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Pesiome

BapukosHas 6one3Hb HUMXHUX KoHeuHocTell (BBHK) y naumeHToB C cocymucTeiM TUnoM cuHgpoma nepca — [auno (C3[) npepcrasnser
co60il pefiKylo U CIOXHYI KIMHUYECKylo cuTyauuto, Tpebymowy ocoboro nogxopa. Cocyamctoiit Tun CI[, sensetcs Haubonee onacHoii
(hopMmoii reHeTuyeckoro 3aboneBaHNs U xapaKTepu3yeTcs HapyleHUeM CUHTe3a KoanareHa 3-ro TMna BCaeAcTBUe MyTaumit B reHe COL3A1.
370 NPUBOAMT K HU3KOI NPOYHOCTM CTEHOK apTepUii U BeH, YTO 06YCNAaBANBAET BLICOKUI PUCK UX CMOHTAHHBIX Pa3pbiBOB, A TAKKE TAXKENbIX
OCJIOXKHEHUI NpK MO6bLIX TPaBMax UMM XUPYPruYeCcKUX BMELATeNbCTBaX. B CBA3M € 3TUM NtoOble MaHUNYNALMM, 0COBEHHO XMUPYPruyeckue,
y TaKux MauueHTOB AOMKHbI NMPOBOAUTLCA C MpefesbHOI OCTOPOXHOCTbIO, NOCAe TWATENbHON AUATHOCTUKM W OLIEHKW BCEX BO3MOXKHbIX
PUCKOB. [lMarHOCTUYeCKWit anropuTM BKKOYAET KNMHUYECKWUI OCMOTP, AYMAEKCHOe YNbTPa3BYKOBOE CKaHUPOBAHUE BEH HUMHUX KOHeY-
HOCTel, Koarynonornyeckoe obcnefoBaHue, a TakKe MONEKYNAPHO-TEHETUYECKOE TeCcTUpoBaHMe. B cTaTbe mpuBefeHbl ABa KIMHWUYECKUX
npumepa. 46-netHeit naumeHTke ¢ BEHK 1 BepuduumposaHHbiM cocyaucteim Tunom C3[, 6bina BbINOSHEHA MUHUMAEHIKTOMMUSA NOL MECTHON
aHecte3ueit. Onepauus npowna ycnewHo, C yMeHbleHNeM CUMNTOMOB XPOHUYECKON BEHO3HOI HefoCTaTOYHOCTU. BTopoit cnyyait Kacancs
21-neTHero nauneHTa, y KOTOPOro B aHaMHe3e 0TMEYaNuCh peLuanBupyoLme 3nn3ofasl TPoM603a r1yboKNX BEH, @ TaKKe HOCOBbIE KPOBOTE-
YeHWsA U reMaToMbl NP MUHUMANbHBIX TPaBMaXx. YUUTbIBAsA BbICOKWIA PUCK OCNIOXKHEHUI NPY UHBA3UBHOM BMELLATENbCTBE, @ TaKKe pe3ynbTaThl
reHeTUYecKoro aHanusa, NoATBEpXAatLero cocyancTblii Tun C3[], 66110 NPUHATO pelleHue 0TKa3aTbCA OT onepaTUBHOro neyeHus. MauueHt
nosly4an KOMNIEKCHYI0 KOHCepBaTUBHYtO Tepanuto. Takum obpasom, neyenne BBHK npu cocyauctom tune C3[, TpebyeT BbICOKOI cTEneHu
HACTOPOXEHHOCTU W MYNbTUAUCLUNANHAPHOTO MOAX0AA. XMpypruyeckoe neveHne npu cocyauctom tune CIL fomkHO GbiTb MakcUManbHoO
waaswum. FleHeTUYeCKoe TeCTUpoBaHME HEOOXOAUMO NPY PaHHEM Pa3BUTUM BapuKo3a. BaxeH MHANBUAYaANbHbI NO460OP aHEeCTe3UM 1 NOCTO-
AHHOE HabMofieHNe NaLMEHTOB U3-3a BbICOKOTO PUCKA COCYAMCTBIX OCOKHEHUI.

KnioueBble cnoBa: Bapuko3sHas 60ne3Hb, CUHAPOM Inepca — [laHno, COCYAUCTan AUCTNA3NS, TEHETUYECKOE TECTUPOBaHME,
(OL3A1 (myTaums), MUHUMANbHO MHBA3UBHAsA XUPYpPrus
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Abstract

Varicose vein disease of the lower extremities in patients with the vascular type of Ehlers—Danlos syndrome (EDS) is associated with a high
risk of vascular rupture and postoperative complications. Therefore, an individualized approach to diagnosis, treatment, and postoperative
management is essential for patients with varicose veins and vascular-type EDS. An analysis of two clinical cases of patients with con-
firmed vascular-type EDS was conducted. Diagnosis included clinical examination, genetic testing, duplex vein scanning, CT angiography,
and coagulation tests. Minimally invasive treatment methods were applied. A 46-year-old female patient underwent miniphlebectomy
without complications, with restored venous outflow. The surgery was successful, with a decrease in the symptoms of chronic venous
insufficiency. The second case concerned a 21-year-old patient with a history of recurrent episodes of deep vein thrombosis, as well
as nosebleeds and hematomas with minimal trauma. Given the high risk of complications during invasive intervention, as well as the
results of genetic analysis confirming the vascular type of EDS, it was decided to refuse surgical treatment. The patient received complex
conservative therapy. Surgical treatment for vascular-type EDS should be as minimally invasive as possible. Genetic testing is necessary
in cases of early varicose vein development Individualized anesthesia selection and continuous monitoring are crucial due to the high
risk of vascular complications.
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@ BBEJJEHUE
Bapuko3Has 6one3Hb HuMxHUX koHeuHocTeir (BBHK) pac-
npocTpaHeHa B o6lWel nonynsauumu, 4yto obycnaBauBaet
HEOOXOAMMOCTb yaensaTb Oonblioe BHUMaHWe onpege-
JIEHWIO MOKa3aHW K XMPYPrUYecKoMy JIeUeHUIo, aHanu-
3y OCJOXHEHWIA U peLuAMBOB, @ TaKkKe MOWUCKY MyTeil
VNYYIIEHWA PE3yNbTaTOB XMPYpruyeckoro neyenus [1].
3HaYMMbIM OLEHOYHBIM KpUTEPUEM SBNAETCA COXpPaHeHue
WM peuupuB NaToNorMyeckoro BEHO3HOro peditokca.
C uenblo n3yyeHus 6e30nacHOCTU ONEPATUBHOTO BMeLLa-
TeNbCTBA Ba)KHa OLEHKA pUCKA OCNOXHEeHUN TpomM6030B
B Nnoc/ieonepalumoHHom nepuoge. BpoxaeHHas HecocTos-
TeNbHOCTb CTEHOK BEH, UX KNanaHHoro annaparta npu pas-
JIMYHLIX fucnnasusx coeguHutenoHo Tkanu (OCT) pac-
CMaTpMBAETCA B KayecTBe OCHOBOMonarawuero hpakropa
B natoreHese BapMKO3HOIO PacClIMPeHUs BEH PasfnyHoil
nokanusauuu [2]. N3meHeHHas coefMHUTENbHARA TKaHb 3
CYET HapYLIEHWUA CTPOEHMA BONOKHUCTbIX CTPYKTYp (Kon-
JIareHOBbIX BOJIOKOH) YTPayMBaeT OCHOBHble (yHKLMK,
npexpe BCero KapKacHylo Uau OMOPHYIO, Y4TO NINLWb YCyry-
Gn1A€eT BEHO3HYIO HEAOCTATOYHOCTb U MPUBOAUT K Heobpa-
TUMOMY paclIMpeHIo NPOCBETA BEH, pa3BUTUIO pedtoKca
BEHO3HOI KPOBW U, KaK CNefCTBUE, NOBbIWEHUIO YACTOT
peLuAMBOB B NocneonepaLmMoHHom nepuoge [3].
KnuHuueckne vactole npusHaku OCT: runepmobunb-
HocTb cycTaBoB (FMC), runeppacTsKMMOCTb U/UAKU Xpyn-
KOCTb KOXMU, MNIOX0e 3aXKWBJIEHNEM PaH, XapaKTEPHble AN
cuHapoma nepca — flanno (C3). NMpu BHewHem cxopcTBe
OHW MOTYT ObITb CUMATOMAMM Pa3MyHbIX 3a60eBaHNII U3
rpynnsl ACT 1 pa3nuyaTtbcs No NPOrHo3y U pUCKY OCNOX-
HeHui [4]. ITo 0OYyCNOBAMBAET CylleCcTBEHHbIE TPYAHOCTH
B MPaBWUNbHOCTU W CBOEBPEMEHHOCTM MOCTAHOBKU AMa-
rHo3a. CoBpemeHHas knaccudwmkaums C3[ (2017 r.) [5]

OCHOBbIBAETCA Ha MONEKYAAPHOM naToreHese, yyuTbiBas
WINPOKNIA heHOTUNUYECKMIA CNEKTp, U BblgenseTt 13 pas-
NUYHbIX TUNOB 3abonesanus. Cocypuctblit Tun €31 (OMIM
N2130050) sBnsieTcs caMblM OMACHbIM, XW3Heyrpoxa-
folmmM 3aboneBaHWeM B CBA3M C PUCKOM paspbiBa CTe-
HOK COCYy[i0B CPefHero W KpynHOro Kanubpa u CTeHOK
MOMbIX OPraHoB (KMIWEYHWK, Mo4eBOW my3bipb) [5-7].
OH BCTpeyaeTcs pefKko — c yactoton okono 1:50 000 —
1:100 000 HaceneHus u HacnepyeTcs No ayTOCOMHO-A0-
MUHAHTHOMY Tuny [5]. PaHHee Hayano BapMKO3HOTo pac-
wupeHus BeH (B Bo3pacTe [0 30 NeT U y HepoXaBLIMX
KEHWMWH) ABNAETCA OAHMM M3 ManblX KpUTEpueB pans
panHoro Tuna C3[ [8, 9].

YyutbiBas peaKocTb BCTPEYAaeMOCTU COCYAUCTOro
tuna C3[L B nonynsumu, Ham xoTenocb Obl MOJEANUTHCA
JINYHLIM OMbITOM: ABYMA CAYy4YasAMU BbIABNEHWUA LAHHOW
naToioruu, nofodopa WaaWero XMpypruieckoro noaxoaa
¥ HabnofeHUs.

@ KNINHWUYECKUIA CNVYAN 1

B OIBHY «PoccuitCKuit Hay4HbI LEHTP XUPYPruM UMEHK
akagemuka b.B. letpoBckoro» obpatunach nauueHTKa
K., 46 net, c 0CHOBHOI *anoboii Ha OTeKW, BapUKO3HOe
paclimpeHme NOJKOKHbIX BEH HUKHUX KOHEYHOCTEN, 6onu
M 4acTble KPOBOTEYEHMUS.

C60p KNMHMYECKUX faHHBIX

Mpn ocmoTpe BbiABneHsl npusHaku [CT: acTteHuyeckoe
TENOCNOXEHNE, Y3KUI HOC, TOHKWE TyObl, CHUXEHUE NOA-
KOXHO-XXMPOBOr0 CNOSA, TOHKAA «neprameHTHas» KOXa,
Ha XXMBOTE CTPUM, MHOTO «NANMPOCHbIX» pyOLOB. Bblpa-
KEHHaA cocypucTas ceTb Ha rpynHon knetke (puc. 1),
Oonblloe KOMMYECTBO 3KXMMO30B W KPOBOMOATEKOB,
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BapMKO3HO pACLIMPEHHbIE MOJKOXHblE BEHbl C 06paso-
BaHWEM MeLoTYaTbiX BapUKCOB. VICKpUBNeHMe No3BOHOY-
HUKa, BbIpaXKeHHas fedopmauus ctonsl n nanbues: hallux
valgus, nnockoctonue. Heb6o BbiCOKOE, HEMPaBMAbHbIA
pocT 3y6oB. BripaxeHHas TMC.

3 aHamHe3a: pa3pbiB aHeBPU3MbI NIEBOI 3afHei 60/b-
webepuosoit aptepun (36BA), rugpoTopakc npu BbINOA-
HeHWUU aHrnorpaduu, Npu pofax MHOXECTBEHHblE pa3psbi-
Bbl, B T. Y. MPAMON KULIKK.

CemeliHbI aHaMHe3: pPa3pbIBOB COCYL0B W KPOBOTOUM-
BOCTM He oTMeyvaetcA. OTel ymep B 82 roga OT UHCYNbTA,
MaTb — B 62 OT r’MNepTOHNYECKOro Kpu3a.

BbisiBNeHO 0K0MO 1 60NbLWOro U 6 Manbix NPU3HAKOB,
yKasblBatowWwmx Ha cocyamctoin Tun C3[.

[lvarHocTuka
YyuTbIBas BbILEONUCAHHbIA CTATyC, NPOBELEHbI LOMNONHM-
TenbHble NCCNeA0BaHUS.

Mpu KT-aHruorpacdum OGpaxuouedanbHblx apTepuit
(puc. 2) BbisBneHo dy3ncdopmMHOe pacliMpeHue npocse-
TOB Oudypkauuit obuweit conHolt aptepun (OCA), ycTbes
BHYTpeHHei coHHoi apTepun (BCA) ¢ obeux CTOpOH.
[edopmauus xoga BCA c 06enx CTOPOH, yCTbsi NO3BOHOY-
Hoit aptepuu (MA) cnpasa. CenTanbHble CTEHO3bl 06€UX
BCA (ctenka B npoekuum ycTbs nesoit BCA 1,3 mm). T'uno-
nna3us nesow MNA. Jedopmauusa xopa npasoin MA. Pacwu-
peHue MO3BOHOYHBIX BeH C 0beux cTopoH, npu Y3N-cka-
HUPOBAHMU: NATONOTMYECKAA U3BUTOCTb COHHbIX apTepUit,
NPU3HaKM 3aTpPyAHEHUs BEHO3HOro OTTOKa (IMHEeNHas
ckopocTb kpoBoToka (JICK) cnpasa go 0,8 m/c, cnesa fo
0,6 m/c) (puc. 3).

[lynnekcHoe cKaHWpOBaHWE BEH HUXHUX KOHEeYHO-
cTeit: rayOOKMe BeHbl MPOXOAUMbI, KPOBOTOK (ha3Hblii.
KnanaHel HecocTosiTeNbHbI HA YPOBHE 00Leit befpeHHoil
BeHbl (OBB) c 06enx cTOpOH, Ha ypoBHe NMOBEPXHOCTHOI
benpeHHoit BeHbl (MBB) cnesa. bonblwas nopkoxHas
BeHa (bMB) cnpasa: cadeHo-demopanbHoe coyctbe (COC)
7,5 MM; cTBON 2,7 MM Ha Gefpe, 2,3 MM Ha roieHu, NPoXo-
LWM; KnanaHbl COYCTbf U CTBOJIA cOCTOATeNbHbl. Manas
nopkoxHas seHa (MMB) cnpasa: cacdeHo-nonnuTeanbHoe
coyctbe (CMNC) anameTpom 3,6 MM, CTBON Ha YPOBHE Lienw
KoneHHoro cyctaBa (KC) B BepTUKanbHOM MONOXKEHUM
Tena puMameTpom fo 6,8 mm, gucransHee — 3,6-3,0 mMM.
CMNC Ha ypoBHe 5-6 cm Bbiwe wenun KC. Pedniokc 0,5 cek
B npoekuun CMNC u B/3 cTBONA. [ncTanbHee Knanadsl
cocToATenbHbl. [lepthopaHTHble BEeHbl: He paclupeHbl,
KnanaHbl COCTOATENbHbI.

BMB cnea: COC 9,0 mm, cTBoN Ha Geape 4,0-5,6 mMm.
KnanaHel coyctbs ¥ cTBONa HecoctosTenbHbl. [puTto-
Ku: B npoekuun B/3 Gefpa B CTBON BnajaeT BapuKO3-
HO TpaHChOpPMUPOBAHHLIA NPUTOK. [lMameTp npuToKa:
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PucyHok 1. MNpu3Hakn gucnnasmm coegmHUTENb-
HOW TKaHW: BblpaXKEHHAA COCyAMCTas CETb Ha rpya-
HOW KNneTke

Figure 1. Signs of connective tissue dysplasia:
pronounced vascular network on the chest

PucyHok 2. KT-aHrnorpadus bpaxmouedanbHbIx
apTepuii: NaToNOrMYecKan U3BUTOCTb, py3ndopm-
HaA AWMaTauma COHHbIX apTepui

Figure 2. CT angiography of the brachiocephalic
arteries: pathological tortuosity, fusiform dilatation
of the carotid arteries
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PucyHok 3. [lynnekcHoe CKaHMpPOBaHWE COHHbIX
apTepuit: NaToN0rMyeckan U3BMTOCTb

Figure 3. Duplex scanning of the carotid arteries:
pathological tortuosity

Ha ypoBHe 6efpa (nepefHss MOBEPXHOCTb) — 58 MM,
Ha ypoeHe KC — po 7,6 mm. Ha roneHn nputoku — pac-
CbINTHOE CTPOEHWe, AMaMeTP NPUTOKOB A0 3,5 MM, KnanaHsi
HecoctosTensHbl. MMB cnesa: CMC pnametpom 2,6 MM,
CTBON 2,2 MM, KNanaHsel cocToATenbHbl. lepdopaHTHble
BEHbI: Ha roNeHy, No 3afiHe-MeANaNnbHOM NOBEPXHOCTH, Ha
rpaHuue B/3 n cp/3 onpepensetca nephopaHTHas BeHa
pnametpom 3,5 mm (puc. 4).

IxoKT BbIABMNA AONONHNUTENBHYIO XOPLY NEBOTO Xeny-
AOYKa. YNAOTHEHME CTEHOK aopThbl, CTBOPOK aopTajbHO-
ro knanaHa. PacwupeHue KopHA BOCXOAsAleid aopTel —
33-30 mm. AopranbHas peryprutauma 0-1-i creneHu.
MwuTpansHas peryprutauma 1-it ctenenun. Tpukycnupans-
Haa peryprutauua 0-1-i ctenenun. JlokanbHas cokpa-
TUMOCTb U rnobanbHas cucTonuyeckas QyHKUWUA NeBOro
eNy[oYKa He HapyLeHbl.

Xonteposckoe moHutopupoBaHue IKI: putm cuHyco-
BbIlA, C 3NM30[aMKU YyMEPEHHON CUHYCOBOW apuTMmK, C nay-
3amu o 1,2 cek Ha doHe 6pagukapaumn. CyTouHble Kone-
6aHuMs YacToThl cepaeyHbix cokpalenuit (YCC) B npepenax
56-122 ya/mMuH ¢ MuH. B 05:57 1 makc. B 13:29. CpegHe-
cytouHas YCC 76 ya/muH. 3acukcnpoBaHbl 12 0ANHOYHBIX
Ha[pKeNy[04KOBbIX 3KCTpacucTon. Xenyfoukosas 3KcTpa-
CUTONMA NpefcTaBfeHa 3 OAMHOYHBIMKU COKpaLEHUAMM
AByx mopdonoruin, knacc 3 no JlayHy. [uarHoctuyecku
3HaYMMas fuHammka cermeHTa ST He BbiABNEHa.

Y3 opraHoB 6piowHON nonocTu: npusHakn puddys-
HbIX W3MEHEHUI TKaHW MOMKEeNYAOYHOI XKenesbl; Bbipa-
XeHHas pedopMauMa KenuHoro ny3bips; TeHAEHLWK
K U3MEHEeHMsM cTeHoK bespeHHoi apTepun (BA) no atepo-
CKNepoTUYECKOMY TUMY C He3HAUYMTeNbHbIM paclMpeHnem
avameTpa bA nepep Gudypkayueit; ynioTHeHUEe CUHYCOB

PucyHok 4. BaprKo3HOe paclumpeHme NoaKOXHbIX
BEH C MATONOrMYeckum pedtokcom
Figure 4. Varicose veins with pathological reflux

i

MnoYeK, Hepe3Koe HapyLUeHWe 0TTOKA MOUM C 06eNX CTOPOH
(6onblue cnpasa).

[na noateepxpeHua C3[] cocypmcToro Tuna nposepe-
Ha [IHK-gmarHoctuka: BbisiBIeH W3BECTHbIA NATOTEHHbI
BapuaHT NM_000090.4(COL3A1): c.547G>A (p.Gly183Ser)
B 6-M 3K30He B reTepo3nroTHoM coctosaHuu COL3A1 (knacc
natoreHHoCTH V, natoreHHbli) (puc. 5), MHOrOKpaTHO Onu-
CaHHbBIIl Yy NauueHToB C 3TOW natonoruen’. McknioueHa
HacneacTBeHHas Tpombodunua: nposegeHa LHK-guarHo-
CTUKa 4YacTblx nonumoptu3MoB (PaKTOPOB CBEPTHIBAHUS
KpoBu (F2, F5 JleiifeHoBcKas MyTaums), accoLMMpoBaH-
HbIX C MOBbILWEHHbIM PUCKOM TPOMOOOCNOXKHEHU, METOAOM
annenb-cneuunguyeckoii NP B peanbHoM BpemeHy.

OueHKa PUCKOB M BbIGOP TAKTUKYN NleYeHus

Hanuuue y naymeHTKn BbIPaXXeHHOro CUMNTOMHOIO Bapu-
K03a ¢ popMUPOBAHMEM NIOKANbHOW AMUNATALMUM C PUCKOM
TPOMOOTUYECKUX YCNOXKHEHMIA U PUCKOM Pa3pbiBa COCY-
Aa SIBUIOCH MOKasaHueM K onepauuu. C y4yeToM faHHbIX
JIUTEPATYpbl 0 BO3MOXHbIX OC/IOXKHEHUSAX XUPYPrUYecKoro
BMELIATENbCTBA, @ TAKIKE aHECTE3MO00rMYECKOro nocobus
OblI0 NPUHSATO peLleHre O NPOBEAEHUN MUHUMHBA3UBHOTO
XUPYPruYeCcKoro BMeLaTeNbCcTBa — MUHUGIEOIKTOMUY.

! List of variants in gene COL3A1 reported as pathogenic by OMIM.
Available at: https://clinvarminer.genetics.utah.edu/variants-by-
gene/COL3A1/submitter/3/pathogenic.
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PucyHnok 5. NMoareepkaatowasa JHK-anarHoctmka
COCYAMCTOro TMna cuHapoma dnepca —laHno y
nauneHTkm K.

Figure 5. Confirmatory DNA diagnosis of the vascu-
lar type of Ehlers—Danlos syndrome in patient K.

| | ] u - - - - - ] " = ] ]
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®parmeHT NpsAAMOro cekBeHUpOBaHUA 6-ro 3k3oHa reHa COL3A1.
CTpenkoii ykaszaHa myTauus c.547G>A (p.Gly183Ser) B retepo3unrot-
HOM COCTOAHMN.

YyuTbiBasi BO3MOXHOE HapyLIeHMe arperaLmm TpoMooLm-
TOB y naumeHToB ¢ C3[] B 26% cnyyaes, a Takxe ¥anobbl Ha
yacTble KPOBOM3NUAHUA NPU HE3HAYUTENbHBIX yiwnbax [10],
B NpefonepaunoHHOM Nepuose OLEHEH remocTas, UCKI-
YeHa aHeMUs, TPOMOOLMTOMEHMs, KOArynonartus, BbInos-
HEeHbl TeCT arperauuu, Tpombo3anactomeTpus, Tect ROTEM.
MoaTBepxaeHa HOPMOKOArynALMsA U HOpMOArperaLms.

Hackonbko Ham WM3BECTHO, HWKAKWUX peKoMeHLaLuil
no Tpombonpotdunaktuke y nauueHtoB ¢ C3[ He ony-
6N1MKOBaHO. YuuTblBas OTCYTCTBME NABOPATOPHbLIX AaH-
HbIX, CBMAETENbCTBYIOWMX O HAPYLWeEHUM reMoCcTasa, Hamu
OblIO MPUHATO pelleHWe He MPOBOAUTL MPOMUNAKTUKY
TPOMOOTUYECKUX OCNOXHEHUI AHTUKOAryNsHTaMu, T. K.
y nauueHToB ¢ C3[] paxe npu HOpManbHbIX NoKa3aTensx
Koary/siorpamMmbl MOXeT ObiTb Gofliee fiMTenbHas npogos-
KUTENBHOCTb KPOBOTEYEHMS.

Bbi6op aHecTe3um
AnecTte3ns BbibpaHa C y4YeTOM PUCKOB OCIOXKHEHMUI:
MaCOYHas aHecTesns C COXPaHeHMEM CMOHTAHHOrO fbixa-
HUS NPOJOIKUTENLHOCTBIO A0 1 4. TakTuKa BbiGOpa aHe-
CTE3MM B M0JIb3Y MACOYHOMN BEHTUASLUN UAN NAPUHTEANb-
HOI1 MacKu CBAA3aHa C PUCKOM UHTYGALMM U UCKYCCTBEHHOI
BEHTUNIALUN NEerkux, BO3MOXKHbIM I'IOBpE)Kﬂ,eHVIeM/BbIBVI-
XOM BMCOYHO-HUMKHEYENIOCTHOTO CYCTaBa, NoBPeXaeHUeM
BEPXHUX AbIXaTeJIbHbIX ﬂyTGVI, KpoBOTEYEHNEM, BOSHUKHO-
BEHWEM MHEBMOTOPAKCa, NOABbIBIMXOM MO3BOHKOB WENHO-
ro oTAena no3BOHOYHMKA W Pa3BUTMEM B NOC/edyloLeM
HEBPOJIOTMYECKNX OCOXHeHui [11].

PervmoHapHas aHectesus (CnuHanbHas, anuaypanbHas)
n mecTHoe 06e360/11BaHNe B AaHHOM CUTyaLuW He pac-
CMATPUBANIMCL B CBA3M PUCKOM MOBPEXAEHUS HEPBOB,
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00pa3oBaHMA reMaToM y MaLMEHTOB C XPYMKOCTbIO TKa-
He npu C3[. Hanpumep, npu Hanuuymm nogtuna CI[
C nartonoruei MO3BOHOYHWMKA, CMOHTAHHLIM pPa3pbiBOM
OpraHoB B aHaMHe3e, KPOBOTEYEHUAMMU PernoHapHas aHe-
CTe31sA NpoTMBONOKa3aHa.

Xupypruyeckoe BMeLIaTesIbCTBO

YunTbiBas (aKToOpbl pUCKa OCIO0XHEHUIt: KPOBOTEYEHMe,
cnaboCcTb COCYAMCTON CTEHKM, PUCK HECOCTOATENbHOCTH
COCYAMCTOrO LB, Pa3pblB COCYAUCTON CTEHKM, NOBPEX[e-
HUE HEepBHbIX OKOHYAHWii, BbIOpaHa TaKTUKa MUHWMHBA-
3UBHOTO XWUPYPrUYECKOro BMeLWaTeNbCcTBa —MUHUDNEOIK-
Tomus B GacceitHe BB cnesa (puc. 6).

YnaneHHble pparmeHTbl BApUKO3HO TPAaHCHOPMUPOBAH-
HbIX BEH OTNpaBfeHbl Ha TMCTONOTMYECKOoe UCCNefoBaHue.

Onucanne npenapata: B CermMeHTax BEHO3HOro COCy-
LA CpefHWin CnoW yToNlleH B pe3ysibTaTte runeptpodum
MbILLEYHbIX 3NEMEHTOB U YYaCTKOB CKNepo3a, HabnioaaeT-
CA ero BacKynApu3aLus MeaKUMU COCYAAMMU C Hannyuem
cnaboit numdonaHoN MHDUNLTPALMK B NEPUBACKYNAPHBIX
30Hax. VIHTMMa c o4yaraMm MUOMHTUMANbHBIX YTOMIEHWIA.
B agBeHTULMM CKNEPO3 CTEHOK NUTAOLWMX COCYLOB C CyXe-
HMEM NPOCBETa, NepUBaACKYNAPHBINA Ckepo3 (puc. 7).

Bavxkaniwuii nocneonepaunoHHbI NEPUOA B TeYyeHue
nepebix 14 AHell HaGnofeHUs NpoTeKan yAOBNETBOPU-
TenbHO. He BO3HMKIO OCNOXHEHWN, CBA3AHHbBIX C aHe-
CTE3UONOTUYECKMM NOCOBUEM, 3 TaKKe C XUPYPruyeckum
BMeLIaTeNbCTBOM.

3axuBNeHNe NepBUYHbIM HaTsKeHWeM. LLIBbI CHATHI Ha
10- peHb.

Mpn KoHTponbHOM ocMoTpe yYepe3 1 u 6 MecC. [aHHbIX
0 6/IMKANLINX U OTCPOYEHHBIX OCNIOXKHEHUAX HE MONYYEHO,
BEHO3Hblif OTTOK MOJHOCTBIO KOMNEHCUPOBAH.

KoHTponbHoe Y3W BeH HUMXHMX KOHEYHOCTeil yepes
6 Mmec. (puc. 8): rnyGokue BeHbl MPOXOAUMbI, KPOBO-
TOK (asHblii. KnanaHbl HecocToATenbHsl Ha yposHe OBB
c obeux ctopoH. bIB cnesa: COC 9,0 mm, cTBON Ha bGeppe
4,5 mM. KnanaHbl coycTbs M cTBONa Ha Gefpe HecocTo-
ATeNbHbl. Ha roneHn nputokM — pacchiMHOro CTPoOeHus,
AvameTp npuTokoB Ao 2 mm. MMB cnesa: CMC gnametpom
2,6 MM, CTBOA 2,2 MM, KnanaHbl COCTOATENbHbI. HecocTos-
TenbHble neptopaHTHble BEHbI HE BU3Yann3npYIOTCA.

BMB cnpaea: CPC 7,5 mm; cTBON 2,7 MM Ha befpe,
2,3 MM Ha rofieHu, NpoXoS1M; KnanaHbl COYCTbA U CTBONA
coctoatensHbl. MMNB cnpasa: CMC guametpom 3,6 MM,
cTBos Ha ypoBHe wenu KC B BepTUKaNbHOM MONOXKEHUN
Tena puameTpom Ao 6,5 mm, gucransHee — 3,5-3,0 mMMm.
CMNC Ha yposHe 5 cm Bbiwe wenun KC. Pednioke 0,5 cek
B npoekuun CMNC u B/3 cTBOMA, AMCTaNbHEe KNnanaHsl
cocToATenbHbl. [lepdopaHTHble BeHbl He PacClMpeHsI,
KnanaHbl COCTOATENbHbI.
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PucyHok 6. Cxema muHudnebaktommnn
Figure 6. Miniphlebectomy scheme

PucyHok 7. Mukponpenapart yaaieHHON BapuKo3- PucyHok 8. MaumeHTKa yepes 6 mec. nocse npose-
HO TPaHCHOPMMUPOBAHHOW BEHbI [EeHHOTO XMPYPrMyecKoro AeveHums
Figure 7. Microscopic specimen of a removed vari- Figure 8. The patient 6 months after surgical treat-

cose vein ment
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@ KIMHWYECKUU CNYYAU 2 KOHeYHoCTW; Tpom603 cTeona bIB npasoit ronexn; sapu-
K cocyauctomy xupypry obpatuncs nauueHt B., 21 ros,  Ko3Has 60ne3Hb 06enx HUKHUX KOHeYHoCTel (puc. 9).
c ®anobamu Ha OTeK, NOKpacHeHWe NeBoil HOMM C paHee N3 aHamHesa: paHee nauueHTy B. B 13 neT B Hawem

YCTaHOBJIEHHbIM JMArHo30M: peLuausupytolwmii Tpom6o3  ueHTpe (PHLX um. akag. b.B. MeTpoBckoro) 6bina Bbinos-
rnyboKknx U noBepxHOCTHbIX BeH (MIB) neBoil HWXHel  HeHa Topakockonmuuyeckas cybnobapHas pesekuus 6ynn
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Figure 9. Progression of varicose disease in patient V.

PucyHok 9. MNporpeaneHTHOCTb TeYeHUA BapPMKO3HOM 60/1€3HM HUMKHUX KOHEYHOCTENW Y NauuneHTa B.

13 net

21rog

Snepca—[aHno

PucyHok 10. Mpu3HaKy AMCNIa3UKN COEANHUTEIbHOM TKaHM y MaumeHTa B., xapaKkTepHble 418 CUHAPOMA

Figure 10. Signs of connective tissue dysplasia in patient V., characteristic of Ehlers—Danlos syndrome

A, B - runepmo6uIbHOCTb CycTaBoB KucTeit; C — «nanupocHbie» py6GLbl nocse TpasMmel.

¥ napueTanbHas NNeBp3KTOMUA CNpaBa B CBA3M C PeLuam-
BUPYIOLMM CMOHTAHHBIM MHEBMOTOPAKCOM.

YyuTtbiBas Hanuune 4 Manbix KpUTEpUEB COCYAMUCTO-
ro C3[1 (peunanBMpyIOLWMii CNOHTAHHBIA NHEBMOTOPAKC,
TOHKas KOXa CO MHOXECTBOM 3KXWMO30B, «ManMpOCHbI-
MW» pybLaMK, NOAKOXKHBIMU BEHAMW HA TPYAHON KneTke
u cnuHe; BolpaxeHHas MC (puc. 10), paHHuii pebioT
BBHK), 6bina nposeaeHa nopteepxpaatowas JHK-auarno-
CTUKa: BbIIBJIEH M3BECTHbI NaTOTreHHbI FreHeTUYeckui
BapuaHT ¢.2816G>A B 39-m 3k30He reHa COL3A1 B reTe-
pO3MroTHOM cocTosiHuu (puc. 11) u npuBOAALMIA
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K aMUHOKMUCNOTHO 3ameHe p.Gly939Asp. CemeliHblit aHa-
MHE3 He OTArOLeH: CIy4YaeB BHe3amHoOW CMepTU, TPOM-
60308, BEHK, aHeBpu3M KpymHbIX COCYAOB, onepayuii
Ha COCYAAX, XPOHWUYecKUx 3aboneBaHUN NErKUX cpeaw
POACTBEHHUKOB HE OTMEYEHO.

[lynnekcHoe ckaHMpoBaHMe BeH HMXKHUX KOHEYHO-
cTeil: OKKo3upytolnii Tpom6o3 cteona MBB oT ypoBHs
¢/3 v aucTanbHee no xody (rMnepaxoreHHble TpoMboOMac-
Cbl, BepxyluKka Tpomba Ha ypoBHe ¢/3 Geapa 6e3 Y3-npu-
3HaKoB driotauuu). MoKoeHHas BeHa: OKKIIO3UPYIOLWNiA
Tpom603 CcTBONA.
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Pucynok 11. Moareepkaatowasn JHK-anarHocTmka
COCYyAMCTOro TUMa CMHAPOMa dnepca — [laHao y na-
umeHTa B.

Figure 11. Confirmatory DNA diagnosis of the vas-
cular type of Ehlers—Danlos syndrome in patient V.
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®parmeHT NpsMOro cekBeHUpoBaHus 39-ro 3k30Ha reHa COL3A1.
Crpenkoi ykazaHa myTauus c.2816G>A (p.Gly939Asp) B reTeposuroT-
HOM cocTosiHuK. CTpenkoil ykazaHa mytauus ¢.2816G6>A (p.Gly939Asp).
B reTepO3UroTHOM COCTOAHUM.

ManobepLoBble BeHbl: OKKIO3UpYLOLWMA Tpom6O3
OZHOrO U3 CTBOJIOB, 2-1 CTBOJI MPOXOAUM.

MoBepxHocTHble BeHbl: BIMB cnpasa: CPC 10 mm, cTBON
npoxopum, auametp 8,0-6,8 mm Ha Gegpe. Ha roneHu
AWaMeTp CTBO/MA Ha ypoBHe B/3 7,6 MM, NMpoCBeT TPOM-
OupoBaH (OKKNWO3MPYOWMIA TpOMBO3, Bepxylka Tpomba
6e3 ¥Y3-npusHakos ¢notauuu) B ¢/3 ronexun 3,0 mm (npu-
CTEHOYHbIN TPOMGO3, cyxeHue npocseta Ha 30%), B Npo-
eKuMmn H/3 roneHn CTBOA NPOXOAWUM, ANAMETPOM 4,5 mMM.
Xog4: HenpAMONUHENHBIN.

Mputoku: B npoekumn COC Bnagaet npuTok, MAYLWMIA Ha
nepepHIol0 NoBepXHOCTL beapa.

[lnameTp npuTOKa Haj YCTbEM 0 3 CM (@aHeBpM3MaTy-
yeckoe pacluMpeHue), fucTanbHee no xopy — 6,5-3,8 Mm.

YyuTbiBas peunauBupytowmnii Tpom603 y nauueHTa B.
6bina nposefeHa JHK-guarHoctka yactbix nonumophus-
MoB (F2, F5), acCOLMMPOBAHHbIX C MOBbILEHHBIM PUCKOM
TPOMOOOCNOXKHEHNI, METOLOM anneb-cneunduyecKoil
MLUP B peanbHOM BpeMeHW: AaHHbIX, CBUAETENbCTBYIOLLNX
0 HacNefCTBEHHO! TPOMOODUANY, HE NONYYEHO.

HecmoTps Ha T0 uTo cocyamcTblit Tun C3[, 06b14HO acco-
LMMUPYETCA C TEHLEHLMEN K KPOBOTEYEHUSM, eCTb HEKOTO-
pble coo0LeHUs 0 TPOMOOTUYECKNUX COOBITUAX, MPOUCXO-
LAWMX Y 3TUX nauueHTos [12]. YunTbiBas pucku nporpec-
CMpOBaHUs 3aboneBaHns, TPOMOOTUYECKUE OCNOXHEHMUS,
naLMeHTy NpefioXKeHO KOHCepBaTUBHOE NIeYeHNe U Aanb-
Helilwee AMHaMKUYeckoe HabnoaeHue.

Takas TakTMKa BblOpaHa Ha OCHOBAHWMU MOJYYEHHBIX
LaHHbIX 0 eduLnTe «COCYAUCTOrOY» KolareHa 3-ro tmna,

KOTOPbIN HaxoAMTCs B AeuLnTe NpU BapuUKO3HOI Bones-
HU 1 COMPOBOXAETCA O HOBPEMEHHOI CynepaKcnpeccu-
et MPHK konnareHa 1-ro Tuna B KynbType rNafKoMbIley-
HbIX KneTok (FMK) [13].

Bce maHHble nauneHToB ObINM LEUAEHTU(ULMPOBAHSI.

@ ObCYKAEHUE

JleyeHne BapuKo3HOI 60ONE3HN BEH Y NALMEHTOB C COCY-
auctbim Tunom C3[L TpebyeT 0co60i OCTOPOKHOCTH, T. K.
Aaxe HebonblIMe U3MEHEHNA B CTPYKTYPE BEH MOTYT Npu-
BECTM K UX Pa3pbiBY W OTIOXKEHUIO reMocnaepuHa. Heko-
TOpble CTaHAApTHblE MNpouefypbl MoryT ObiTb Hebeso-
MacHbl, N K KXXAOMY NaUMEHTY HYXeH WHAWBUAYANbHbI
NOAXOL, YTOObI MUHUMU3UPOBATL PUCKM ANs NtoAei C 3TOil
natosnorueit [14, 15]. Ha ocHOBaHWM BbIlWEONUCAHHbIX
KIMHWYECKUX CNyyaeB CefyeT CAenatb BbIBOA O Heob-
XOAMMOCTU TFE€HEeTUYECKOro TeCTUPOBAHWA Y NaLMEeHTOB
C paHHeil BapuKo3HOI 6oNe3HbI0 U Hanuuuem 3 1 bonee
npusHakos [ACT u/unn Hanuunem B aHamHe3e y OauxKaii-
WK1X POLCTBEHHUKOB noaTBepxaeHHoro C3[.

Mpu npoBeAeHNN NNAHOBbIX ONepaTUBHbLIX BMeLLATeNb-
CTBaX Y NaLMeHTa C NOATBEPXKAEHHBIM COCYAUCTbIM TUMOM
C3[ cnepyeT yunThiBaTH CeAyiolLne 0COOEHHOCTHU:
® AHecTe3nonornyeckue nocobue B MoJb3y TOTA/bHOIA

B/B aHeCTe3UM, MAaCOYHOW MW NapuUHreanbHOW aHecTe-

3unu. BbinoaHeHMe MyHKUMWM COCYAOB MPU YCTaHOBKE

BEHO3HbIX KaTeTepoB UM apTepuanbHbIX NPOBOAHUKOB

COMPSKEHO C NOBbILEHHBIM PUCKOM PacCI0eHNS, pa3pbl-

Ba U BO3MOXHO TOJIbKO C y4eTOM PUCKOB M nosb3bl [16].
® Xupypruyeckas TakTUKa LOMKHA OblTb MUHUMHBA3MB-

HOW, HanpaBfleHHOW Ha YCTpaHeHWe W30JAUPOBAHHO

HedYHKLMOHANbHbIX BAapUKO3HO TpaHC(HOPMUPOBaAH-

HbIX BEH, HEeCyLMX yrpo3y TPoUYeCKUX OCNOXHEHMNIl

WAN BEHO3HbIX TPOMOO3IMOOINYECKUX OCTOKHEHMIA

(BT30). YuuTbiBas XpynKoOCTb COCYAMCTON CTEHKM

W PUCK ee pa3pbiBa, ciepyeT nberatb TexHUK hneb3k-

TOMUU, Tae TpebyeTcs HaNOXeHWe COCYLUCTOro LBA.

B yacTHOCTH, 3TO OTHOCUTCA K KPOCCIKTOMUM U TOTab-

HOW cacheH3IKTOMUM, KOTOpble ceayeT BbIMOJNHATb

TONbKO MpW KpaliHeit HeobxoaumocTn. CknepoTepa-

nus (foam sclerotherapy) Han6onee acdekTBHa Npu

MOBTOPHbIX peLmnanBax BapukosHoi 6onesum [17, 18].
® B nepuonepauMoHHOM nepuofe NPOBOAWUTb OLEHKY

remoctasa 4yepes KOHTPOJb KOArynorpammbl U TPOM-

6031acTOMETPUM, [laXKe NPU HOPMaJbHbIX MOKa3aTensx

VYMTHIBATb PUCK KPOBOTOUMBOCTY y nauunenTos ¢ C3[.
e [lpotdunaktuka BT3I0 nopbupaetcs MHAMBUAYANbHO

B KaX[IOM KOHKPETHOM C/lyyae C y4eTOM XUpypruyecko-

ro NeYeHus, UHLMBWAYANbHOTO PUCKA KPOBOTEYEHWUS

unu TpomM603a, a TaKKe nocneonepaLuoHHoN MobUNb-

HOCTU Yy KQXXAOro KOHKPETHOro naluueHTa.
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® JlekapCTBeHHas Tepanusa BKOYAET peKOMeHAaLnUu no
MCNONb30BaHUIO LLeMNpPoioNia Kak npenaparta Belbopa
ANA KOHTPOJA apTepuanbHOro AaBNEHUS U CHUXKEHMUA
pUCKa JUCCEKLMM COCYA0B, XOTS €r0 NPUMEHeHUe U He
OTMEHAET NONHOCTbIO XWU3HEYrpoXatLWmux CoCy[UCTbIX
cobbiTnit [19]. Kpome Toro, MejkaMeHTO3Has Tepanus
[OJKHA ObITh HanmpaBfieHa Ha yny4lleHue mMeTabonuns-
Ma KO/MnareHa, TOHyCa BEHO3HOMN CTEHKM, PerynsapHblif
npuem LUOCMUHA, L-kapHUTWUHa, BUTaMUHOB rpynnbl B,
aMUHOKMCOTHI FNLMHA.

® OnTUManbHbIMW BMAAMW HArpy3ku ABNAAIOTCA 03[L0pPO-
BUTENIbHOE NaBaHue U fevebHas duskynstypa (JIOK),
HanpaBfieHHas Ha yKpernieHWe CBA30YHOTO W Mbllley-
HOro annapaTa, a TaKke o0s3aTenbHoe HOLWeHUe
JIe4ebHOro KOMNPECCMOHHOrO TPUKOTAKA.
B cBAi3uM c reHeTMyeckoin Nnpupofoi 3a6oneBaHus 1 ero

NPOrpeAnNeHTHbIM TEYEHWEM, a TaKKe Y4YuTbiBas pUCK

PasBUTUA KU3HEYrpOKalOWMX OCIOXKHEHWUA, [aHHble
pEKOMEHAALMM HOCAT NOXMU3HEHHBII XapaKTep u TpebytoT
NOCTOSIHHOTO HabGMIOAEHMS M NPOBefeHUs NedebHbIX Npo-
bunakTyecknx npoueayp.

® 3AKNIOYEHUE
Xupypruyeckoe neyeHue BapuKO3HOW GonesHu y mauu-
eHTOB C cocyauctbiM Tunom C3[, [OMKHO 6bITb MaKc-
ManbHO WapAWwmnM. [eHeTMyecKoe TecTUpOBaHWE KMeeT
pelaoliee 3HayeHe Ana NauueHToB C PaHHUM HayanoMm
BapMKO3HOW 60NE3HM U MpU3HaKaMu CUCTEMHOI Konina-
reHonaTuu, no3posss 06ecneynTb cneuuanu3MpoBaHHoe
MeULMHCKOE, MHTEPBEHLMOHHOE U XMpYPruyeckoe neve-
HUWe, a TaKxKe NpodUNAKTUKY OCIOXKHEHUN.
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