHUSI CTPYKTYPHBIX U
XUMUYECKHX 3JIEMEHTOB, KOTOPBIE C TOCTOSTHCTBOM OOHAPYKHU -
BAIOTCSI BO BCEX TUTAX COEMHUTENBHOM TKAHU. DTO T03BOJISIET
TOBOPUTh O CHUCTEME, OOBEIMHEHHON OOLIMM Me3eHXMMallb-
HBIM TIPOMCXOXIEHUEM, OOIIMMY NMPUHIUIIAMU CTPYKTYPHI U
YHKIIMIA.

I'b, umeBmasicst B aHamHe3e y 60% Haimx GOJIbHBIX ¢ AUCCEK-
e, ¥ BOIIEAIIAs B YUCIO0 OCHOBHBIX TMATHOCTUYECKUX TIPH-
3HakoB JICT, takxe, 1o Haiemy MHeHMIO, cBa3aHa ¢ JICT, a He
SIBIISIETCSI MUTPEHBIO, KaK 3TO PaclleHWBAETCsI IPYTMMU aBTOpa-
M [3, 6, 12, 26]. Takue KIMHIYECKIE OCOOEHHOCTH aHAMHECTH -
YeCKOM TOJIOBHOI 60JIM Y OOJIBHBIX € TUCCEKIIMEl, KaK PEIKOCTh
(oto-, poHOGDOOMIA, TOLIHOTHI, PBOTHI, YKA3bIBAIOT HA OTCYT-
CTBME 3aMHTEPECOBAHHOCTM LIEHTPAIbHBIX HOIMIEITUBHBIX
CTPYKTYp T'OJIOBHOTO M0O3Ta, KOTOPBIE UTPAIOT KITIOUEBYIO POJIb B
reHe3e MurpeHu. [1aTopusronornueckoii OCHOBOM aHAMHECTH-
YeCKOM TOJIOBHOM 00JIM TIPH IMCCEKIMH, TIO-BUIMMOMY, CITyXaT
IUCTOHMICCKNE WM3MEHCHUS CTEHKN KpPaHMAJIBHBIX apTepHi,
CBsI3aHHbIE ¢ MX qucIuiasueii [15, 16, 20].

JCT y 60NbHBIX ¢ IUCCEKIIMEl ABISCTCS CTOMKMM, a He TIpe-
XOISAIIMM COCTOSTHMEM, YTO He COTJIACYeTCsI ¢ PEIKOCTBIO pe-
uuauBoB auccekuuu [1]. Takast muccoumanus ImpearnoaraeT
BaXHOCTb BO3IEHCTBUS AOMOJHUTEIbHBIX BHEUIHUX U BHY-
TpeHHHMX (DaKTOPOB, BHIMOJHSIOMIAX POJIh MPOBOKAIMU. Y
0oJIbIIMHCTBA HAIIMX 00MbHBIX (78,75%) AMCCEKLMS MPOBO-
LIUpOBaach IBKCHUAMU IIeH, (DU3NUSCKUM HaIPSKCHUEM,
JIETKOM TPaBMOM IOJIOBBI, KOTOPHIE COITPOBOXIAIOTCS HATSIKE-
HUEM apTepyii M MOTYT BBI3BIBATh HaIPhIB MHTUMEIL. [0 o1eH-
KaM 3apyOeKHBIX CCIIeNOBaTe IeH, IeTKast TpaBMa UTPaeT POIIb
npuMepHo B 40,5% ciyyaeB BOZHUKHOBEHMS quccekiu MAT
[35]. bananbHas mHbeKLMs, TepeHeceHHas 3a 2—4 Hemenu,
MpeIIIeCTBYIOIIMX TUCCeKIn, oTMevanach y 14 (17,5%) Ha-
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X 00NMbHEIX. 1o TUTEepaTypHBIM JaHHBIM, WH(EKIMS TIpo-
BoLMpyeT pa3BuTe auccekuuu MAI oyt B TpeTu cCliyyaes,
YTO CTATHCTAYECKH 3HAYMMO Yalie, YeM IPU WHCYIIBTax MHOTO
reHesa [34]. Cuuraercs, 4To MHOEKINS JOMOTHUTENBHO «OC-
J1abJsieT> 9KCTPaKJIETOYHbI MAaTPUKC apTepralbHON CTEHKH,
TIPOBOLIMPYS TEM CaMBbIM THCcceKInIo. C ImocaeTHIM MeXaHU3-
MOM, OYEBMIHO, CBSI3aHAa M IPOBOLIMPYIOLIAs POJb KOHTpa-
LENTHBOB, KoTopble TpuHUMaiu 13 (16%) oOcnenoBaHHBIX
HaMH TaieHToB. OTMevaBInasics HaMu paHee [1, 7] mpoBo-
LUPYIOLIasT PoJib HETOCTATOYHOrO OEJIKOBOTO MUTaHUs (ITOCT,
BeTeTapHaHCKas OMeTa) W IPHEM JIEKAPCTB IS TTOXyTaHMS
MOATBEPXKAAETCS TOMYYSHHBIMU B HACTOSILEM HCCIEI0BAHUY
JaHHbBIMK 00 obpaTHoi 3aBucuMocTy MUMT M BbIpaxXeHHO-
ctu JACT (p=0,021). HemanoBaxHas pojib MPOBOLUPYIOHINX
(bakTopoB AMCceKLMU MoKazaHa B uccaenoBaHuu A. Giossi u
COABT.. Pa3IMYHbIC TIPOBOLUPYIONIIE (haKTOPHI Yalie 00Hapy-
XMBaUCh y 0onbHbIX ¢ MU BeaeacTBue auccekuuu, yeM npu
MHCYJIBTe MTHOTO TeHe3a.

Taxum 006pa3oM, y O0JIBIIMHCTBA 00NBHBIX ¢ AUcceKLeil MAT
nmetotcsa npusHaku JICT, 4To cBUIETENBCTBYET O pacIIpOCTpa-
HEHHOM XapaKTepe IUCIUIa3hK apTepualbHOM CTEHKH KaK OC-
HOBHOU IIPWYMHE TUCCEKINH. BBImencHHbIC HAMI OCHOBHBIC
n pononHutenabHble npusHaku JCT, accouuupyrommuecs c
IVICCEKILIME, MOTYT MCIONb30BaThCs IIPM YTOUHCHUU TeHe3a
MU B ciyyasx, xorma HeJOCTYIIHO MPOBEAEHUE HEOOXOIUMBIX
MHCTPYMEHTAIBHBIX MCCIIENOBAaHUIA. Y MOJIOABIX JIIOAEH, cTpa-
JAIOIINX TOJOBHBIMU OOJISIMHU, HE YIOBJIETBOPSIOIINMU KPUTE-
pUSIM MUTPEHU, OLIEHKA OCHOBHBIX M JOIMOJHUTEIbHBIX TPU-
3HaKoB JICT MOXeT BBIIEUTh IPYIIIY PHCKA, YTPOXAOIIYIO ITO
Pa3BUTUIO TUCCEKLUH C TOCIEOYIOIUM Ha3HaueHue Mpodu-
JIAKTMYECKOTO JICYCHNSI.
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