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[Oucnnasus marucTpanbHbix BeH (AMB) u3BecTHa Mo vMeHaM aBTOPOB, OMMCABLUMX [AAHHYK MATONOMMI0, KaK CMHAPOM
Knunnensa-TpeHoHe. KnnHuyeckas kapTuHa cuHapoma Knunnens-TpeHoHe B KNAaCCMYECKOM OMUCaHUKM aBTOPOB Xapak-
TepusyeTca TpVIB,EI,Ol?I CMMNTOMOB: COCYAMCTbIMU NMATHAMU, BAPUKO3HbIMU ATUMUYHbIMU BEHAMMU, rmnepro¢Mel7| MATrKnX
TKaHEeW U KOCTel C yBennyeHneM obbema M ANUHbI NOPAXKEHHOW KoHevyHocTu. CnepyeT NogvYepKHYTb, YTO BblPpaXKEHHOCTb
YKa3aHHbIX CUMNTOMOB 3aBMCHUT, MpeXx e BCEro, OT TUNa NopaxeHus (3MOPUOHANbHbINA UK GETaNbHbIN) U CTENEHN TAXKECTU
nopaxenus. CuHapom Knunnens-TpeHoHe NoYTM BCerga HOCUT CNOPAfMYECKUid XapakTep, 3TO 03HAYaeT, YTO OH pa3Bu-
BAETCS Yy NIOAEN, HE MMEIOLWMX UCTOPUM PaCcCTPOiMCTBa B ceMbe. MccnefoBaHUs MOKa3biBAKOT, YTO 3TO YC/IOBME SABASIETCS
CNnefcTBMEM MyTaLMM reHOB, KOTOPble He HACNeaylTCs. DTU FreHeTUYeCKMe U3MEHEHMUS, KOTOPpble Ha3blBAKOTCA CcOMaTUye-
CKUMU MYTaUMAMMU, BO3HUKAKOT CAy4aiMHbIM 06pa3oM B OLHOM KNETKe Ha PaHHUX CTagusxX Pa3BUTUS A0 poxaeHus. CUH-
apom Knunnens-TpeHoHe MOXeT ObiTb Bbi3BaH MyTauusamu B reHe PIK3CA. B naHHOM cTaTbe NpeACTaBNEHO KAMHUYECKoe
HabnwaeHne — TedyeHne 6onesHn pebeHKa NEepBOro rofa KM3HU Npu KpanHe TXXenon Gopme AUCNNa3MmM MarncTpasnbHbiX
BEH. B npencTaBneHHOM K/IMHWYECKOM HabnaeHnM HeobxoanMo 06paTUTb BHMMaHWE Ha TPYLHOCTU NeYeHUs LaHHOro
6071bHOr0 Ha (hOHEe OCHOBHOIO XPOHMYECKOro 3aboneBaHus. JleyeHne AaHHbIX GOMbHbBIX JOMKHO MPOBOAMTLCS Ha base
MHOTOMPOMUIBLHOrO CTaLMOHApa, BKOYas CNELManucToB MO COCYAUCTOWM XUPYpruu, opToneaa M Bpaya MHTEHCHMBHOM
Tepanuu. Ha npumepe onmMcaHHOro cnyyas NpoAeMOHCTPUPOBAHA AMArHOCTUYECKAs TAKTUKA U XMPYPruyeckoe NeyeHue.
Oy4yeBWAHO, YTO CBOEBPEMEHHOE XMPYPruyeckoe M KOHCEPBATMBHOE JieYeHWe MaTosoruu y AeTel npu AWChNasuu Maru-
CTPaNbHbIX BEH YyNyylWaeT KayeCTBO XM3HWM M COLMAnbHY afanTauuio LeTeil.

KnioueBble cnoBa: cocyoucTble Maﬂbq)OpMaLl,Ml/I; CMHApPpOM KI'IMI'II'IEJ'Iﬂ—TpeHOHe; BEHbI; aHTMON0rn4a; q)ne6orpa¢m|.
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Dysplasia of the great veins (DMV) is known by the names of the authors who described this pathology as Klippel-Trenone
syndrome. The clinical picture of the Klippel-Trenone syndrome in the classic description of the authors is characterized
by a triad of symptoms: vascular spots, atypical varicose veins, hypertrophy of soft tissues and bones with an increase
in the volume and length of the affected limb. It should be emphasized that the severity of these symptoms depends,
first of all, on the type of lesion (embryonic or fetal) and the severity of the lesion. Klippel-Trenone syndrome is almost
always sporadic, meaning that it develops in people with no family history of the disorder. Research shows that this con-
dition is due to gene mutations that are not inherited. These genetic changes, called somatic mutations, occur randomly
in a single cell during the early stages of development before birth. Klippel-Trenone syndrome can be caused by mutations
in the PIK3CA gene. This article presents a clinical observation - the course of the disease of a 1-year-old child, with an ex-
tremely severe form of dysplasia of the great veins. In the presented clinical observation, attention is drawn to the difficulties
of treating this patient against the background of the underlying chronic disease. The treatment of these patients should be
carried out on the basis of a multidisciplinary hospital, which includes specialists in vascular surgery, an orthopedist and an
intensive care physician. On the example of the described case, diagnostic tactics and surgical treatment are demonstrated.
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It is obvious that timely surgical and conservative treatment of pathology in children with dysplasia of the great veins

improves the quality of life and social adaptation of children.

Keywords: vascular malformations; the Klippel-Trenone syndrome; veins; angiology; phlebography.

BBEOEHUE

Jucnnasus maructpanbHbIX BeH (JJMB) m3BecTHa
10 KIMEHaM aBTOPOB, ONMCABUIMX JAHHYIO IAaTOJIOTHIO,
kak cuHapom Kmunnens—Tpenone (CKT) [2, 7, 8].
Knunnueckasa kaptuna cunapoma Knunnens—TpeHone
B KJIACCUYECKOM OIUMCAHUU aBTOPOB XapaKTEpHU3yeTCs
TpUAJOM CHUMIITOMOB: COCYIMCTBIMHU IISITHAMH, Bapu-
KO3HBIMH aTHIWYHBIMU BEHaMH, Tureprpoduein msr-
KHMX TKaHeW 1 KocTel ¢ yBeTHMueHHueM o0beMa U JITUHBI
nopaxeHHoi koHeuHocTu. KTC moutn Bcerga HOCUT
CIIOPAUYECKUNA XapakTep, 3TO O3HAYaET, YTO OH pa3-
BUBAETCS y JIIO/IE, HE UMEIOIIUX UCTOPUHU PACCTPOM-
CTBa B ceMbe. JlaHHBIN MOPOK Pa3BUTHsl, KAK U CHH-
JIpoM Masib()OpMalK U KalHJUISIPHON Masib(OpMaIiH,
OTHOCHTCS K CHHJIpOMaM Ype3MEPHOr0 pocTa, BbI3BaH-
HbIM MyTauusMu B reHe PIK3CA [1, 10, 11, 20, 22].
OTH COCTOSHHS W3BECTHBI IOJ] HA3BAaHMEM «CBS3aH-
Hblll ¢ PIK3CA cniextp paspactanuspy (PROS). dud-
(depeHIManbHBI AUAarHO3 MEXAYy BEHO3HBIMH W ap-
TEPUOBEHO3HBIMHU JIUCIUIA3USIMU B CIydasx I[OJHON
¢opmbr cuHapoma Knmmmens—TpeHOHE W KPYHHBIX
¢uctyn mpu cungpome Bebepa mist Xupypros, cre-
LMAJIBHO 3aHUMAIOIIMXCS JIAHHOW TMpoOIeMoi, oT-
HOCHUTEIBHO HECJOXEH, OJHAKO Pa3rpaHMUYEHMs 3THUX
3a00NeBaHMid TIPU HEBBIPAKEHHOW KIIMHUYECKOW Kap-
THHE TIPEACTABISICT 3HAYUTCIbHBIE TPyIHOCTH [3, 4].
Xapakrepu3ys METOIbl OOCJIEeTOBAaHUS TAITUCHTOB
¢ cunapomoM Knunmnens—TpeHone, cienyer momuep-
KHYTb, UTO B HACTOSILEE BPEMs pEIIaolIee 3HauUCHHUE
IUISl TUarHOCTHKW M ONPENENICHUs] BHUJA Olepaluu
npuHaIeKUT (redborpadunm w peke MarHUTHO-pe-
3oHaHcHOH ToMorpaduu (MPT) c wucnonb3oBanneM
KOHTpacTHOro ycunenus. Pesynesratel MP uccrneno-
BaHus u ¢uedorpaduun B 100 % crnyyaeB coBmagaroT
C MHTpaollepalMOHHBIMU JaHHBIMHU [5, 6, 17, 18, 21].

Jleyenue perel ¢ JUCIUIA3Med MarucTpaibHBIX
BEeH OBUIO M OCTaeTcsl OAHON M3 HauOoJee CIOXKHBIX
npobieM XUpPYpPru AETCKOrO BO3pacTa, YTo CBS3aHO,
MIPEXKIE BCEro, C OTHOCHTEIBHON PENKOCThIO 3a0ole-
BaHWs, JIOKaJIHM3aIlue, IMMPOKOH BapHaOETbHOCTHIO
KIMHAYeCKuX mposeneHuit [9, 12, 13, 19]. I'my0Go-
Kasi BEHO3HAasi cUCTeMa y OONBHBIX KpalHe TsKeIon
crenienpio IMB chopmupoBana M3 maTolOrHueCKOro
SMOPUOHAIBHOTO BEHO3HOTO OacceiiHa (TPaKTHYECKH
BO BCEX CIlydasx OTMEYaeTCs aruia3us IITyOOKHX BeH
HUKHEH KOHEYHOCTH, OTTOK KPOBU OCYIIECTBISETCS
10 EAWHCTBEHHOW 5MOpHOHaNbHON BeHe). OueBum-
HO, YTO 4eM OOoJIblIe IUIOIMAAb TKaHEeH, BOBICUCHHBIX
B TIATOJIOTHYECKHI TIPOIECC, TeM OOIbIIe JOIDKeH

ObITh HacTOpokeH xupypr [14]. JleueHue mOMKHO
OBITh KOMIIJIEKCHBIM M BKJIIOYaTh B ceOsl Tepanuio, Ha-
IIPABJICHHYIO Ha IPEeIOTBPALIeHnEe 000CTPEHNUs XPOHHU-
geckoro JIBC-cunnpoma [15, 16]. Ilpu kpaitne Tsoke-
JIOW CTereHu 3abosieBaHus (yponyrolas aedopmanus,
XpOHUYECKU pacrpocTpaHennslii JIBC-cunapom) —
yTpaTre KOHEYHOCTHIO OITOPOCTIOCOOHOCTH — aOCOIIOT-
HO TIOKa3aHO OTIepaTUBHOE JICUCHUE, IIPHYUEM B CITyvae
HEONOpPOCHOCOOHOH KOHEYHOCTH HE PEKOMEHIYeTCs
BBIMOJTHATh PEKOHCTPYKTHBHBIC OMEPaLuH, OMpeaesisis
IIPU 3TOM MHIUBHUIyaJbHbIC MMOKA3aHUSI K aMITyTaIUH.

KNMNMHWYECKOE HABNTIOOEHUE

PebeHok omHOroO rozma jKM3HU, MYXKCKOTO T0Ja, 00-
JICH C POKACHUS — YypoIyroliasi runepTpodus npaBoi
HIWKHEW KOHEYHOCTH, TVIaJIKNe «BUHHOTO» IIBETa CO-
CYIMCTBIE TISITHA HA JIEBOM HIDKHEH KOHEYHOCTH U TY-
nosuie. B cTyme, co cinoB marepu, SMU30IUYECKH
MPOKWIKA KpoBH. OTMe4anoch BpacTaHUE HOITEBOU
IUIACTUHKA 1-TO Mmajblia MpaBod CTOMBI B MATKHE TKa-
HU — ynaneHa. HabmonaeTcss B MUKPOXHPYPTHYECKOM
otneneanu CIIGITIMY ¢ Bo3pacra 1 rom.

[Ipu ocMoTpe: mpaBasi HIKHsISI KOHEYHOCTh 3HAYH-
TEJILHO yBEJIMYEHa B pa3Mepax 3a CUeT BCEX ee Cer-
MEHTOB, YPOAYIOIIast TUIIEPTPO(Us, UMEIOTCS TIAJAKHE
COCYIHUCTHIE TISITHA, TIEPEXOIAIINE Ha TTOSICHIYHYIO 00-
7macTh U MomoHKy. O0a simuka B MomoHke. Ha neBoit
CTOIIE UMEETCsl LIIUPOKUI NIEPBBIA MEKITAIbLEBOU IPO-
MEXYTOK, YBEJINUEHHE pa3MeposB 2, 3, 4, 5-ro nanibLes.
Ha mpaBoii kucTtu oTMe4aeTcsi 3HAYUTEIbHOE YBEIH-
YeHUE pa3MepoB 4-TO IMasbla.

JlaGoparoproe oOcienoBaHue: KIMHHYESCKUN aHa-
JIU3 KPOBU, OMOXHUMUSI KPOBH, OOIIMI aHAJIN3 MOYH —
HopMma. Koarymorpamma: oTMedaeTcsi TIOBBINICHUE
H-mamep 2,29 mr/a (Hopma <0,5).

YnerpassykoBoe uccienoBanue (Y3M) obmactu me-
BOU SITOIUIIBI: TIPU3HAKH JTUM(AHTHOMBI C BapHKCAMH
o0mmmM pasmepom 9,6 x 2,74 x 7,69 cm. Y3U morion-
Ku: o0a sSMYKa B MOIIIOHKE, B MIPAaBOi MOJOBHHE 000-
JIOYKH OTEYHbIe, HEOOJBIIOE KOJUYECTBO CBOOOIHOM
KHUJIKOCTH. Y BEPXHETro IMOJIIoca SWYKa CIpaBa OIpe-
JiesigeTcss KUCTO3HOe 00pa3oBaHME, pPAacCIOIOKEHHOE
[0 XOAYy CEMEHHOTO KaHATHKa.

Brmonnena BHyTpukocTHas ¢neborpadus mpaBoit
HIDKHEH KoHedHOCTH (pHuc. 1) — oTMedaeTcs ariasus,
THIOIIA3MsI, aHEBPH3MATHYCCKHIE PACHIMPEHUsI BEH TO-
JICHH U TIO/IKOJICHHOTO BEHO3HOTO CErMEHTa, OTCYTCTBYET
KOHTPAacCTUPOBAHKE TIOJB3IOIIHO-OSAPEHHOTO BEHO3HOTO
CeTMEHTa CIIpaBa, OCHOBHOW OTTOK KPOBU HJIET Yepes3
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Puc. 1. Naument K.B., 1 roa: amcnnasmua mMarucTpaabHbiX BeH, SMOpPUOHaNbHbIM TUM, KpaiiHe TSXKenas CTeneHb: d — BHELWHUI BUA,
b — Bocxopawas dne6orpadus, ¢ — 3SM6pUOHaNbHasA BEHa B NOJAKOXHOM KneTyaTke NoAKOJIeHHOM 061acTu (3Tan onepaumm)

Fig. 1. Patient K\V,, 1 years old: dysplasia of the main veins, embryonic type, extremely severe: a - appearance, b - ascending
phlebography, ¢ - embryonic vein in the subcutaneous tissue of the popliteal region (operation stage)

Puc. 2.
BUA, MOCNE onepauuu; ¢ — BHELWHUI BUA C NPpOTE30M
Fig. 2.
surgery; ¢ - appearance with a prosthesis

CHCTeMy SMOPHOHAIBLHBIX BEH TI0 33/IHee-JIaTepalibHOM
TTOBEPXHOCTH TOJICHN W Oezpa (CemauIHast JCBHAITI).

AHTHOXHpYprUdecKas KOpPEKIHs MOPOKa HEBBITION-
HUMa, TaK KaK OTTOK BEHO3HOW KPOBU OCYIIECTBIISI-
€TCsI COCYJIaMH, PACIIOJIOKEHHBIMU B TIOIKOKHO-KHPO-
BOi kieruarke. OTcyTcTBHE IITyOOKMX BeH Ha (hoHE
nposienennii JIBC-cunapoma, mporpeccupoBanne ¢u-
OpoTH3alMy MBI U CBA3aHHbBIE C HEW KOHTPAKTypHI
CYCTaBOB, BBIp2)KEHHOE HapylleHHe (QYHKLIUH KOHEY-
HOCTH PacIeHeHO KakK TOoKa3aHus K ammyrarmun. CuTy-
ars 00CyXKIeHa C POIUTENSIMHU, TTPHHATO COBMECTHOE
pellieHre O ee MPOBEICHHH.

B BO3pacCTC ABYX JICT BBIIIOJIHCHA aMIlyTallys Ipa-
BOI HIDKHEH KOHEYHOCTH Ha ypoBHe Oenpa. durypHbie
paspesbl Ha MpaBoM Oepe ¢ BEIKpaMBaHUEM TPEX KOXK-
HO-TIOJKOKHO-aITOHEBPOTHIECKUX JIOCKYTOB (OOBIIIO-
T'O 110 MEIMANBHON MTOBEPXHOCTH U3 «3IOPOBOM KOIKH»
U MEHBUIMX [0 pa3sMepaM IO JIATEPaJIbHOM U 3aJHEU
MOBEPXHOCTH C COCYAMCTBIMH IISITHAMH). B mogkoskHON
KJIeTYaTKe BBIpaXeHHBIH Guodpos. Ilo 3agHenarepans-

MaumenT K.B., 2 roga: Aucnnasua MarucTpanbHbIX BeH, SMOPMOHANbHbIN TUM, KpaiiHe TAXKenas cTeneHb: da, b — BHeWHMi

Patient K.V, 2 years old: dysplasia of the main veins, embryonic type, extremely severe grade: a, b - appearance after

HOW TIOBEPXHOCTH MOOWIM30BaHA KpyIHAs 3MOpHO-
HanbHag BeHa 1Mo 1,0 cM B mmamerpe, KoTopas Tepe-
BsA3aHa U nepecedeHa. C TEXHUYECKUMHU TPYAHOCTIMH
M3-3a2 mapaBazalibHOrO (UOpo3a BBIICICH OCIPEHHBIM
COCYAMCTO-HEPBHBIM MYy4OK B cpenHei Tpetu Oenpa.
BenpenHsblii HepB MepecedeH Mocjae NepUHEBPATIBLHOIO
BBEJICHHS pacTBOpa HapomuHa. beapenHas BeHa OTCyT-
CTBYET, B €€ MPOEKIINH ONpeAessieTcs] pyOIOBhIi TAK,
aprepus He n3MeHeHa. Cocy/bl IepeBs3aHbl, MPOIIUTHI
U TiepecedeHbl. BriieneH cemanuiHblii HEpB, TEepH-
HEBpaJILHO BBEJEH PAacTBOP HapOIIMHA, HEPB Iepece-
yeH. belpeHHbIll HEPB COMPOBOXKIACT KpyIHas BEHa
B auametpe 10 1,0 cm (mepeBs3ana, nepecedeHa), Gu-
OpO3HO M3MEHEHHbIE MBILIIBI IepeceueHbl, OeIpeHHast
KOCTb TIepeTniIeHa, ee Kpas 00paboraHbl. TriarenbHbIH
TeMOCTa3 AIIEKTPOKOATYISALMEH W MPOITMBAHUEM TKa-
Hell. BIKpOEHHBIMU JIOCKYTaMU 3aKpbIT TOPLIEBOM Jie-
¢ext Oenpa (OOJBIICH YACThIO MEIUATBHBIM JIOCKYTOM
CO «370poBOH KoXkeil»). [locneonepaoHHBINA TEpHOL
IJIaJIKUHA, 3aKUBJICHHE paH TepBUYHOE (puc. 2).
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B panHeMm mnocneonepallMOHHOM TEPUOAE OTME-
Yayach TUIONpoTenHemMus (oOmmii Oemok 44,3 r/m),
B CBSI3U C YeM BBITIOJIHEHA TPAHCQY3Hs CBEKE3aMOPO-
KEHHOH ma3mbl, uHQY3ua anpOymuHa. B mocieome-
PaLMOHHOM Neprosie PEOCHOK HAXOIUIICS B OTICIICHHN
peaHuManuu, rae noiaydai anTubakTepuaibHyto (ned-
TPHUAKCOH), TeMocTarndeckyro (Tpanekcam, unnHoH),
MH(Y3MOHHYIO, CHMIITOMAaTHYECKYIO TE€PaIHIo, Ipera-
parsl KeJe3a, MECTHOE JieueHHe — TIepeBs3KU. B mo-
CIICOTepallMOHHOM TIEPHOJIE MaTh OTMEYACT 3HAYUTEIb-
HOE YITy4IlIeHHe OOIIEeTO COCTOSHMS peOeHKa.

3AKNTIOYEHUE

Bre16op Buaa XUpypruyeckoro Jie4eHus NMpU JIUC-
IUIa3MM MarucTPaJbHBIX COCYJOB CIEAYyeT IpPOU3BO-
IUTHh C Y4eTOM TsbKecTH 3aboneBanus. llpm kpaiine
TSDKEIIOW CTENEeHN NUCIUIa3MH MarucTPalbHBIX COCY-
JIOB 11e/1ec000pa3HO OTKazaTbCs OT IIPOBEIEHUS pe-
KOHCTPYKTUBHBIX OIepaluii, 3aMEHUB MX TIIATEIbHO
BBIBEPCHHOW 1O 00bEMY aMITyTalUeH.
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