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AHHOTALMA

Lenb. O3HakoMUTb Bpayer NpakTUYECKOro 34paBOOXPAHEHNS C KIMHUYECKUMU NPOSIBNEHNSMU, COBPEMEHHBLIMU METO-
AaMu AMarHOCTWKM M TaKTUKM NEYEHUS MauneHTOB C PpeaKkMM HacneacTBEHHbIM COCYaANCTbIM 3aboneBaHneM, npenmyLue-
CTBEHHO MopaKatoLMM COCyAbl HUXHUX KOHEYHOCTEN — cuHApoMoM Knunnensa-TpeHoHe.

MaTepuansi u metoabl. [TpoBeeH PeTPOCNEKTUBHBIA aHanM3 aHaMHECTUYECKMX AaHHbIX, Te4eHus1 3aboneBaHus, pe-
3ynsTaTtoB NnabopaTopHbIX M MHCTPYMEHTanbHbIX MCCNeAoBaHUi, onpeaeneHa TakTuka nevyeHns naumMeHToB.
PesynbraTtbl. CuHgpom Knunnensi-TpeHoHe SBnsSieTCs pasHOBUOHOCTBIO CUCTEMHBIX HAaCneACcTBeHHbIX hrneboaHrmoanc-
nnasun. AHomanusa guarHocTMpyeTcs cpasy npu poXaeHWU Ha OCHOBAHWUW 3HaHWUS KNMHUYECKUX CUMMTOMOB UIU B XO4e
pa3BuTus pebeHka, korga cTaHoBSATCA 6onee o4eBUMOHLIMU TUMNMYHbIE NPOsIBNEHUs 3abonesaHns. CBOEBPEMEHHO Npo-
BeJEHHble WHCTPYMEHTarnbHblE UCCNENOBaHNSA NO3BONSAT OLEHWUTb CTENEHb TSHKECTU MOPaKEHWs COCyAMCTOro pycna,
YTOYHUTb HanMyne COnyTCTBYHOLUX aHOManun ¢ Lenblo Bbibopa adhchekTBHOrO Metoaa nevennsi, anddepeHumpoBaTtb
TUN BapMKO3HOM TpaHcOopMaLMM BEH HUXKHUX KOHEYHOCTEW, MPEAOTBPaTUTL He060CHOBaHHYH0 hreb3KTOMMIO, BNEKYLLYHO
HeobpaTnMble nocneacTeus. 3aknodeHne. 3HaHUE KIMHUYECKUX NPOsBREHUN, anddepeHumanbHas ouarHocTvka u cBo-
€BpPEMEHHbIN BbIOOp TakTMKM BeAeHns 6onbHbIX ¢ cnHapomom Knunnensa-TpeHoHe npuobpeTtatoT ocoboe 3HaveHve ans
Bpaven BCeX ypOBHEN oKasaHWst MeOULMHCKON NOMOLLM C LieNbio COXPAHEHUS Ka4yeCcTBa XXNU3HW.
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ABSTRACT

Aim. To acquaint practical health care doctors with clinical display, modern diagnostic methods and treatment techniques
of patients with uncommon genetically determined vascular disease, mainly affecting lower limbs vessels — Klippel-
Trenaunay syndrome.

Materials and methods. The retrospective analyses of anamnesis data, clinical course, laboratory results and instrumental
research methods are made, treatment techniques of patients are determined.

Results. Klippel-Trenaunay syndrome is a form of systemic genetic phleboangiosis. Anomaly is diagnosed at birth based
on clinical symptoms or infant development, when typical symptoms of diseases are visible. Promptly made instrumental
research helps to estimate affection severity of bloodstream, to specify concomitant anomaly in order to choose the most
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effective treatment method (conservative or surgical).

Conclusion. Knowledge of clinical display, differential diagnostics and prompt treatment techniques for patients with
Klippel-Trenaunay syndrome are performed, these data are important for all levels of medical aid to save life quality.

Keywords: genetically determined disease, Klippel-Trenaunay syndrome

BeepeHue
CvHgpom Knunnens-TpeHoHe-Bebepa (cuH.: ru-
nepTpoduyeckas remMaHrmaKTasusl, aHrmoocTeoru-

nepTpodunYecknii CMHOPOM; nevus varicosus osteo-
hipertrophicus) — cocyguctoe 3abonesaHue ¢ Hapy-
LWEHNEM PasBUTUS COCYAOB HWXKHUX KOHEYHOCTEWN.
OTHOoCUTENbHO penkoe 3aborneBaHne, MUHUMAarbHbI-
MW OUArHOCTUYECKMMU NPU3HaKaMu KOTOPOro ABMs-
I0TCA MraMeHelLWwnin HeByCc B 0brnactu KOHeYHOCTH,
COMpPOBOXAAOLWLMACA MATKOTKAHHOW MU KOCTHOW -
neptpodumen aton koHeuyHocTu [1]. Bnepsble onucaHo
M. Klippel n coasT. B8 1900 . nog Ha3BaHWeM OCTeO-
rmnepTpoguyeckoro Heesyca. Yepes HecKkonbko neT P.
Weber onuncan Heckonbko crnyvaeB 60ne3Hu, B TOM
ymucrne ¢ apTepumoBeHO3Hon cductynon [2]. JaHHble O
pacnpocTpaHeHHOCTM 3Toro 3abonesaHns OTCyTCTBY-
0T, OAHaKO B nuTepaType onucaHo okoro 1000 cny-
YyaeB 3TOM natonorny. Yaile BCTpe4aeTcsl y MyX4uH,
B OOMbLIMHCTBE Cry4YaeB BO3HWKAET Cropaguyecku,
cylwiecTByeT npegnonoxeHve ob ayToCOMHO-AOMU-
HaHTHOM HacrnegoBaHUW. JTUOMOMMA W MaToreHes
3TOro CMHApPOMa HeJoCTaToOMHO n3yyeHsbl [3]. B naTo-
reHese npeanonaraeTcs posfib HapylleHust ambpumo-
reHesa c gucnnasven rnyookon BEHO3HOW CUCTEMBbI.
Henb3a uCKNioYNTb M BEPOSITHOCTb MEXaHWYECKUX
noBpexaeHun B ambpuoHanbHoOM nepuogde [4]. B
HacTosllee BpeMsi CMHAPOM OXBaTbIBAET LUMPOKUNA
CMeKkTp pasHoobpasHbIX aHOManun CocygoB KOHEYHO-
CTeNn, NPMBOAALLNX K UX yBenn4yeHuto [5]. B ero cocta-
BE BbIOENSIOT Pynnbl ¢ NpeobnagaHMemM BEHO3HbIX
Manbgopmaumii (B 6oNbLIMHCTBE Cry4vaeB C Npu3Ha-
kamu, onncaHHeiMu M. Klippel u P. Trenauney), apte-
puoBeHO3HbIX hmctyn (onmcaHHbix P Weber n C.M.
Py6aluoBbiM), cCMeLlaHHbIX BEHO3HO-NTMM(aTU4ECKNX
Manbdopmauuin [6]. Knaccuyeckas Tpuaga cumnTo-
MOB — KOXHbl€ aHIMOMbI, pacluMpeHne NoBEpPXHOCT-
HbIX BeH, rmMnepTpoms nopakeHHON KOHEYHOCTU
— obo3HavaeTca kak cuHgpoM Knvnnensa-TpeHoHe,
a Hanuuue elle M apTepUOBEHO3HbIX aHAaCTOMO30B
TUNMYHO Ans cuHgpoma lMNapkca Bebepa [7].

Llenb uccnedosaHusi: 03HAKOMUTb Bpayvel npak-
TUYECKOrO 34PaBOOXPaHEHUS C KIMHUYECKUMU MpPO-
SABNEHNSMWN, COBPEMEHHBIMU MeToAaMU AUarHOCTUKM
N TaKTUKN NeYeHUs NaumMeHTOB C pedkuM Hacneg-
CTBEHHbIM COCYAMCTbIM 3aboneBaHveM, npeumylle-
CTBEHHO MopaxkarLLmnmM Cocyabl HUXKHUX KOHEYHOCTEN
— cungpomomM Knunnensa-TpeHoHe.

Marepuanbi u meTopbi
I'IpOBep,eH p6TpOCFIeKTVIBHbIIZ aHalrnmiM3 aHaMHecCTun-
YeCKnX AaHHbIX, TedeHnsa 38601'IeBaHMF|, pes3ynbraTtoB
na60paTopr|x N MHCTPYMEHTAalbHbIX I/ICCJ'Ie,CI,OBaHI/IVI
(ynbTpasByKOBOE TPUMIIEKCHOE aHIMOCKaHUPOBaHWE
BEH HWMKHUX KOHe‘-IHOCTeVI; SJ'IeKTpOKapD,VIOFpa(bVIFI,

axokapguorpadmyeckoe unccrnegoBaHue, BOCXOAS-
was dneborpadgus, aopto-aptepuorpadus, dpmnbpo-
ractpoayoAeHOCKonus).

Maument XK.C.HO., 1991 roga poxaeHus,
31.10.2017r. obpaTmnca camocCTOATENbHO B MpUeEM-
Hoe oTheneHve OOoMbHULBI CKOPOW MEeOULMHCKON
nomoLum r. KpacHogapa c »xanobamm Ha OTEYHOCTb U
60nb B NNEBON HUXHEN KOHEYHOCTU, HanmMymne pacLim-
PEHHbIX MOBEPXHOCTHbIX BEH, HapylleHue yHKLUK
KOHEYHOCTMW.

AHamHe3 6os1e3HU. C poXAEHUS UMENUCb COo-
CyOMCTble NATHA Ha KOXe Ivua MU NeBON HWXKHEN
KOHEYHOCTU C MOCTENEeHHbIM YBENUYEHNEM MHTEH-
CYBHOCTW M pacnpocTpaHEHHOCTU. AKTMBHO 3a Me-
OULMHCKOM NomoLLbio He obpaluarncs, LueneHanpae-
NEeHHO [0 HacTosLero BpemeHn He obecnenoBarncs.
CamouyBCTBUE OCTaBanoCh YAOBETBOPUTENbHbBIM.
C 2005 roga nocne nepeHeceHHoON TpaBMbl (pacTsi-
XeHue CBA30K NEeBOro rofieHOCTONMHOro cycrasa)
nepuoamnyeckn crtan oTMeyaTb OTEYHOCTb, OLlyLle-
HUe TSXKEeCTW B NNEBOW rofneHun, bonee BblpaXeHHbIe
B TedeHne mecqua. Ytpom 31.10.2017r. nogasunacb
6onb B NEBOW HOre, YCUIUIICSA OTEK FONEHN U CTO-
Mbl, YTO NOCNYXWNO NPUYNHON obpalleHns 3a me-
OVuMHCKoM nomoubto. CTpagaeT rnaykomon: 3a-
KpbITOyronbHasi — cnpasa, OTKpbITOYrofnibHasi — crne-
Ba, N0 NOBOAY KOTOPOW NPOBOAMMOCE OnepaTnuBHoe
nevyeHne B 2002 rogy. JaHHble 06beKMuUBHO20
ocmMompa. COCTosiHME cpefHeln CTeNEHN TSXKECTU.
HopmocCTeHMYeckoro TenocnoXxeHus. YOoBNeTBo-
putensHoro nuTaHusa. Poct 168cm, Bec 62,5 kr (UH-
aekc macchbl Tena 22,2 kr/m?). Ha koxe nvua naTHu-
CTbll TENeaHrmoaKTaTU4eCKNn COCYAUCTLIN HEBYC
(pnc.1), Ha NeBOW HWXHEWN KOHEYHOCTU OOLMpHas
WHTEHCUBHO-NYprypHas reMaHrnoma npeumyuie-
CTBEHHO Ha Manbuax CTonbl M MO natepanbHON
NoBEpPXHOCTM cBOAa CTonbl. Ha neBow roneHn 1 no
3afHel MoBepxHOCTU nesoro 6eapa remaHrmoma
6GnegHoO-KpacHoro LBeta B COYETaHUN C BapUKO3-
HbIM pacLUMPEHNEM BEH NO HAPYXXHOW N BHYTPEH-
Hel NOBEPXHOCTW, TaKXKe OMpPedensTCcs ydacTKu
runepnurmeHTauum (puc.2). JleBas roneHb oTevHa,
npv nansnauum 6one3HeHHa, 0TMeYaeTcs NoBbILLe-
HMe MeCTHOW Temnepatypbl. JleBas HUXHAS KOHeu-
HOCTb Ha 2,5 cM gfnHHee npaBoMn.

JlokanbHbIU cmamyc: BU3yanbHO 1 NanbnaTop-
HO onpefensieTcs paclumpeHHas Gonbluas NoaKoX-
Hag BeHa, MONOXUTENbHbLIA CUMMTOM KallNeBOro
TOMNYKa; NP1 MapLueBon Npobe NOBEPXHOCTHbIE BEHbI
He cnagatoTca. Ha ocHoBaHMM OaHHbIX aHaMHe3a U
dmsmkansHoro obcnenoBaHMst YCTaHOBIEH npea-
BapuTenbHbLIM AnarHos: ocTpbii Tpombodnebut B
cucteme OOrnbLUIOW MOAKOXHOM BeHbl? MocTTpombo-
dnebeTtnyeckast 6onesHb?



Puc.1. CocyaucTbiii HeBYC.
Fig. 1. Nevus angioectodes.

Ynbmpa3seykogoe mpurisieKCHoe aHa2uUOCKa-
HupogaHue eeH HUWXHUX KOHe4YHocmel: Y3-npu-
3HaKW annasum rnyboknx BeH IEeBON HWKHEWN Ko-
HEYHOCTM Ha ypOBHE MOAKONEeHHO-6epLoBoro cer-
MEHTa; HEeCOCTOSTENbHOCTb OCTMANbHOrO KnanaHa
HonbLuori nogkoxHon BeHbl (BINB), knanaHoB CTBO-
na BlB Ha BCEM MPOTSAXKEHUU; HECOCTOATENb-
HOCTb KnanaHoB BeH-nepdopaHToB 6edpa u roneHun
cresa.

Bocxodsiwjass ¢pnebozpachusi sieeoli HuXKHeU
koHe4yHocmu: BINB koHTpacTupyeTca OTYETNMBO Ha
BCEM MPOTSHKEHUN C BblpaXXEHHOW KranaHHOW Heao-
CTaTOYHOCTBI. [MyBOoKMe BEHbI FONEHN, NOOKONEHHAas
BEHa He KOHTpacTtupytotcs. Obwasa 6egpeHHasn BeHa
Bbille cadeHo-demMopanbHOro CoycTbsi OTHETIIMBO
KOHTpacTupyercs.

Aopmo-apmepuoepagpusi: cuctema apTepun
NeBON HUXHEN KOHEYHOCTU KOHTpacTMpyeTcsi B npe-
Aenax aHaTOMWYECKOM HOPMbI, cucTema rnybokmx
BEH neBoro 6egpa W roneHu He KOHTpacTMpyeTcs.
MakpouncTynspHble apTepPUO-BEHO3HbIE CBULLN HE
BbISIBIEHbI.

Axokapduozpadhusi: Y3-npusHaku yooBneTBOpU-
TeNbHOW CUCTONO-AMAacToNUYeckon (OyHKLUN NeBoro
xenygouyka. lNMponanc mutpanbHoro knanaxa Il crene-
HW (peryprutaums +/++).

OKTI: putm cuHycoBbin. HopmanbHoe nonoxeHve
ANEeKTPUYECcKon ocu cepaua.

@rjC: karapanbHbli racTput. JlabopaTopHble
aHanu3sbl KpOBM U MOYW: NMOKa3aTenu B npegenax pe-
PEPEHTHBIX 3HAYEHUN.

Pesynbratbl M 06cyxpaeHne

[MpoBeneHHble WHCTPYMEHTamnbHblE UCCreaoBa-
HWUSI NMO3BOMWNM MOATBEPAUTL HanuMyue y nauueHTa
BPOXOEHHOW cucTeMHon dneboaHrmogucnnasum c¢
NCKITloMeHMeM ocTporo Tpombodnebuta mn cdop-
MynNupoBaTb KJIUHUYecKul OQuacHo3: CuHapom
Knunnens-TpeHoHe (annasus rnybokux BeH nesBown
HWKHEN KOHEYHOCTU, BPOXAEHHAsA KnanaHHas Hedo-
CTaTOYHOCTb OONbLUOK NOAKOXHOW BeEHbI). XpOHUYe-

Puc. 2. lemaHrmoma, BapuMKo3HOe pacLUMpeHne BEH NIEBON HUXHEN KOHEYHOCTU: BUA c3aau (a), Buz cnesa (6).
Fig. 2. Hemangioma, esophageal varicose veins dilatation of the left lower limb: rear view (a), left side view (b).
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Cckasi BeHo3Hasi HegoctaTtouHocTb. C3ECAsPr neson
HWXKHEWN KOHEYHOCTW. BpoxaeHHas 3akpbITOyronbHas
rmaykoma OD (cocTosiHne nocrie onepaTMBHOIO fe-
yeHus 2002r), oTkpblToyroneHas rmaykoma OS. lNpo-
nanc mutpaneHoro knanaHa Il cteneHu (perypruta-
uns 1 cteneHmn). XpoHuyeckas cepgedyHas Hegocrta-
TouHocTb O ctagum (IPK no NYHA).

BonbHOM o06CyXOeH Ha KINMHUYECKOW KOHde-
pPeHUUN pPEeHTreH-aHAOBACKYNSAPHbIX U COCYAUCTLIX
XUPYproB, aHeCTEe3UOSOoroB: y4uTbiBasi OTCYyTCTBUE
KPOBOTOKa B CUCTEME TNYOOKMX BEH JIEBOW HWKHEWN
KOHEYHOCTW, BbIMOMIHEHUE hrebakToMMM He npeg-
CTaBnsaeTcs BO3MOXHbIM. PekoMeH0BaHO KOHcepBa-
TMBHOE fNeYeHne: HOLIEHNE KOMMNPECCUOHHOMO TPUKO-
Taxka — 2 Kracc KoMnpeccuun, KypcoBon Npuem BeHO-
TOHWKOB. Ha cpoHe neyeHus gnocmmHom 600mr/cyT B
Te4yeHve Hegenu NorMHOCTLI0 KynMpoBanuck 6onesble
OLLYLLEHNA B NIEBOWN HWXKHEN KOHEYHOCTU, YMEHbLUIN-
nacb oTtevyHocTb. HabrniogeHve 3a naumMeHTOM Mpo-
OOMKEHO B ambynaTopHbIX YCIOBUSX.

Cungpom Knunnensa-TpeHoHe €BNsieTCcs pasHo-
BUOHOCTBbK CUCTEMHbIX OMCMNasuin U 3acny>xumBaeT
BHUMaHWSI Kak OOHO W3 MHOFOYMCIIEHHbIX Hacneg-
CTBEHHbIX 3aboneBaHWii, NopaXkalwLmMX pasfnyHble
TKaHW opraHnama. 3To 3aboneBaHne He NpeacTaBIs-
€T 3Ha4YUTEmNbHbIX TPYOHOCTEN B AMArHOCTMKE MU MO-
XeT OblTb 3aM0403PEHO Ha OCHOBAHWUM KITMHUYECKMX
OaHHbIX yXXe Npu poXaeHun pebeHka 1 B 3aBMCHMMO-
CTU OT CTeneHu pacnpocTpPaHEeHHOCTU COCYAUCTOro
nopaxexus TpebyeT LeneHanpaBneHHoro obcneno-
BaHMS U AMHaMmM4yeckoro HabnwogeHus. OuddepeH-
UnaneHyl OUarHOCTUKY MPOBOAAT C BPOXOEHHLIMU
apTepUOBEHO3HLIMU  KOMMYHUKALUNSAMW, CXOL4HbLIMU
NMLWb NO BHELUHUM NpU3HaKam, HO UMELLMMU ApY-
rme remognHaMuyeckme HapyLleHus, 3aknodatoLme-
cs B ObiCTpOM cbpoce apTepuanbHO KpOBU B BEHO3-
Hoe pycno. JleyeHne aeten ¢ BPOXAEHHLIM CUHAPO-
mMom Knunnens-TpeHoHe SBNSeTCs BeCbMa CroXHON
3aadven, ycnex peLleHns KOToOpon 3aBUCUT OT UHOMW-
BMAYyanbHbIX ocobeHHocTeln 3aboneBaHus. MNpuHLKM-
nuanbHbIM SIBMSIETCS1 BONPOC COOMoaeHNst anropuT-
Ma obcnepgoBaHus GonbHbIX Nepeq dnebakTommen,
BKITIOYaKoLLero B cebsi ynsrpasBykoBOe CKaHMpOBa-
HMe cucTembl rmyOoKNX U NOBEPXHOCTHLIX BeH. Jlo-
6on TMN peayKUMOHHbIX BMELLATENLCTB HA BEHO3HOM
cucteme npu cuHgpome Knunnens-TpuHOHe 3ava-
CTYI0 MpPUBOAUT K HEoBpaTUMbIM TPOUYECKUM W3-

MEHEHMSAM KOHEYHOCTU. Takum obpas3om, He Kaxaas
cocygucTtasa manbopmauns MoXeT ObiTb yCTpaHeHa
XUPYPruyecknm nyTem (kak B criyyae npencTaBrieH-
HOro naumeHTa), U GofnbHBIM NPOBOAUNTCA KOHCEpBa-
TMBHag Tepanus ¢ uenblo NPogunakTukn nporpeccu-
pOBaHUS XPOHUYECKON BEHO3HOW HEOOCTaTOYHOCTH,
BO3HWKHOBEHMS KOXHbIX MHGEKUMM, TPOMBOaMBonum
NEro4YHoOn apTepun.

3aknioueHue
3HaHMe KIMHUYECKUX MposiBreHun, anddeper-
unaneHasi OMarHocTmka M CBOEBPEMEHHBIN BbIOOp
TaAKTUKN BEOEHWUs [AaHHOTO KOHTUHreHTa OOomnbHbIX
npuobpeTaloT ocoboe 3HayeHMe AN Bpayen BCex
YPOBHEN OKasaHWs MeOULMHCKOW MOMOLUU C Lenbto
COXpPaHEHMs Ka4eCcTBa XM3HW NaumneHTa
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