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CUHAPOM KJIMIIIIEJIA — TPEHOHE — BEBEPA
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Cunnpom Kinnmenst — Tpenone — BeGepa — cocTosiHue, BAMSIONIEE Ha Pa3BUTHE KPOBEHOCHBIX COCYIOB, KOXKH,
MBIILI] ¥ KOCTEH. JJaHHOE pacCTpONCTBO MMEET XapaKTEePHbIC YePThI B BUIE KIACCUUYECKON TPUAAbL: KaWIIIPHYIO
reMaHrHoMY, Ha3bIBaGMYyIO BUHHBIM IISITHOM, THIEPTPO(GUIO MATKUX TKAaHEH U KOCTEHl, IOPOKH Pa3BUTHS BeH. DTO
COCTOSIHHE OBLIO BIEPBBIC OIMHCAHO (paHIy3cKuMH Bpadamu Mopucom Kimmmenem u ITaynem Tpenone B 1900
rojy, KOTOPOE OHHU €ro Ha3blBaJIM «nevus vasculosus osteohypertrophicusy. Hemenko-0puranckuii Bpay @penepuk
ITapkec Bebep onucan ciyuan 1907 u 1918 ronos, koTopblie ObUIH OX0XKH, HO HE HICHTHYHBI TEM, KOTOPBIEC OITH-
coiBai Kiunnens u Tpenone. BpoxxneHHbIi fedeKT mopaxaeT MyXUHH H JKCHIIIH B PaBHOU CTEHEHH U HE Orpa-
HUYUBACTCS B MPEEIaX Kakoi-11n00 pacoBoit rpymmsl. He nMeeTcst aGCOMOTHOTO MOATBEPIKICHHUS, YTO MaTONIOTUst
HOCHUT I'€HEeTHYECKHUI XapaKTep, XOTs U3yUEHHE €€ BCE CIIE ITPOJI0JIKACTCS.

KuroueBbie ciioBa: cunapom Kiunnesnsi — TpeHone — BeGepa, BuHHOE NSATHO, runepTpodusi MATKUX TKAHeH U KoOCTeld,

MOPOKH Pa3BUTHS BeH, FeHHasi myTauus, Jumdocras, PIK3CA, p110a, PI3K.
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Klippel-Trenaunay syndrome is a condition that affects the development of blood vessels, soft tissues (such
as skin and muscles), and bones. The disorder has three characteristic features: the capillary hemangioma called
a port-wine stain, abnormal overgrowth of soft tissues and bones, and vein malformations. This condition was
first described by French physicians Maurice Klippel and Paul Trénaunay in 1900; they referred to it as «naevus
vasculosus osteohypertrophicus». The German-British physician Frederick Parkes Weber described cases in 1907
and 1918 that were similar but not identical to those described by Klippel and Trénaunay. The birth defect affects
men and women equally and is not limited to any racial group. It is not certain if it is genetic in nature, although

testing is ongoing.
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Hcropus

B 1900 romy wu3BecTHbIEe (QpaHIly3CKue
menuku Knunnens u TpeHoHe BHepBbIe OINMU-
camu CHUHAPOM y 2-X TMAIMEHTOB C BUHHBIM
MSTHOM, BapHUKO3HBIM PAaCIIMPEHUEM BEH KO-
HEYHOCTH, a TaKKe C THIepTpoduend KOCTHBIX
U MSTKMX TKaHEH MOpa)KCHHbIX KOHEYHOCTEH.
OHM Ha3Bald CHHIPOM «nhaevus vasculosus
osteohypertrophicus». B 1907 rony Ilapkc Be-
Oep, He momo3peBas 00 OoTkpbiTuu Kiummens
u TpeHoHe, omucan MaUeHTa ¢ TPEMs BbIIIIE-
YIOMSIHYTBIMH CUMITOMAaMH, a TaKKe C apTe-
pUOBEHO3HON ManbhopManue MOpaKEHHOU
koHEeYHOCTH. OH Ha3BaJ ATOT MPOIECC TeMaH-
THPKTaTHIeCKO TunepTpoduei [1].

Omnpenesienne U KIUHUKA

Cunnpom Kmunmenst — Tpenone — Bebe-
pa — COCTOsTHHE, BIUAIONIEEe Ha Pa3BUTHE KPO-
BEHOCHBIX COCYHOB, KO)KH, MBIIIIl M KOCTEH.
JlaHHOe paccTpoHCTBO HMMEET XapaKTepHbIE
4YepThl B BUJE KJIACCHUECKOW TpUajbl: Karlwi-
JSIPHYIO TEeMaHTHOMY, Ha3bIBAEMYIO BHHHBIM
MSITHOM, THIEPTPOQUIO MSATKUX TKaHEH U KO-
CTeil, MOpOKH pa3BUTHUS BeH [4].

BonpmmucTBO Mroaeii ¢ cunapomom Kiun-
nenst — Tpenone — Bebepa ¢ poxneHust ume-
FOT BUHHOE IIATHO, KOTOPOE IOSIBIIIETCS B Pe-
3yabTaTe OTeKa MEIKUX KPOBEHOCHBIX COCY/IOB
BOJIM3M MIOBEPXHOCTH KOXKH [2]. BuHHBIE MaTHA
IJIOCKKME, UMEIOT YE€TKHE T'PAaHHUIIbI, BAPbHUPY-
FOTCSI OT OJICTHO-PO30BOTO JI0 TEMHO-00PI0BO-
TO IBETa, OOBIYHO JIOKAIM3YIOTCS Ha JIaTepalib-
HOU yacTu ofHOM KOoHeyHOCTH. C BO3pacToM
MOPaKEHHBIH yYaCTOK MOXET CTaTh CBETIIee
win TemHee. [JyOMHA TeMaHTHOMBI MOXET
OBITH pPa3IMYHON: OHAa MOXKET OBITh OTrpaHu-
YeHa KOXKEHW WJIM MPOHHUKATh B HU3 JICXKAIUE
CJIOM, BKJIIOYAIOIINE MBIMIBI U KocTh [1].
BucuepanbHbie opraibl, Takue Kak cele3eHKa,
Me4eHb, MOYEBOW MY3bIPh U TOJICTAs KHIIKA, a
TaKXKe TIEBPA, TOKE MOTYT ObITh BOBJIEYCHBI B
MaToJIOTHYEeCKUi mpouecc [7].

luneprpodusi KOCTHBIX M MSTKUX TKaHEH
SIBIISICTCSL TPEThUM MPHU3HAKOM cUHApoM Kitur-
nenst — Tpenone — Bebepa. ['uneprpodust ko-
HEYHOCTH MOXKET ObITh BTOPUYHOM 110 OTHOIIIE-
HUIO K YBEIMYCHHOHN UTHHE (KOCTHOE yJacTHE)
U / WM yBeIWYEHUIO 00XBaTa (BOBJIECUCHHE
MATKHX TKaHei) [3]. [umeprpodust MoxeT ObITh
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OLIEHEHa TIpPU POXKJEHHH, a TaKXkKe B IepBbIE
roJIbl XKHM3HU. boibinyto crernens runeprpoduu
MOKHO HaOIIONATh Y MAIMEHTOB C HMEIOIIEHCS
Yy HAX apTepruoBeHO3HON Mastb(opmartueii [1].

OOBIYHO TATATIOTUYECKHA POCT OTpaHH-
YeH OJIHOM KOHEYHOCTHIO, Yallle BCETO HOTOM,
OJIHAKO, pa3pacTaHhe TAKKE MOXKET 3aTPOHYTh
pyKH, pexXe IIer0, rojOBy WU MOsACHULY [5].
AHOMaIBHBI POCT MOXKET BBI3BIBATH OOJIb,
YYBCTBO TSDKECTH, CHIDKCHHE 00beMa aKTHB-
HBIX JIBIDKCHUH B 30HE IMOpaKeHHS. Tarxke
Ype3MEpPHBIA POCT OJHOM HOT'M MPUBOAUT K
mpobiemMam ¢ Xonp00i. MiHoTIa BOBICUEHHAS B
IpOIIecC KOHEYHOCTh MOXKET OBITh arpodupo-
BaHa, a He runeprpoduposana [6].

[lopoku pa3BUTHsI BEH SBISIFOTCSI TPEThEH
Ba)KHOM 0COOEHHOCTBIO KJIMHUYECKOTO TEUCHHSI
cuaapoma Knunmenst — Tpenone — Bebepa. B
3Ty TPYMITy aHOMAJINH BXOASAT BAPHKO3HBIE pac-
IUpeHus BeH (0OBIYHO HA JTaTepaIbHBIX CTOPO-
Hax Oenep M Ha MKpaxX HOT'), KOTOpbIe HHOT/A 3a-
MEYAIOTCA MpU pokaeHuu [7]. Bapuko3 moxer
HE BU3YaJIM3UPOBATHCA O TEX MOp, MOKa pede-
HOK HE HauHeT XOJHThb. Bapuko3bl MOTYT OBITh
OOIIMPHBIMHU, XOTS Yalle BCEro OHU JIOKAIN3Y-
IOTCS B TIpe/IeTiax TOAKOKHOM BEHBI HOTH [2].

I'myGokme BeHbI KOHEYHOCTEH TaKKe MOTYT
BOBJIEKATHCS B MATOJIOTHYECKHIA TPOIIECC, TTOBBI-
masi pUCK BO3HUKHOBEHHSI TPOMOO3a, Ha3bIBae-
MOTO TPOMOO030M TITyOOKMX BeH. BriociencTBuu
OTOPBABIIMUICS TPOMO, MPOXOIS C TOKOM KPOBH
yepes JIETKUE, MOKET MPUBECTU K PA3BUTHIO Jie-
rO4YHOM dMO0MU. B peikux citydyasx Bapuko3HOE
pacipeHre cocynoB HaOIIONAI0TCs B MOYEBOM
ITy3bIpe, TOJICTOM KHUIIIKE U JIETKHX [4].

Bapuko3sl MOTYT OcTaThCst CTAOMITBHBIMA B
pasMepe WM TTOCTENeHHO PaCIIuPIThCS, O 4eM
OyIyT CBHUIETEIhCTBOBATh MOSBICHUE 00N U
muMdocTas. OTH CHMITOMBI MOTYT YXyAIIUTh-
cs BO BpeMsi OepemeHHoCTH [1].

JdpyruMu 0COOEHHOCTSIMH  KITMHHYECKOTO
TEUSHHsI ITOTO CHHIPOMA SIBIISIOTCS: JrMa-
TUYECKasi OOCTPYKIHA, PACIICTJICHHE MO3BO-
HOYHWKA, THIOCTAANSA, CHHIAKTHINASA, OJH-
TONAKTWINS, TIONUAAKTHIINS, THIIEPTHIPO3,
TUIEPTPUX03, APECTE3NH, ACKATbIIN(UKAIUSL
KOCTel, XpOHMUYECKasi BEHO3HAsl HEI0CTaTOou-
HOCTb, 3aCTOWHBIH JEPMATUT, MJIOX0E 3aKUB-
JICHWE paH, HM3bs3BICHUE, TPOMOO3, aHTHO-
capkoma. OpodacuuanbHble aHOMAIUH MOTYT
noTpedoBaTh CHENHUATU3UPOBAHHOTO yXO/a 32
3y0aMu B aHeCTe3uo [2].

ONUaAEeMHO0JI0rus

Cungpomom Kiunmenst — Tpenone — Bebe-
pa ctpagaer He Menee 1 Ha 100 000 uenoBek o
BCceMy MHpy. HeT monTBepikieHHs O TOM, YTO
JIaHHAsI TTaTOJIOTHSI Pa3BUBACTCS Y MIPE/ICTABUTE-

nei onpeneneHHoi pacel. CTpaialoT Kak MyX-
YUHBI, TAK U )KCHIIIMHBI B PABHOU CTETeHH [3].

ITarogusuoorus

Tounass mpuumHa cuHmpoma Kiunmens —
Tpenone — BeOepa HewsBeTHa, XOTs Cyle-
CTBYIOT HECKOJIbKO Teopuil. bimsnak u Cramn
MPEAJIOKHUIN TEOPHIO BHYTPUYTPOOHOTO TO-
BPEXJIEHUS] CHMITAaTHUECKUX TaHIJIMEB WU
JIATepPaIbHOTO TMPOMEXKYTOYHOTO TPaKTa, YTO
MPUBOANT K JWJIATAIIIH MHKPOCKOTTHYECKAX
apTepUOBEHO3HbBIX aHacToM030B [3]. CepBeiuib
CUMTAN, YTO AHOMAIIMU Pa3BUTUSA TIIYOOKHX
BEH, C Pe3ylbTHPYIOIIEH 00CTpyKIHEeH BEHO3-
HOTO IIOTOKa, NMPHUBOAAT K BEHO3HOH rumep-
TEH3UH, Pa3BUTHUIO BAPHKO3a U TUNEPTpOPHUU
KoHeuHocTel [6]. MakIpopu u Amanno moina-
rajiy, 4TO JIe)Kalas B OCHOBE CMEIIaHHas Me-
30/1epMalibHasl M OKTOAEpMAalIbHAs TUCTIIA3HSA,
BEPOSATHO, OTBETCTBEHHBI 32 PA3BUTHE IAHHOTO
cunapoma [7].

Cungpom Knunnens — Tpenone — BeOe-
pa MOYTH BCETAa SBJISIETCS CIOpPAJUUYECKUM,
YTO O3HAYaeT, YTO OH BO3HHUKAET y JIOJEH,
HE HMEIONINX JaHHOW ITaTOJIOTMH B CBOEH
cembe [2]. UccnenoBaHus MOKa3BIBAIOT, UYTO
9TO COCTOSTHHE SBIISIETCA CIEICTBHEM TeH-
HBIX MYTaIlMii, KOTOpbIe HE HaCIeIyIOTCS.
DOTH TeHeTHYeCKne HN3MEHEHUs, BhI3bIBae-
Mbl€ COMAaTUYECKUMHU MYyTaLMUSIMH, BO3HUKA-
10T CIIy4aiiHBIM 00pa3oM B OJHOH KIIeTKe Ha
PaHHMX CTaAMIX pa3BUTHS 10 poxaeHus. [lo
Mepe TOro Kak KJIETKHU MPOJ0JKAIOT JETUTh-
Ci B TIEpUOA BHYTPUYTPOOHOTO pa3BUTHS
OpraHu3Ma, OJTHH JI0YePHHE KIETKH, BO3HUK-
e OT MyTHPOBABIIEH MaTEePUHCKOH, OyIyT
MMETh MYyTallud, a Jpyrue HeT. JTa cMech
KJIETOK C T€eHETHYECKOW MyTauueil u 0e3 Hee
HMEHYETCs MOHITUEM Mo3auiusm [1].

Taxke Kuxuuakom ObUTO BBICKa3aHO MPE-
nosoxkenue, yro cuHapom Kmunmens — Tpe-
HOHE — Bebepa MOKeT OBITh BBI3BAH MyTallH-
et rera PIK3CA. D1oT ren xomupyeT Oeinok
p1100, KOTOPBIH sIBIIIETCS CYyOBETUHUIIECH (ep-
MEHTa, Ha3bBaeMoro (ochaTHIMINHOZUTOIN-
3-xunaza (PI3K). PI3K urpaet Baxknyto poiib B
KJIETOYHOM JKU3HEAEATEIbHOCTH, B TOM YHCIIE
BJIMSHUE Ha MX Npoiudepaluto, MUTpanuo U
BBDKHBAEMOCTb.

IIpn BO3HUKHOBEHHH MyTallMii B TIE€HE
PIK3CA, momgsepraercss M3MEHEHHIO Kak Oe-
mok pl10a, Tak u pepment PI3K, BciaencTue
Yero y MocjeHET0 HEeCTEeCTBEHHBIM 00pa3oM
MOBBIIIAETCS AKTUBHOCTD, MO3BOJISIONIAS KIIET-
KaM HEIMpPEepbIBHO pPacTd U AenuThes. 1loBbi-
LICHHAas! KJIeTOYHasi mposiudepanusi TPUBOAUT
K ITaTOJIOTUYECKOMY POCTY MATKUX TKaHEH, KO-
CTEeH M KPOBEHOCHBIX coCcymoB [1].
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OcJi10:xkHeHus

* OCJIOKHEHUSMH T€MaHTHOM SIBJISIFOTCS
MOBPEKIACHUE M H3bSI3BICHHE KOXH, KPOBO-
TEYEHHWE M MPHUCOCAMHEHHWE BTOPUYHOMN HH-
hexmuu [4].

» BapukosHoe pacmmpeHne BeH MPUBOAHUT
K Pa3BUTHIO TIAPECTE3NH, BEHOZHBIX SI3B, TPOM-
005MO00IMH JIETOUHO apTepuu, TpoMOoedu-
Ta, 3aCTOWHOTO JEPMAaTHUTa, KPOBOU3JIMSIHHIA,
THOWHOTO BOCHIAJICHUSI MOJIKOKHON KJIETYATKH,
OTEKOB, BbI3BaHHBIX JTUM(ocTazom [7].

e ['uneptpouss KOHEYHOCTH MOXKET MPH-
BECTH K MOCIEAYIONEMY CKOJIHO3Y ITO3BOHKOB,
HapylLIEHUsIM OX0oAKH [3].

» Pexxe, OCIO)KHEHUSIMU JTaHHOHW MATOJIO-
THH SIBJISIFOTCS. CPACTaHHS HEKOTOPBIX MMaJbIICB
PYK WU HOT (CHHAAKTWJINS) WIH yBEINYCHUC
ux yncia (monunaktuius) [6].

» Taxoke y MalMEHTOB C 3TUM CUHPOMOM
HMEETCSI CKJIOHHOCTh K Pa3BUTHIO JCrCHE-
paTMBHBIX 3a00JIEBaHUU CyCTaBOB B paHHEM
Bo3pacre [1].
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