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Pe3rome. YacTbiM IpOsIBICHUEM AUCIUIA3UU COEIUHU-
tenpHON TkaHu ([CT) siBisiercs pa3BUTHE NATOJOTHH
MBIIIEYHO-ITACTHIECKUX COCYIOB, B YaCTHOCTH, MHTpa-
KpaHUAJIBHBIX apTepuil. B HEKOTOPBIX ciydasx y OOib-
HBIX C HWHTpaKpaHHadbHbIMU aHeBpu3Mamu (MA) Mo-
TyT HAOIIOMaThCS MHOXKECTBEHHBIC BPOXKICHHBIC aHOMA-
JIUU WM OTJeNbHBIC TIPU3HAKH HACIIEACTBEHHBIX 3aboe-
BaHUI COeNUMHUTEIbHOU TKaHu. Ilenv uccnedoeanus —
OIICHUTh HAJIMYHE BHEIIHUX (PCHOTHITMYECKUX MTPU3HAKOB
COCIMHHUTEILHOTKAHHOMN JUCILIA3uU U MOp(oaHaTOMUYE-
CKUX OCOOCHHOCTEH MOpa)KeHUH 1epeOpaibHbIX COCYI0B
Cpeny TAIMEeHTOB C WMHTPaKpaHWAJHLHBIMH aHEBPHU3Ma-
Mu. Mamepuanovt u memoowt. J|Jisi OTICHKN BHEITHUX (e-
HoTtunmieckux npusHakoB J[CT y manueHToB ¢ ycTaHOB-
neHHbiMu A Mbl o6cnenoBaiii 60 00bHBIX. OCHOBHYIO
rpymmny coctaBuian 30 uenoBek ¢ Bepu(DUIUPOBAHHBI-
MH UHTPAKpPaHUAIBHBIMU aHEBPU3MaMHU, TPYIITY KOHTPO-
ns 30 gemoBek, 0e3 aneBpu3M. [IpoBogmiics cbop aHam-
He3a, TEePaIeBTUYECKUI OCMOTpP, aHTPOIIOMETPHS, IMPH-
Mmenenne Onpocuuka Beitna, [llkansl acteHMYECcKOro co-
CTOSTHUSI, BU3yaJIbHOW aHAJIOTOBOW IIKaJbl OOJH, aHAU3
pesynsratoB MP/KT-anrnorpaduu manueHToB C aHEB-
pmsmamu. JICT ompenensiachk cortacHo PexomeHaammsim
Poccutickoro HayYHOTO METWUITMHCKOTO OOIECTBa Tepa-
neBtoB 2016 . Ananusuposancs kaxabiid npusHak ICT.
Pesynomamot. Cpenu manmeHToB ¢ A OGonee BbIpae-
HBI TOJIOBHBIC 0OJH, JiepMOrpadu3M, HaApYIICHUS TEPMO-
PEryJsiliuK, BereTaTUBHAsE TUCPYHKIHUS 1O CHUMITATHKO-
TOHUYECKOMY THILY, aCTCHUS, Ne(HUIINT MATHUS, YaIlle OT-
MeYaJiCh CHHKOMAIBHBIE COCTOSHUS. OmpeneneHsl Hau-
bonee vacto BcTpevarommecs ¢ensl JCT: canmaneBua-
Hasl IIeJTb, IPUPOCIIast MOYKa yXa, KOPOTKUH S5 majer Ku-
CTH, TEIICAHTUIKTA3UH, CKOJINO03, KOPOTKUH | masner cro-
MBI, apaxHONAKTWJINA (TECT 3arsiCThs), IONyOble CKJe-
PBI, BApUKO3HO pacuImpeHHbie BeHsbl, hallux valgus, cun-
JMAKTUIWSL 2-3 TabLEB CTONBI, MMOBBIMIEHHAS PaCTKH-

Abstract. A frequent manifestation of connective tissue
dysplasia (CTD) is the development of muscular-elastic
vessels pathology, in particular, intracranial arteries. In
some cases, patients with intracranial aneurysms (IA) may
have congenital anomalies or certain signs of hereditary
CTD. The aim of the study was to assess the presence of
external phenotypic signs of connective tissue dysplasia
and morphoanatomic features of cerebral vascular lesions
among patients with intracranial aneurysms. Methods. To
assess external signs of CTD in patients with established
1A, we examined 60 patients. The main group consisted
of 30 people with verified IA, a control group of 30
people without aneurysms. Anamnesis, therapeutic
examination, anthropometry, Vein questionnaire of
autonomic disorders, asthenic scale, visual analog
scale of pain (VAS), analysis of results of MR/CT
angiography of patients were carried out. CTD was
determined according to the National recommendations
of the Russian scientific society of internal medicine
(2016). Results. Among patients with IA, headaches,
dermographism, thermoregulation disorders, autonomic
dysfunction by sympathetic type, asthenia, magnesium
deficiency are more pronounced, syncopes were more
often noted. As a result, the most frequent signs of CTD:
wide gap between the first and second toes, fused earlobe,
short 5th fingers, telangiectasia, scoliosis, short 1 toe,
Walker-Murdoch sign, sclera blue, varicose veins, hallux
valgus, syndactyly of 2-3 toes, hyperextensible skin,
skin striae distensae, dental crowding, flat feet, multiple
moles, hyperextensibility of thumbs, dolichostenomelia,
flat back, thin skin, clinodactyly, protruding ears,
arachnodactyly. Authentically often patients with IA
have: telangiectasia, short 5th fingers, syndactyly of 2-3
toes, hyperextensible skin, skin striae distensae, dental
crowding, multiple moles, sclera blue, hallux valgus,
hyperextensibility of thumbs, Walker-Murdoch sign,
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MOCTh KOXKH, O€JIble CTPHH, aHOMAJIMH MPHUKYca U POCTa
3y0O0B, TIONIEPEYHOE IOCKOCTOIHE, MHOKECTBECHHbBIE He-
BYChbI, I‘I/IHepMO6I/IJII)HOCTI) 1 majbla KMCTH, IJIOCKas CIIn-
Ha, TOHKas KOXa, KIMHOAAKTHUIINA 5 majbla KUuCTu, OTTO-
MBIpEHHBIE YN, JOJTMXOcTeHoMenws. JlocToBepHO da-
me y OONbHBIX ¢ BepupUIMpoBaHHEIME WA BcTpeuaroT-
Csl: TEJICAHTUPKTA3UM, KOPOTKUHN 5 masen KUCTU, CUHIaK-
TUIUS 2-3 MaiblEB CTOMBI, MOBBIIICHHAS PACTIKUMOCTH
KOXH, OeJible CTPHHU, aHOMAJIbHBIN MPUKYC, MHOKECTBEH-
HBbIE HEBYCHI, TonyOnie ckiepsbl, hallux valgus, runepmo-
OWIBHOCTH | IManblla KUCTH, TECT 3aIIICThsI, KOPOTKHHA 1
Majer; CTOIbI, CKOJINO3, CaHJaJIeBUHAS IIENb, MTPHPOC-
masi MOYKa, BAPUKO3HO PACUIUPEHHBIC BEHBI, TOHKAs KO-
’Ka, KIIMHOAAKTWIIMS 5 Tajiblla KUCTH, TeCT 1 manpna. 3a-
knrouenue. Oenorunmueckue npusHaku ICT moctoBep-
HO Yallle BCTPEYAIOTCS CPEIH MalMeHTOB C IiepedpanbHbI-
MU aHEBPHU3MaMH, WX OIEHKY MOXHO HCIOJB30BaTh IS
CKPUHHHTA BHYTPHUYEPEITHBIX aHEBPU3M.

KiaroueBble cioBa: MHTpaKpaHHAIbHBIC aAHCBPHU3MBI,
JUCIUIA3Usl COCIMHUTEILHOW TKaHU, (EHOTHUIIUYCCKHE
TIpU3HAKH, 00JTh

short 1toe, scoliosis, wide gap between the first and
second toes, fused earlobe, varicose veins, thin skin,
clinodactyly, Thumb (Steinberg) Signs. Conclusion. The
phenotypic signs CTD are authentically more common
among patients with cerebral aneurysms, it can be used
for screening of intracranial aneurysms.

Keywords: intracranial aneurysms, connective tissue
dysplasia, phenotypic signs, pain
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Beenenne

Jucnnasus coenunurensHor TkaHu ([JICT) — reneru-
YEeCKM ACTEPMUHHUPOBAHHOE HAapyLIEHUE Pa3BUTUS COe-
JUHUTEIbHOH TKaHW B AMOPHUOHAIBHOM M IIOCTHATaJIb-
HOM TEpUOAAX, XapakTepusytomeecs: Ae(eKTaMu BOJIOK-
HUCTBIX CTPYKTYp M OCHOBHOI'O BEIIECTBA COECIUHUTEIb-
HOM TKaHW, MPUBOAIIEE K PACCTPONCTBY roMeocTas3a Ha
BCEX ypOBHsX opranusma [1].

Komutet DxcneproB BHOK npunsit onpenenenne ACT
KaK HapyleHHs COCAMHUTEIbHOM TKAaHU IIOJUTCHHO-
MyNbTH()AKTOPHON NPUPOIBI, OOBEIUHEHHBIE B CHHIPO-
MBI U (DEHOTHUIIBI HA OCHOBE OOLIHOCTH BHELIHHUX H/HMIIH

BHCLIEPATIbHBIX MPU3HAKOB [2, 3].

®denorunuueckue nposieiieHus: JJCT MHOrooOpasHbl, UX
KJIIMHAYECKOE M IMPOTHOCTUYECKOE 3HAYCHHUE OIpeness-
€TCsl HE TOJBKO CTEIEHBIO BBIPAXKEHHOCTH KJIMHUYECKOTO
MpU3HaKa, HO U XapaKTepOoM KOMOWHAIMW JTUCTLIACTHKO-
3aBUCUMBIX U3MEHEHUI. BhIipaxkeHHOE pacnpocTpaHeHue
B OpraHu3Me COEIMHMUTEIbHON TKaHH OIpeaesseT MoJu-
oprannocts nopaxennit pu JCT [4, 5].

Yacteim nposinenuem JCT siBisieTcst pa3BUTHE Kapiu-
OBACKYJISIPHOTO CHHJPOMA, C TIpeoliIajaHieM MaToJOTHN
MBIIIEYHO-JTaCTHIECKUX cocynoB (70,67%), B 4acTHO-
CTH, UHTpaKpaHualbHbIX apTrepuil (56,47%) [6]. OcHOB-
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HYIO TPYIILy MaTOJOTHH LepeOpabHbIX COCYI0B COCTaB-
JIIOT pa3phIBbl aHeBpU3M Bunusuesa kpyra [7, 8].

CymecTByeT MHEHHE, YTO aHEBPU3MBI 4allle BO3HU-
KaloT B OMQypKanusx aprepuil Mosra, Ijie UMeercs clia-
00CTb «CBA30YHOTIO amnmapara». bonplioe 3HaueHUE B BO3-
HUKHOBEHHM aHEBPU3M MMEET JlereHepanns BHYTPEHHEH
anactudeckoil MeMOpansl. IlockonbKy HapyKHOMU >IacTu-
YeCcKO MeMOpaHbl HeT B IiepeOpalibHbIX apTepusiX, JIo-
Oble M3MEHEHUS] BO BHYTpEHHEH MeMOpaHe 3HaYUTEeNbHO
e€ ocmaosmsrot [9, 10].

CemMeiiHble BHYTpUUYEpEIHbIC AHEBPU3Mbl BCTPEUAIOT-
csiy 7-20% manueHToB ¢ aHEeBPU3MAaTHYECKUM cyOapax-
HounaabHBIM KpoBouznusaueM (CAK) u He cBs3aHBI HH
C OJIHMM U3 HACJICyeMbIX 3a00JICBaHUN COCTUHUTEILHON
TKaHu. YJIeHbl ceMbH, MMEIOINEe POACTBO MEPBOM CTe-
TIeHA ¢ TarueHTamMu ¢ aneBpmMmarmdeckum CAK, mme-
IOT PUCK Pa3pbIBOB BHYTPHUUEPEIHBIX AHEBPU3M B UETbI-
pe pasa BHIIIE 10 CPaBHEHUIO ¢ 0o0mIeld momymsiueit |1,
11]. B HekotopbIxX ciydasx y OonbHbIX ¢ IA MoryT Ha-
OJr0aThCSI MHOYKECTBEHHBIE BPOXKICHHBIC aHOMAIMH WIIH
OT/ICNIbHBIC TIPU3HAKK HACJIEICTBEHHBIX 3a00JIeBaHUH CO-
eNMHUTENbHON TKaHu [12]. He3aBUCHMO OT BBIpa)KEHHO-
CTH (paKTOPOB CEPACUHO-COCYAUCTOTO PUCKA M Hapylle-
Hui BereratuBHOM perymsauuu, HJACT saBnsercs 3Hauu-
MBIM MIPEIUKTOPOM CTPYKTYpPHO-(QYHKIIMOHAIBHBIX H3Me-
HeHuil aprepwmii [13].

Heap uccaenoBaHusi — OLECHUTh HAMYHE BHEIIHUX
(DECHOTHIIMYECKUX NPU3HAKOB COCOUMHUTEIbHOTKAHHON
JHCIUTa3ud U MOP(OaHATOMUYECKHX OCOOCHHOCTEH IOo-
pakeHHi 11epeOpaIbHbBIX COCYI0B CPEAN MallMeHTOB C MH-
TpaKpaHUaJIbHbIMU AHEBPU3MAMH.

MarepuaJjibl 1 METOAbI HCCIETOBAHUS

O6cnenoBano 60 manueHToB, 32 KEHIIUHBI U 28 MyK-
4YuH B Bo3pacte oT 18 mo 69 nert, cpenuuii Bo3pact 47,2
neT. OcHoBHytO Tpynmy cocTtaBmwin 30 yenoBek (16 xeH-
mmH 1 14 MyX4uH) ¢ Bepu(UIIMPOBaHHBIMH HHTpaKpa-
HUATBHBIMU aHEBPU3MaMH{, HAXOIWBIIHMXCS Ha JICUYCHUH
B Heipoxupyprudeckom otaeneHun MAO I'Kb Ne40 r.
Exarepun6ypra B 2017-2018 rr. I'pynna xourpons — 30
yenoBek (16 sxkeHuwH U 14 My>XK4YMH), HAXOIUBIIUXCS HA
neyennn B ['Kb Ne4O) m COKB Nel, He MMerOIuX aHeB-
pusM. AHEBpU3MBbI ObUIM BepUHUIIMPOBAHBI METOJAMHM
MarauTopezoHancHoi u KT-anruorpadumn.

[larmentam mpoBommics cOOp aHamMHe3a, CTaHJAPT-
HBII TepamneBTUYECKUM ocMoTp, aHTponomerpus. [Ipu-
3HAKU JUCIIA3UU COCTUHUTEIBHONU TKAHU OMPEICISUINCh
comtacHo HanmoHanbHbiM pexoMeHaanusM Poccuiicko-
TO HayYHOTO MEIUIIMHCKOTO oO0IecTBa TeparmeBToB 2016
r. Ompenensyii OTHONIEHUS BEIMYMHBI pa3Maxa pykK, JJTH-
HBbI KUCTH, JUTHHBI CTOMBI K POCTY, CTENEHb PACTHKUMO-
CTU KOXH, TOJIIMHY KOKHON CKJIaJKH, BUAMMBIC MEJ-
KHE COCYIbI Ha JUIIE, TPYAN U APYTUX ydacTKax Tela, Te-
JIGAHTUAKTA3UM, Oelble CTPUU, MHOKCCTBCHHBIC POUH-

KM, YYaCTKH JIEMUTMEHTAIlNH, BapHUKO3HOE pACHIMpEHHE
BeH, e(hopMaLuy TPyAHOMN KJIETKHU, CKOJIHO3, INIOCKOCTO-
M€, KOCOJIATIOCTh, apAXHONAKTHINIO (IPU3HAK 3aIlsCThsI
1 OOJNBILIOrO Majblia), AUACTa3 MPSIMBIX MBI KUBOTA,
IPBDKM TIepeJHel OPIOLIHON CTEHKH, HPOBOIWIN MPOOEI
JUISL BBISIBJIIEHUS TUIIEPMOOUIIBHOCTH CYCTaBOB.

Bce nmammenTsr o6cnenoBansl ¢ momonipio OmpocHUKa
Beitna (A.M. Beiin, 1998). [1pu BeisiBiennn 0—14 6amios
PETUCTPUPOBATIOCH OTCYTCTBHE BETETATHBHBIX Hapylle-
HU, 15-29 GamioB — ymepeHHBbIE BereTaTuBHBIE Hapy-
menusi, 30 u Gonee 0anIOB — BBIPAYKCHHBIC BETETAaTHUB-
Hble HapymeHus. OIeHKy CHUMITOMOB aCT€HUH IPOBO-
WK TI0 IKayie actermdeckoro coctosiaus (ILIAC, JIL.
Matixora, T.I. Ueprosa). LlIxama coctout u3 30 MyHKTOB-
YTBEP)KACHUH, OTpa’KarollMX XapaKTEPUCTHKH ACTECHH-
yeckoro cocrosnus. [Ipu BeisiBnenun 30-50 GannoB pe-
THCTPUPOBAIOCH OTCYTCTBUE acTeHUH, 5S1-75 OamioB —
«cnmabas acteHus», 76—100 6amnoB — «ymepeHHast acTe-
Hust», 101-120 6ammoB — «BBIpaxkeHHast acTeHUs. [Ipo-
BOOWIM TECT NPEIBAPUTEIbHOM IUArHOCTUKM Ae(ULu-
Ta MarHus, paspadoransslii HcTHTYTOM MUKpO3IEMEH-
toB FOHECKO. Ilpu Hanmuuu 0-9 GaioB perucTpupo-
BaJIOCh OTCyTCTBHE Aedunura maraus, 10-19 — rpynma
pucka o aepunuty maruusi, 2029 — ymepeHHBIH Je-
¢unur marbausa, 30-39 — medummr marams, 40-56 —
BbIp@KEHHBIN JeduunT Maraus. OLeHKa BbIPaKEHHOCTH
0O0JIEBBIX CHHAPOMOB NPOBOJMIIACH C TIOMOILBIO BU3YaJIb-
HO¥ aHanoroBoi mmkainel 6omu (VAS). O1ieHrBau TOJIOB-
Hble 6o, 60mu B o0acTu cepaia, B CIUHE, B CYCTaBax,
B IPYIHOH KJIETKE, B *KUBOTE. [[allMeHTBl CaMOCTOATEb-
HO OTMEYaJIM BBIPAXXEHHOCTb OOJIEBOTO CHHAPOMA OIpe-
JIeJICHHOM JIoKanu3auuu Ha mkane or 0 (orcyrcTBue 60-
) no 10 6ammoB (MakcuManbHas, HecTepnumas OOJIb).
VY4uuThIBaNIM HaJIHYHE KAI00 Ha TOJIOBOKPYKEHHE, TOII-
HOTY, HaJIMYME CHUHKOMAJIbHBIX COCTOSHUI B aHaMHe3e,
TeMHUKpPaHUH, CIa00CTh, JTUMOTHMHUH, U3MEHEHUS TeMIIe-
parypsl Tena.

[IpoBenen ananm3 pesynsraroB MP/KT-anrmorpaduu
TOJIOBHOTO MO3ra no jAaHHbIM 60 mctopuii Oone3Hu 00-
CJIeTyeMBbIX MallieHTOB.

CrarucTH4ecKylo 00paboOTKy pe3ylbTaToB IPOBOJHU-
JIW ¢ WCTOJIb30BaHWeM TporpaMm Primer of biostatistics
version 4.03, Statistica 6.0, Biostat. AHanu3y momIexan
KaXIpIii (PCHOTUITUYECKUH NPU3HAK TUCIIIa3UH COCANHU-
TeNbHOHN TKaHU. JJOCTOBEPHOCTh Pa3 MY 4aCTOTHI MPH-
3HaKa B TPYIIax CpPaBHEHMs OLEHUBAJIACh C MOMOIIBIO
KpUTEpUst %, pa3iu4usi KOIMYECTBEHHBIX MPHU3HAKOB —
C TIOMOIIBI0 HEMapaMeTPHUUYECKOro Kpurepus MaHHa-
Yutau. Paznnuns gocrosepns! npu p<0,05.

Pe3yabTaThl Mcci1e10BAHUS M UX 00CYKIeHHE

[TarmeHTHl OCHOBHOM W KOHTPOJNBHOW TPYII OBLTH
CpaBHUMBI 110 Bo3pacty (p=0,84) u momy.

[armenTs! ¢ BepudumpoBanHbiMi A nMenun 1ocTo-
BepHO OoJiee BHICOKYIO CTEIICHb BEreTaTHBHBIX Hapylle-
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uHuit (p=0,045) u Oonee Bbicokue Oamibl M0 ONPOCHUKY
Beiina, mpudyeM 3HauMMO TpeoOiafand CUMIATHYECKUE
CHUMIITOMBI UCXOJTHOTO BeTreTaTUBHOTO ToHyca (p=0,022).
[MarmenTs! ¢ A uMenu BbIpakKeHHbIE BEreTaTUBHBIC Ha-
pYLIEHUs, Ipynna KOHTPOias — yMepeHHble. OCHOBHas
rpymma TaKke uMena Oospiree yucio O6amioB no HIAC
(p=0,019) u BeIpaxxennocts actenuu (p=0,07). Brisie-
HBI JOCTOBEPHBIC Pa3iMyMsi pe3yJbTaToB TecTa IpeBa-
PUTENBHOW quarHocTHku Aeduuuta Maruus (p=0,02). 1
€CJIM TAIMEHTHI TPYIIbI KOHTPOJISI B OCHOBHOM HAaXOJIH-
JIMCh JIMIIb B TPYIIIE PUCKA 110 Ie(ULUTY MarHus, To Ima-
nueHThl ¢ MA bamie umenu yMepeHHBIH NedUIUT Mar-
nus. Pesynprarsl npencrasienst B Tao. 1.

Tabnnua 1
KNMHUYeCcKMe xapaKTepucTUKm rpynn cpasHeHus (Me,
25%, 75%)

Table 1
Clinical characteristics of comparison groups
Mpynna lpynna KoH-
MokasaTtenb / aHeBpu3m/ Tpons/
parameter Aneurysms | Control group P
group (n=30) (n=30)
Bospacr, ner/ Age, 50 (41:59) | 52(33:58) | 0,84
years
MHAeKC KypeHus, nay-
Ka/net / Smoking 0 (0+20) 0 (0+0) 0,13
index
OnpocHuk BeiiHa, . .
6ann / Vein score 37(22+40) | 24(15%34) | 0,15
CreneHb BereTaTMBHbIX
Hapywernii / The 2 (122) 1(0+2) | 0,045
severity of autonomic
disorders
CMMNTOMbI CUMNATH-
YecKoro ToHyca . .
/ Symptoms of 19 (17+23) | 16(12+20) |0,022
sympathetic tone
CMMNTOMBI Mapacum-
naTU4YecKoro . .
Towyca/ Symptoms of | 13° (10+17) | 11(8+15) | 0,10
parasympathetic tone
ActeHnusa (LLAC), ban- . .
fibl/ Asthenia, score 55,5 (47+68) 47 (40+55) |0,019
CreneHb acTeHUn
/ The severity of 1(0+1) 0 (0+1) 0,07
asthenia
Tect peduuuTa
marHusa, 6ann / . .
Magnesium deficiency 22 (14+25) | 15(11+20,5) | 0,02
test, score

[Ipu oreHKe BBIPAKEHHOCTH OOJICBBIX CHHIPOMOB Ta-
mueHTsl ¢ A mokaszamu Goree BbIPaXKEHHBIC TOJIOBHBIC
6o (p=0,000), HTHTEHCUBHOCTH KOTOPBIX MPUOIHKAIACH
K MakCUMaJIbHOH (auarpamma 1).

Juarpamma sspaskensocty Goneit / Diagram of the pain severity

VAS

[ e -1

I 3 L
boas B ok B

cycrapax/joint cmne/back pain
pain p 0,5 pos

|
om HE

bonk B
h &

ol HE

lononnas ok B rpymioit boak B snpoTe/
‘headache p krerke/chest painabdominal pain p
0,000 p 0,27 0,06

= -

p;in p0.24

® [pymna HA / Group [A = Ipynma konrposs ( Control group

Puc. 1. BbipakeHHOCTb 60M1€BbIX CUHAPOMOB Y MaLUMeH-
TOB C MHTPaKpaHMaibHbIMU aHEBPU3MaAMMU

Fig. 1. Severity of pain syndromes in patients with
intracranial aneurysms

[Ipoananm3upoBaHpl KIMHAYECKAE CHUMITOMBI CpEIu
MAIUeHTOB 00X TPyII. BeipakeHHBIE TOJIOBHBIE 00-
Ju yanie Oecrokownu nanueHtoB ¢ UA (22 mportus 10
u3 30, ¥*=2,27; p=0,132), oHM JOCTOBEPHO HYaIlle yKa3bI-
BaJIM Ha CHHKOMAJLHBEIC COCTOSHUS B aHamuese (y>=4,36;
p=0,037). Yacrora BeIABICHUS TeMukpanuu (13 mportus
6 u3 30) u ronmoBokpyxeHus (24 nporus 15 u3 30) ObI-
Jla BBIIIE Cpeny MmanueHToB ¢ WA, omHako pasnuuus He
JOCTUIIM CTATHCTUYECKU 3HAYUMOro ypoBHs (p=0,25 u
p=0,36 cootBercTBeHHO). [pynma MA goctoBepHO Ya-
e uMeJla HaJIW4dhe BBIPAKEHHOrO Jepmorpaduszma
(p=0,038) u mapymenus tepmoperyisuu (p=0,02), aro
MOXKET OBITh CBSI3aHO C HapyIICHUSMH KPOBOCHAOKEHHS
TUIOTAIAMUYECKON O0JIACTH.

Cpenu Bcex 00CIeIOBaHHBIX Han0OJIEe YacTO BBISIBIIS-
quck caenyromue BHemHue Genbl JJCT u manbie aHoMa-
JIUK PA3BHUTHUS: CaHAAJICBUIAHAS IIE]b, MPUPOCIIAs MOY-
Ka yXa, KOPOTKUH 5 majel KUCTH, TeJIECaHMIKTa3UU, CKO-
JIN03, KOPOTKUH | Manierr CTombl, TECT 3aIsACThs, TOIyObIe
CKJIEpBI, BAPUKO3HO paciuupeHHble BeHbl, hallux valgus,
CUHJIAKTWIHS 2—3 MalbIeB CTOIBI, TIOBBIIICHHAS PaCTs-
JKUMOCTb KOXH, O€JIble CTPUHU, aHOMAJIUHU MPHUKYCa U PO-
cTa 3yOOB, IONEPEYHOE IIIIOCKOCTOMHE, MHOXECTBEH-
HBIE HEBYCHI, TUIIEPMOOUIBLHOCTH | Tanblia KUCTH, apax-
HomakTuivs (Tect | manbna), mpsMasi (TUIOCKasl) CIUHA,
TOHKAsl KOXKa, KJIMHONAKTUIIMS S5 Tallblla KUCTH, OTTOIIbI-
PEHHBIE YIIIH, JOJTHX0CTEHOMEIIHSI.

Pexxe Berpewanmch: kocornaszue, genu valgum, genu
varum, KOCOJIarioCTh, MoJiasi CToMa, AnacTeMa, acTeHHYe-
CKasi, BOPOHKOOOpa3Hasi M KHUJICBUIHAS TPyIHAs KIIETKa,
KPBUIOBHUJIHBIC JIOMATKH, MOHTOJIBCKOE IISATHO, Tepepas-
rudaHue/HeIopa3ruOaHue JTOKTEBhIX U KOJICHHBIX CyCTa-
BOB, «MSTBIC» YIIIH, Ae(POPMAIIMU YIITHONH PAKOBHHBI, JIe-
MMUTMEHTAIUS, BEICOKOE apKOBUIHOE HEDO, THUIIEPIIOPI03,
TUIIEPKU(DO3.

Buemnue npusnaku JCT u yacTtora MX BbISBICHUS
MIPEJICTABIICHBI B TAOHIIC 2.
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Clinical experience

Tabnuua 2

deHoTMNNYECKNE NMPU3HakKn gucnaasnmn COG,D,MHMTGJ'IbHOVI TKaHWy 60bHbIX C WHTPaKpPaHWa/IbHbIMU aHEBPU3MaMU

Table 2

Phenotypic signs of connective tissue dysplasia in patients with intracranial aneurysms

YacroTa BbiABNE- [pynna aHes- [pynna Kok-
®eHbl/ signs Hua/ Frequency | pusm/ Aneurysms | Tpons/ Control | X2 P
(n=60) group (n=30) group (n=30)

CaHpanesugHas wenb/ Wide gap between the first and second toes 24 (40%) 17 7 5,625 | 0,018
Mpupocwas mouka/ Fused earlobe 24 (40%) 17 7 5,625 | 0,018
Teneanrmaktasuu/ telangiectasias 22 (36,67%) 18 4 12,129 | 0,000
KopoTkuit 5 naneu kuctu/Short 5th finger 22 (36,67%) 18 4 12,129 | 0,000
Ckonwnos/Scoliosis 20(33,33%) 15 5 6,075 | 0,014
KopoTkuit 1 naneu, ctonbl/Short 1 toe 19 (31,67%) 15 4 7,702 | 0,006
Tect 3anactba/Walker-Murdoch sign 19 (31,67%) 15 4 7,702 | 0,006
Tony6bble cknepbl/Sclera blue 17 (28,33%) 14 3 8,208 | 0,004
BapuKo3HO pacluMpeHHble BeHbl/Varicose veins 17 (28,33%) 13 4 5,253 | 0,022
Hallux valgus 17 (28,33%) 12 5 8,203 | 0,004
Cungaktuama 2-3n. ctonbl/ Syndactyly of 2-3toes 16 (26,67%) 12 4 9,961 | 0,002
MoBbllWeHHan PacTAXMMOCTb Kosku/Hyperextensible skin 16 (26,67%) 12 4 9,961 | 0,002
Benble ctpuu/ Skin striae distensae 16 (26,67%) 12 4 9,961 | 0,002
Anomanuu npukyca/ Malocclusions 16 (26,67%) 12 4 9,961 | 0,002
Mnockoctonue/ Flat feet 16 (26,67%) 11 5 2,131 | 0,144
MHoecTBeHHble poauHKK/ Multiple moles 16 (26,67%) 12 4 9,961 | 0,002
AHomanbHbIN pocT 3y6os/ Dental crowding 15 (25%) 10 5 1,422 | 0,233
fmnepmobunbHocTb 1nanbua /Hypermobility of thumb 14 (23,33%) 12 2 7,547 | 0,006
Tect 1 nanbua kuctn/Thumb (Steinberg) Signs 14 (23,33%) 11 3 4,565 | 0,033
«Mpamas» cnuHa/ Flat back 12 (20%) 6 6 0,104 | 0,747
TonKasa Koxa/Thin skin 12 (20%) 10 2 5,104 | 0,024
Knunogaktuaus 5n. kuctu/ Clinodactyly of Sth finger 12 (20%) 10 2 5,104 | 0,024
OtTonbipeHHble yww/Protruding ears 12 (20%) 9 3 2,604 | 0,107
NonuxocteHomenws/ Dolichostenomelia 11 (18,33%) 7 4 0,455 | 0,505
Genus valgus 10 (16,67%) 8 2 3,000 | 0,083
ApaxHogaktuaus/ Arachnodactyly 10 (16,67%) 8 2 3,000 | 0,083
Koconanoctb/Clubfoot 10 (16,67%) 8 2 3,000 | 0,083

JocroBepHo Hamie y OOJNBHBIX C BEpUHUIMPOBAHHBI-
My WA BBISBICHBI CIEAYIONINE BHEIIHWE MPHU3HAKHU: Te-
nmeanrmdkTazun  (p=0,000), KOpOTKHHA 5 mamenm KUCTH
(p=0,000), cuanaktunmms 2-3 nanenes cromnsl (p=0,002),
MOBBIIIICHHAsT pacTsKuMocTh koxku (p=0,002), Oeinbie
crpun (p=0,002), anomanbubiii npukyc (p=0,002), MHO-
xkecTBeHHble ponuHku (p=0,002), romyOble CKIepsl
(p=0,004), hallux valgus (p=0,004), runepMOOMIBHOCTD
1 mampna xuctu (p=0,006), Tect 3amsacTes (p=0,0006), ko-
porkuii 1 maner; crombr (p=0,006), ckommo3 (p=0,014),
cannaneBuanas wensb (p=0,018), mpupocmas Mouka yxa
(p=0,018), Bapuko3no pacmuperasie BeHbl (p=0,022),
ToHKas Koxka (p=0,024), xnMHOMAKTWINSA 5 mMajbla Ku-
ctu (p=0,024), Tect 1 mampma Steinberg (p=0,033). (du-
arpamma 2). AHaJOTUYHBIE JaHHbIE OBLIH MOJY4YeHBI Ha-
mu panee [14].

Ananu3 nporokonoB MP/KT-anrmorpadguu rosoBHO-
ro MO3ra IMoKa3ajl, YTO MaTOJIOTHS COCYIOB MBIIIEUHO-
AIIACTUYECKOTO THIIA MPEJCTaBICHa TTOBPEXKICHUSIMH Be-
HEYHBIX W TepeOpalbHBIX apTepuii. BeisBneno 40 aHes-
pusM: y 21 nmanuenTa no 1 aHeBpusMme, y 8 MalUEHTOB

1o 2 aHeBpu3Mbl, y 1 mamumenta — 3 aHeBpu3MbL. Yare
AQHEBPU3MBbI paclojarajiich B MepegHeidl MO3roBOu apre-
pun — 40%, Bo BHyTpeHHEN cOHHOW apTepuu — 25%, B
cpenneit mosroBo aprepun — 22,5%. Jlokanuzauus UA
B BEpPXHEW MO3KEYKOBOUN U B MEpPEAHEN COEAMHUTEIbHON
apTepuu coctaBuia 1mo 5%, pexe BCTpeUaNnnCh aHEBPU3-
MBI TI03BOHOYHOHN aprepun — 2,5%. [lo manuemv M.B.
Jpyx 1 coaBrT., TakKe mpeodiaiany aHeBPU3MBI B TIEpe]l-
Helt Mmo3roBoii aprepun (33,3%), B cpeaHeit MO3roBoi ap-
tepun (26,7%), B 3aaHeii Mo3roBoit aprepuu (20%) [15].

Hanuune aneBpusm y murg ¢ JICT conpoBoxaanock u3-
MEHEHHeM 00IIel KapTUHBI COCY/IOB TOJIOBHOTO MO3Ta —
WX WCTOHYEHHEM, W3BHUTOCTHIO, YMEHBIIICHHEM [HaMe-
Tpa. Cpeau obcienoanHbix ¢ MA (30 uenoBek) BbIsBIIE-
HBI CIEAYIOLIME aHOMAJIUHU Pa3BUTHSI apTepUil TOJIOBHOTO
MO3ra: aria3us/TUIoIuIa3us mpucyTcTBoBanu y 11 manu-
€HTOB, CTEHO3 ObLI AHarHocTUpoBaH y 10 u matojorude-
CKasi U3BUTOCTH y 4 MAIMEHTOB, Y 5 MalMEHTOB MaTOJIO-
THUU Pa3BUTHUS apTepuii TOJIOBHOTO MO3Ta HE OBLIO OOHa-
PYXKEHO.
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BpIBOABI

1. MHTpakpaHnaibHble aHEeBPU3MBl Yalle BCETO PErH-
CTPUPOBATNCH B TepenHeir Mo3roBoit aprepuun — 40%,
BO BHYTpPEHHEW COHHOH aprepuu — 25% u B cpemHei
MO3roBO# aprepun — 22,5%.

2.V 83,3% mnanueHToOB C aHEBpHU3MaMH LiepeOpalib-
HBIX COCYIOB MMEIIUCH COIYTCTBYIOIIME aHOMAJIUU pas-
BUTHSI apTepHii TOJIOBHOTO MO3ra, M3 HUX HauOojee ya-
CTO BCTPEUAINCH aljia3ust/TUIOIIIa3usl, CTEHO3 H MaToJI0-
THYECKasi U3BUTOCTb.

3. ITauuentsl ¢ MA B cpaBHEHUH C FpyNIION KOHTPOJIS
nMenn Oollee BBIPaXCHHBIE TOJIOBHBIE OOJH, CHHKOIIBI B
aHaMHe3e, BBIPAKEHHBIH aepMorpadusM M HapyIICHHS
TEPMOPETYIIALINH.

4. Ilo pesynsraTaMm OMpPOCHUKOB OCHOBHAs TpyIINa OT-
nuJanach OoJiee BBIPAKEHHBIMH BETETAaTUBHBIMH Hapy-
IMIEHUSMH, MTPEUMYIIECTBEHHO 10 CUMITATUKOTOHUYECKO-
My Tuly, Ooyiee BBIpRKEHHOW acCTeHHEH W JePUIUTOM
MarHusl.

5. Cpeny mManyeHToB ¢ LepeOpalbHBIMI aHEBPU3MaMHU
JIOCTOBEPHO Hallle BCTPEUArOTCs CieAyromye GeHOTHITH-
geckue npusHaku JCT: canganeBumHas IIelb, TPHPOC-
Imast MOYKa yxa, TeJI€aHTHIKTa3UuH, KOPOTKHIA 5 Tmajer] Ku-
CTH, CKOJINO3, KOPOTKMH | manen cTombl, CHHIAKTUINS
2-3 majbleB CTOMBI, TOMYObIe CKIEPbI, KIMHOAAKTHIUS 5
naybla KUCTH, TOHKAs KOXKa, TUIIEPMOOMIBHOCTD | Taib-
na kuctr. CienoBarenbHO, MOKHO MCIIOIB30BATh OIpee-
JIeHWE JaHHBIX MPHU3HAKOB JJIsl PAHHETO BBISBICHHUS BHY-
TPUYEPETTHBIX aHEBPH3M.

-
E ORI

i,
2
22

%ililillliliiiilim

.
‘a?o

Yacrora BLSBICHRA ()
; -

Depornunueckuii HpPH3INAK

El'pynma 1 ®[pynna 2 (KenTpoas)

Ounarpamma 2. YactoTa BbIABAEHUA BHELIHUX NPU3HAKOB
AMcnnasmMmM CoeaMHUTENbHOM TKAHW B Fpynnax cpaBHe-
HUA

Diagram 2. The frequency of external signs connective
tissue dysplasia in comparison groups
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