Cunpgpom dnepca-fAlanuno (C3/[1), Cocyancrbin Tnun

Ehlers-Danlos Syndrome Vascular Type

UHPOPMaLNOHHAA SINCTOBKA /19 BPAYEN

YT0 3TO TaKoe?

Cocyanctbin TN cnHapoma dnepca-flaHno — s3to
HacneacTBeHHoe 3a6oneBaHNe coegUHUTENIbHOWN
TKaHU, KOTOpoe 00YC/IOBNEHO MYyTaLMEN B FeHe,
oTBevaLem 3a cuHTes KosnareHa lll tTmna (COL3AT1).
Cocyaunctoin Tn C3[] nepegaeTtca ayTOCOMHO-
JOMWHAHTHO.

Cocyanctbin Tn C3] — camMblil OmacHbIN 113 BCEX
TnnoB. CornacHo uccnegoranuio 2000 roga, cpegHAA
NPOAOMKUTENbHOCTb XU3HW NtofeN C COCYANCTbIM
TMNOM — 48 neT, OCHOBHaA NpPUYMHa CMepPTN —
pa3pbiB apTepumn®.

*(N Engl J Med 2000:342:673-80)

Kak neunTtb nayeHToB C cocyaAnCTbIM TMnom?

« [MockonbKy Npuv COCYAMCTOM TUMNE CEPAEYHO-
cocyancTble NpobemMbl MOTYT OKa3aTbCs ¢paTanbHbIMK,
Heo6X0AMMO eXerofHo fenaTb XoKapAuorpammy
(Y3W ceppua), Y34r vnn gynnekcHoe (TpunnekcHoe)
CKaHVPOBaHMe MarncTpasnbHbIX aPTEPUI FONTOBbI,
WHTPaKpaHUanbHbIX COCYAOB, BETBEW OPIOLLIHON aopThl
N MOYEYHbIX apTEPUNA.

- BepemeHHOCTb AnA Nogen ¢ CoCyancTbiM TUMOM
C3[1 npencTaBnaeT cepbesHylo yrpo3y (CMepTHOCTb
11,5% cornacHo nccnegosaHuto 2000 roga). Mpwn
6epeMeHHOCTN Hanboee 6e30nacHbIN BapuaHT —
CTPOroe orpaHnYeHne akTMBHOCTU, MOMHbIN
NOCTENbHbBIN PEXNM Nnocne 32 Hedenu N [OCPOYHoe
njiaHOBOE KeCcapeBO CceYyeHue.

. HeO6XO)J,I/IMO TWaTeNnbHO C1efnTb 3a faBNeHuem,
npn rMNePTOHNN HY>KHO NPUHNUMATb
aHTUrnnepTeH3nBHbIE CpeacTBa.

« Heobxopnmo exxerogHo noceullatb odpranbmonora,
JlaXke ecnu HeT Xanoob.

- N36eraniTe BHYTPMMbILIEYHbIX 1 MOAKOMXHbIX
MHbeKUN (0cobeHHO renapuHa 1 aHanoros
renapyviHa), Tak Kak OHU MOTYyT Bbl3BaTb MOABJIEHNE
CMHAKOB UJIN OOLINPHBIX reMaToM.

- U36eranTte nio6bIX NHBa3UBHbIX NpoLeAyp,
0C06eHHO aHrrorpadum.

- KaTteTepusauusa LeHTpanbHbIX BeH TpebyeT
KOHTpOnA ¢ nomoubto Y3U.

« Jiogn ¢ cocygucTtbim Tvnom C3[ 4OMKHbI OTKa3aTbCA
OT KOHTaKTHbIX BUAOB CNopTa 1 npeanoynTatb 6onee
CMOKOVHble BUAbl AeATENbHOCTMU.
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Kak yacto BcTpeuaerca cocypuctbiv Tun C3 12

YactoTta: 1 Ha 100,000-250,000 yenoBek

(1) ®akTueckaa yactoTa MOXKeT OblTb HAMHOTO BbILLE,
nockonbKy C3[] upe3BblyalHO YacTo OCTaeTCA
HeAMarHOCTUPOBAHHBIM M HEV3BECTHbBIM AJ1A Bpayen.

Kak gnarHoctupoBaTb cocyancTbin Tun?

InaeHblie omnu4yumesnbHole npusHaku:

» TOHKanA, NnpocBeYNBaOLWAACA KOXa

« Pa3pbiBbl apTepuit uaN BHYTPEHHUX OPraHoB

» OGLINPHDbIE CUHAKU

« MoryT npucyTcTBOBaTb XapaKTepHble YepTbl nua
(6onbuine rnasa, TOHKNIA HOC, TOHKKE ry6bl,
MaJieHbKU noa60poaok)

HonosiHumenoHele NpusHakKku:

» AHeBpU3Mbl

« [MNepmMoOMIbHOCTb (MOXET HbITb HEOONbLLIONW CTEMNEHN
W TONTbKO B MENKMX CyCTaBax)

+ XOpOLLO BUANMbIA BEHO3HbIN PUCYHOK

+ PaHHee Hauano Bapuko3a

« [THeBMOTOpaKC

« Akporepus (KoXa pyK, KaK y MOXnnoro yenoseka)

+ BpoxaeHHbIn BbiBMX 6efpa

« lNnockocronue

CpouHas nipopmauus

Pa3pbiB apTepumn — 310 Hanbonee Yacrada NpUYMNHa
cMepTu y ngen ¢ cocyamcrbim Tunom COA.

« Pa3pbIB apTepun unm BHyTPeHHero opraHa 06blYHO
COMPOBOXAAETCA OCTPOW HONbI, KOTOpasa MOXKeT ObITb
NOKaNN30BaHHOM UKW PasnnToun.

+ CNOHTaHHbIN pa3pbIB apTepun Hanbonee yacto
NPONCXOAVUT B TPETbEN N YeTBEPTON AeKage XU3HU, HO
MOXET CNyYnTbCA B NI0OOM MOMEHT MU3HWN.

+ Pa3pbiB MO3roBoi apTepun MOXKeT CONpPOBOXAATbCA
CMYTaHHOCTbIO CO3HAHMA 1 MOXET ONOBOYHO ObITb
NPVHATBHIM 32 Nepefo3MPOBKY HapKOTUKaAMU.

« Yawle Bcero nponcxoguT paspbiB apTepun cpegHero
pa3mepa.

KapoTngHo-KaBepHo3Haa ducryna: cmepresnbHO
onacHoe ocJyioKHeHue.

MNpu noABneHnn cnegyoWmnX CUMNTOMOB HeobxoanMma
CpoYHaa rocnuTannsauus:

« [MoKpacHeHue 1 60nb B 0AHOM UM 060KX rnasax

« Mynbcupytowmin sk3odTanbm

+ 3BYK NyfibcaLlnn B rofiose




