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[wucnnasua marnctpanbHbix BeH (IMB) n3sectHa no MMeHaM aBTOPOB, OMMUCABLUMX AAHHYO NAaTONOMMIO, Kak CMHApPOM Knaumn-
nens - TpeHoHe (KTC). MHorve uccnenoBateny CYMTaloT NPUYMHON Pa3BUTUS CUHAPOMA BO3AENCTBME Pa3/IMYHbIX TepaTo-
reHHbIX GakTopoB. K HUM OTHOCAT NleKapCTBEHHble NpenapaTsl, BO36yauTenu nHdekLnoHHbIX 3aboneBaHunit, pagnaunoHHoe
BO3/€eiCTBME, ObITOBbIE U MPOPECCHOHANbHbIE BpPeAHOCTU. TepaToreHHble GakTopbl MOryT MOBpEXAaTb COCYAbl 3apOAbILLa,
BbI3blBAsl /IOKaNbHblE CTasbl U KPOBOWU3AUAHUA, AOCTATOUYHbIE AN HEMPABUIBHOrO GOPMUPOBAHMSA BEH U OKPYXaOLWMUX
TKaHen. KnuHnyeckas kaptvHa IMB aMb6puoHanbHOro TMna KpaiHe TSKENOM U TSXKeNol CTeneHel nopaxeHus LOBOJIbHO
npocta. OCMOTp BbISBASIET HECMMMETPUYHYIO TMNEPTPODUI0 KOHEYHOCTEN, «ypOoayIoLLY0» MaLMEHTOB C KpalHe TaKenoW
CTeneHbl HapyLeHus, 06WMpPHbIe COCYANCTbIE NMATHA CMHIOWHOM OKPaCKW, HEpeAKO C ManuaN0MaTO3HOM MOBEPXHOCTbIO.
MaTHa pacnonaratTcs MO NepefHEHAPYXXHOW NOBepxHOCTH beapa u ronexHun. B npoekuun nateH obHapyxuBaT 3MOpuo-
HaNbHble BeHbl — XapaKTepHbI NAaTOrHOMOHMYHbIN npu3Hak KTC. HapyweHns GopMbl KOHEYHOCTU U BHELLHWE NPU3HAKK
QHIMOAMCNNA3UM (COCYAUCTbIE MATHA, aTUMUYHbIE BEHbI) Y AETEl CO CPpeAHeN U Nerkon CTeneHAMU NopaxeHns MeHee Bbl-
paxeHbl U HernocTosHHbl. OBcnenoBaHne U neyeHune geteit ¢ JIMB B 3aBMCMMOCTU OT TSXKECTM MOPAXKEHUSA PaALMOHANBHO
HaYMHaTb C MOMEHTA BbigBNEeHMs (8o 6 neT). [pu NOMOLM BA3OKOHTPACTHLIX METOAOB AMATHOCTUKM yAaeTCs YCTaHOBUTb
pasfiMyHble BapMaHTbl HapYLEeHUS XMPYPruyeckoi aHaTOMWM BeH MOPaXKeHHbIX KoHeyHocTel. CpepHue u nerkve Gopmsl
ANCNNA3nM MarncTpanbHbiX BeH cneayeT anddepeHunpoBaTb C aHANOMMYHbIMU GOpMaMu GEeTanbHOro TMMa, BPOXAEHHbIMU
MukpoducTynamm (cuHapom lNapkca - Bebepa) u npuobpeteHHbIMU nanodemMopanbHbiMM TpoMbB03aMu (QTUMUYHbBIE BEHDI
Hap noHoM). MHorpa HabniopaeTcs codyeTaHue OMCMAA3UM MaruCTpanbHbIX, FMYOOKMX, MOBEPXHOCTHLIX M MEXMbILEYHbIX
BeH. [10 MOKa3aHMAM BbIMOMHAKT CAeaylolWwme onepaunn: yoaneHme U3MeHeHHbIX NOBEPXHOCTHbIX BEH M Nepessi3ka nep-
(OpPaHTHbIX BEH; yaaneHne 3MOPUOHANbHbLIX BEH U KOPPEKLMS MarucTpanabHOro 0TTOKa; ONepaTUBHblE BMELLATeNbCTBA Ha
OMOpPHO-ABUraTeNbHOM annapaTe, Ha OpraHax OpIOWHOM MONOCTH M 3aBPIOWMHHOIO MPOCTPAHCTBA, @ TakKXe amnyTaLuu.
JleyeHne AOMKHO ObiITb KOMMAEKCHBIM M NPOBOAMUTLCS HA 6a3e MHOronpoduIbHbIX BbICOKOCMELMANN3UPOBAHHBIX YUYpeXx-
AEHWUI NPU UCMONb30BAHUN XUPYPTUYECKMX U HEXMPYPTrUYECKMX METOA0B.

KnioueBble cnoBa: cocynmcTble ManbdopMaumnu; cuHapom Knunnens — TpeHOHE; BEHbI; XMPYPrUiecKoe IeYeHne; opTonesus;
aHrnMonorus; ckneposunposaHue; dnedborpadus.
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Dysplasia of the main veins (DMV) is known by the names of authors had described this pathology as the Klippel-
Trenone syndrome (KTS). Many authors consider the cause of the syndrome to be the impact of various teratogenic
factors. These include drugs, infectious agents, radiation exposure, domestic and occupational hazards. Teratogenic
factors can damage embryo vessels, causing local stasis and hemorrhages, which can be cause for the perverse for-
mation of veins and surrounding tissues. The clinical picture of severe and extremely severe degrees embryonic type
DMV is quite simple. It include asymmetric hypertrophy of the extremities, “disfiguring” in patients with extremely
severe degree, extensive cyanotic vascular spots, often accompanied by papillomatous nevus of the skin. The spots
are located on the anterolateral surface of the thigh and lower leg. Embryonic veins, which can be found under the
spots - a characteristic pathognomonic sign of the KTS. Disturbances in the shape of the limb and external signs of
angiodysplasia (vascular spots, atypical veins) in children with mild to moderate severity degree are less pronounced
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and can be inconstant. Examination and treatment of children with DMV, depending on the severity of the lesion, it
is rational to start from the time of detection to 6 years. Phlebography reveal various variants of violation of the
surgical anatomy of the veins of the affected limbs. Medium and light forms of dysplasia of the main veins should be
differentiated with similar forms of fetal type, congenital Parkes Weber syndrome and acquired iliofemoral thrombosis
(atypical veins above the bosom). Sometimes there are combinations of dysplasia of the main, deep, intermuscular and
superficial veins. The following operations, according to the indications, are performed: phlebectomy and perforant
veins ligation; embryonic veins removal and main outflow correction; musculoskeletal system surgery, abdominal and
retroperitoneal surgery, as well as amputation of affected limb. Treatment including surgical and non-surgical methods
should be comprehensive and should be performed in highly specialized, multidisciplinary hospitals.

Keywords: vascular malformations; the Klippel-Trenone syndrome; veins; surgery; orthopedics; angiology; sclerosing;

phlebography.

Jucrnnasus mMaructpansHbix BeH (JIIMB) m3BectHa
10 UMEHaM aBTOPOB, OMMCABIINX JAHHYIO MAaTOJIOTHIO,
kak cunapoMm Knunnens—Tpenone (KTC) [19]. Knu-
HUYECKas KapTUHA CUHApPOMA XapaKTepH3yeTcs TpH-
aloi CHUMITOMOB: COCYIHMCTBIMU IISITHAMH, BapUKO3-
HBIMU aQTUIIUYHBIMM BEHAMH, THICPTPOPHUECH MATKUX
TKaHEH W KOCTEH C YyBETUYECHHEM O0beMa U JJIUHBI
MOPa’KEHHON KOHEYHOCTH.

KTC noutu Bcerna HOCUT CHOpPaAMYECKUN Xapak-
Tep. DTO O3HaYaeT, YTO OH pa3BHUBAETCS y IIONEH,
HE HMEKIIHUX HCTOPUU PacCTpoicTBa B cembe. lc-
CJIEOBAaHUS TOKAa3bIBAIOT, YTO ATO YCJOBHE SIBISCT-
Csl CIEICTBUEM MYyTallMil T€HOB, KOTOPbIC HE Hace-
nyrores [22]. [lomoOHbIe reHeTHYECKHWEe W3MEHEHUS,
KOTOpBIE HA3BIBAIOTCS COMATHYECKUMHU MYTAIHSIMHU,
BO3HHMKAIOT CIy4YallHBIM 00pa3oM B OJHOW KJIETKE
Ha paHHUX CTaauAX pa3BUTHS 10 poxzaeHus. Ilo-
CKOJIbKY JI€JIEHUE TIPOJOJIKACTCS BO BpEMSI pa3BU-
TUSI, KJIETKHU, BO3HUKAIOUIME M3 IEPBOM aHOMaJbHOU
KJICTKHU, OyIyT MMETh MYTAaIlMIO, B TO BpEMs KakK JIpy-
rue — He OynyT. dDeHOMEH HaJMyusi CMECH KIIETOK
C TeHEeTUYEeCKOW MyTalmel M 0e3 Hee M3BECTeH Kak
mozanmm3M. KTC MokeT OBITh BBI3BaH MYTAIlHSIMH
B TeHe PIK3CA. DTOT TeH maeT WHCTPYKIIUU IS TI0-
nydenus: 6enka pl10a, KOTOPBIA mpeacTaBisier codon
OIIHy 4YacThb (cyObenuHuIly) (epMeHTa, Ha3bIBAEMOTO
hocharumummao3uTon-3-kunazoi (PI3K). PI3K mpwu-
HUMaEeT y4dacTHE B XMMHMUYECKOH CUTHAJIM3AIMH, YTO
BXHO JUII MHOTHX KJICTOYHBIX aKTHBHOCTEH, BKIIIO-
Yas poCT KJETOK M JeneHue (Ipoiaudeparnio), IBU-
JKeHHne (MUTPAIMI0) KJIETOK M BBIKHBAEMOCTh KJICTOK.
Otn Qynkmun oOycnoBnmuBaroT 3HadeHwe PI3K mis
pa3BUTHS TKaHEH 1Mo BceMy Tenmy. V3MeHeHHasI cyOh-
equanma npugaet PI3K aHoOmManbHYI0 aKTHBHOCTS,
YTO TO3BOJIAET KJIETKaM pAacTH U JCIUTHCS HEIpe-
PBIBHO. YBeJIMYeHHE KJIIETOYHOU Tposmdepanuu mpu-
BOJIUT K aHOMAJIbHOMY POCTY KOCTEH, MATKHX TKaHEU
U KpoBeHOCHBIX cocynoB. KTC sBngercs omaHum wu3
HECKOJIBKUX CHHJPOMOB YPE3MEpPHOI0 POCTa, BKIIIOUAs
CUHJIPOM MaJIb(hOpMaIUK ¥ KamuUIIPHOH Masb(opma-
WU, KOTOPBIE BbI3BaHbl MyTauusmMu B reHe PIK3CA.
Bmecre 3TM  yclOBHSL M3BECTHBI KaK CBSI3aHHBII

¢ PIK3CA cnexrp paspacranus (PROS). Ilockomns-
Ky He Bce OonbHble ¢ KTC uMeroT MyTaluio B reHe
PIK3CA, BO3MOXXHO, YTO MyTalUd B HEOMO3HAHHBIX
TeHax Tak)Ke MOTYT BBI3BIBAaTh ATO 3a00JIeBaHUE.

Hexoropsie aBropsr [12, 19] cBs3pIBaIN BOZHUKHO-
BEHHUE 3a00JICBaHUS C «M30BITOUYHOI» BOCHAIUTEIILHOM
peakuuell TKaHeW, Ipyrue paccMaTpUBalId JaHHBIN
CHUH/IDOM KaK BPOXJIEHHYIO aHOMAJIMI0 CHCTEMHOTO,
IereHepaTUBHO-TUTIepTpodudeckoro Tuma [12]. Us-
MCHEHHS B CHCTEME TIIyOOKMX BEH OCTaBaJUCh IS
HUX HEU3BECTHBIMHU.

MHorue uccie0BaTeNld CYUTAT IPHYUHON Pa3BU-
THSI CHHIPOMA BO3/ICHCTBUE PA3TMYHBIX TEPATOTEHHBIX
(hakTopoB (JIEKapCTBEHHBIC TIPETIApaThl; BHEITHSS Cpe-
Jla; pa3inyHble 3a00JICBaHUS, IEPCHECCHHBIC BO BPEMs
oepemennoctH) [20]. [Ipu Bo3nelCTBIM TepaTOTCHHBIX
(haKTOPOB TPOHMCXOIUT HApYIICHHE CHHTE3a MYKOIIO-
JUCaxapuI0B B ME3CHXUMAJBHBIX TKaHAX dMOPHOHOB.
[IpencTaBnsaroT UHTEpPEC CBEACHHS O BO3ACHCTBUU HA
COCy/bl HOHM3UPYIOIIEro u3nyueHus. OTmedaercs ru-
MOIUIA3Usl apTepuil, pa3pylLICHUE STACTUUYECKUX 3Jie-
MEHTOB, YTOJIIEHHWE WHTHUMBI, CYXarollee IPOCBET
coCylla WJIM TIOJTHOCTBIO TMEPEKPHIBAIONIEE KPOBOTOK,
pasBUTHE KoJiarepajeii m o0pa3oBaHUE aHEBPHU3M.
B cTenkax BeH HEpEAKO BCTPEUAIOTCS SBICHUS TPOM-
0o3a u ooOmureparu [9, 14, 26]. ®ubdpo3HbIe H3-
MEHEHHs] MOTYT HaOJIONaThCsi HE TONBKO B CTEHKE
COCY/IOB, HO W B TIEPUBACKYIISIPHOM KJIeTYaTKe, C pas-
BUTHEM TiepuBacKyispHoro ¢ubposa [9]. B pesyisb-
Tare ONEpPalMOHHBIX HAaXOAOK [19] ycTraHOBiEeHO, 4TO
MPUYUHON OJIOKa OTTOKa B TIIyOOKMX BEHAX IMPH HX
JIUCTIIA3UAX SIBIAIOTCSA TaK Ha3bIBaeMble SMOPHOHAIB-
Hble TsokU. JlanHble nccnenoBanus [19] moarBepammm
MPaKTUYECKU BCE AaBTOPHI, 3aHUMAIOIIUECS ITaHHOU
MpOOIEMOH, OHAKO OOJBINIMHCTBO M3 HUX OrpaHUYH-
JIOCh TOJIBKO MX KOHCTaTaluel, 0e3 MONIBITOK 0Obsic-
HEHUS BO3MOXHBIX TMPUYMH WX BO3HUKHOBEHUS [9].
Jlume B HEKOTOPBIX paboTax MO JAHHOMY BOIIPOCY
MIPUBOMATCS CIEIMANIbHbIE 00bSCHEHUs. Tak, B OJIHOM
3 uccnepoBanuii [10] y 15 OonpHBIX BEHBI OBLIH
crnaBicHBl (PHOPO3HBIMH TSDKAMH TOJIIMHON 2-3 MM,
a B 11 HaOmrofeHUIX — 3aMypoBaHbl B (hUOpPO3HOI
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TKaHH, HAIIOMMHAIOIIEH CIaliki, HHTUMHO CBSI3aHHBIC
CO CTEHKOH BEHbI; NMPHU3HAKOB XPOHMUYECKOTO BOCIIA-
JUTENBHOIO Ipolecca He OOHapyxeHOo. ABTOp IIo-
JlaraeT, 4YTo TepaToreHHble (HaKTOPBI MOTYT TOBPEXK-
JlaTh COCYJbl 3apojiblllia, BBI3BIBAS JIOKAJIbHBIE CTa3bl
W KPOBOM3JIHUSHUS, JOCTATOYHBIC JUIS H3BPALICHHOTO
(dbopMHpOBaHHS BEH M OKpYXarolux TkaHed. Habmro-
JIAIOTCSl TAKXKe MOBBILICHHAs] HAKJIIOHHOCTb K BHYTPHU-
COCYIMCTOM KOAryIsiUH, TPOMOO(DWINS, YBEINYeHUE
aAre3MBHOCTH TPOMOOLIMTOB, CHM)KEHHE AKTUBHOCTH
(nuOprHa3kl, yMEHBIICHHE aHTHArperalMoHHOW (pyHK-
MW SHAOTEIHS, YCHiIeHue GUOPHHONIM3a, HapyIICHHE
¢ubpuHOTMTHYECKON (YHKUIMHU dHAOoTenus [9].

Psan aBropoB [9, 14] moguepkuBaeT, 4TO aHOMAJIMH
B CHCTEME HIDKHEH TOJIOM BEHBI BO3HUKAIOT BCIE/-
cTBHE oOnMUTEpauuu (GOPMHUPYIOLINX €€ BEH B M-
OpHOHATBFHOM COCTOSTHHH. Upe3BBIYaifHO WHTEPECHBI
B OTOM IUIaHE JIaHHBIE APYTUX HccienoBateneii [26],
OOHApYKMBIIMX BMECTO JICBBIX MOAB3IOIIHBIX BEH
¢ubposusie TsDKM Yy pedenka ¢ KTC. ABropsl orme-
Yal0T, YTO TPYIHO ONPENEIUTD, SIBISIOTCS JIU U3MEHE-
HUS B BEHaX OTPakKeHHEM TpoMO03a M BPOXKICHHOTO
MOpOKa. YCTAHOBJIEHUIO UCTHHBI U B JAHHOM CIyd4ae
MEIAeT OTCYTCTBHE CBEACHUH O KIMHUYECKUX IIPO-
SBJICHUSAX TPOMOO3a B aHAMHE3E.

Taxum 00pa3zoM, ¢ OTHOM CTOPOHBI, IIEIBIH PSJ] aBTO-
POB yKa3bIBaeT KaK Ha BO3MOXKHBIH MEXaHU3M Pa3BHUTHS
0omne3Hn — Ha TPOMOO3 COCYIOB, C IPYTOH CTOPOHBI, OT-
CYTCTBYIOT CBEZICHUS 00 ero KIIMHUYECKHUX MPOSBICHUX
B aHaMHe3e. JIOTMYHO NPearoIokKUTh, YTO OTCYTCTBHE
9TUX CBEAECHUI MOXKET ObITh CBS3aHO C IIOPAKEHUEM BEH
HE B paHHEM JETCTBE, a B IEPUOA BHYTPUYTPOOHOIO
pasButus [9—-11]. KocBeHHBIM 10Ka3aTENbCTBOM BBICKA-
3aHHOTO NPEIOJIOKEHUS CIY)KaT cieayromue (aKThl,
Kacarollnecs BOSMOKHOCTH BHYTPHYTPOOHOIO IOpaske-
HUSI COCYZIOB: OITMCAaH peOCHOK, UMEBIINH BPOXKICHHYIO
aMITyTalMio Tpeariedbss B CpeHed TpeTH, BbI3BaH-
HYI0, 10 MHEHHUIO aBTOpoB [18], okkmro3uel aprepuii
BO BHYTPHYTPOOHOM HEPHOAE; MPUBOAUTCS TPH CIIydast
IEMUMENMH KOHEYHOCTEH, TaKKe IMPEAIIOoNararix
BHYTPUYTpPOOHYIO OKKIIO3MI0 aptepuil [21]. Omnmcan
YHUKQJIBHBIN ciaydait: miox 80 nHel, MMeBIIMH TpoM-
003 TJICYeBO apTepuH, IPUBEAIINI K BHYTPHYTPOOHOMH
TaHTpeHe KOHEYHOCTH W (HhOPMUPOBAHWIO KymbTh [22].

KNACCUDUKALIUA

Hecmotpst Ha omperneneHHbIN Mporpecc B MOHUMA-
HUM TIpOLIECCa aHTHOIeHe3a, J0 CUX IMOp HE CYIIECTBYET
eIMHOH Kiaccu(HUKaLMK, KOTOpasi oTpakasia Obl Bce BO3-
MOKHBIE (DOPMBI IIOPOKOB Pa3BUTUS COCYyIOB. [lmurens-
HOE BpeMsl B JINTEpaType MPH MOPOKax rneprudepruyecKux
COCYZIOB JJOMMHHPOBaJl TEPMUH «aHTHOMBI» [1, 3].

Knaccudukaunonnsie cucremMsl, 0a3upyrommecs Ha
['amOyprckom KOHCEHCyce, 3aMEHHIIN CTapylo 3IOHH-

MHUYECKYI0O CHCTEMY ONHMCAHUSl aHTHOAMCIUIA3Ui, aB
TOJYOK JUIS TIOCIEIYOIIEro CO3JaHusl JISYeOHBIX CTpa-
Teruit mpu ManbhopMmanusx. B HacTosmee BpeMs crie-
nuanrcThl, Bxoadnme B ISSVA, mupoko ncmnomb3yror
JOTIOJTHEHHYIO KJIacCU(MKAIMIO COCYIUCTBIX aHOMa-
muit ISSVA ot 2014 . B ee ocHOBE JICKUT MPUHIIUI
paszeneHns aHTHOIMCIIA3UH IO TPEM OCHOBHBIM TIPH-
3HaKaM: 1) MpPEenMyIIEeCTBEHHOE MOPaKEHUE TOTO WITH
MHOTO THIIA COCYIOB (apTepHH, BEHbI, apTEPUH + BEHBI
U KOMOMHHMPOBaHHbIE Je(EKThl); 2) aHATOMUYECKas
(hopma (cTBONIOBasE WM HECTBOJIOBasi); 3) BBIICICHHUE
HEKOTOPBIX aHAaTOMHYECKHX OCOOCHHOCTEW B 3aBHCH-
MOCTH OT IUIONIa X TOopaxeHus: (MHQUIBTpaTHBHBIE,
JIOKaJbHBIC) MM XapaKTepa MOopaxxeHus: (00CTpyKIus,
qunaranysi). BBeaenue HOBOro TepMUHA «IKCTPATPYH-
KYJSIpHBII» pemmio TpobieMy ¢ HempaBHUIBHBIM
WCTIONB30BAHWEM B KIWHUKE TAaKUX TEPMHHOB, Kak
«aHTHOMa» M «TEMaHTHOMay.

ISSVA-KNTACCUDPUKALUA COCYAUCTDIX

AHOMAINN (2014)
CocynucTbie OMyXoJu
Jlobpoxauecmeenuvie:

* uHpaHTWIbHAS TeMaHTHOMA;

» BpoxnenHas remanrunoma (RICH, NICH, PICH);

* TyYKOBHJHAs aHTHOMA,

* IMOrCHHAs TpaHylieMa;

*  DIMUTEIUOUIHAS T'eMaHTHOMA.
lozpanuunvie:

* perudopMHas TeMaHTHOIHAOTEIUOMA;

* Kanomu(popMHAsS TeMaHTHOIHIOTEIHOMA;

* KOMIIO3UTHAs T'€MaHTHOH]I0TEIIHMOMA;

* mNanWUIIpHAas BHYTpUIMMQaTHYeCKas aHTHOIH]IO-
TEINOMa;

* capxoma Kamomm;

*  TIpoume.
3noxauecmeentvie:

* AHTHMOCApPKOMA;

* DMIHTEIVOWIHAS TeMaHTHOH]IOTEIHOMA;

* TIpoume.

Cocynucrtbie MaabgopManuu
npocmoie
*  KalWwUIpHBIE:
° «BHHHOE IISITHOY;
° TEeJICaHTUIKTA3HS;
° AaHTMOKEPaToOMa;
* BCHO3HBIC:
° 0OBIYHAsI CIIOpaJNYECcKas;
° cuHapoM buHa;
° ceMeliHas KOKHasi M CIM3UCTHIX 000JIOYEK;
° [JIOMaHTHOMa;
° cuaapoM Maddyquu;
*  guMpaTHIECCKUE;
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* apTEepHOBEHO3HBIC Mab()OpMaLuH;
* apTepHoOBeHO3HAsl (HUCTYNA;
* KOMOWHHpOBaHHBIC;
> CVM, CLM, LVM, CLVM, AVM-LM, CM-AVM,;
* aHOMAJMU KPYIIHBIX COCY/IOB:

° HalpaBJICHHUS;

° KOJHMYECTBA;

° JUTAHBI;

° nuamMeTpa (amsasus, TUMOIUIA3usi, CTEHO3, JKTa-
3Ws/aHeBpU3MA);

*  COCYIUCTBbIC aHOMAJIUH, CBA3AHHBIC C IPYTHUMHU aHO-

MAaJTUSIMH

o cuaapoM Klippel-Trenaunay: CM + VM +/— LM +
+ limb overgrowth;

o cunaapom Parkes Weber: CM + AVF + limb over-
growth G;

o cmaapoM Servelle-Martorell: limb VM + bone
undergrowth;

o cunapom Sturge-Weber: facial + leptomeningeal
CM + eye anomalies +/— bone and/or soft tissue
overgrowth;

o cuaapoMm Maffucci: VM +/— spindle-cell heman-
gioma + enchondroma;

o Macrocephaly — CM (M-CM / MCAP) G;

° Microcephaly — CM (MICCAP) G;

o curnpom CLOVES: LM + VM + CM +/- AVM +
+ lipomatous overgrowth G;

o Proteus syndrome: CM, VM and/or LM + asym-
metrical somatic overgrowth G;

° Bannayan-Riley-Ruvalcaba sd: AVM + VM +
+ macrocephaly, lipomatous overgrowth.

B crpanax CHI' ucnonb3yloT Ipyrue yTBEp:KIeH-

Hble Kiaccupukanuu [3, 4, 5, 9-11].

KNACCUDUKALNA OUCNNA3UN
MATUCTPANbHbIX BEH [9]
1. Tum nopaxeHwus:
° H’MOPHOHAJILHBII;
° (heTalbHBIN;
° (perambHBIA MPOMEKYTOTHBIH.
2. CreneHb TSHKECTH TOPAKCHHS:
° Jerkas;
° CpemHss;
° TsDKeJas;
° KpalHe TsKemasi.
3. Jloxanm3anusi TMOpakeHWs (M30JIMpOBaHHAs, code-
TaHHasi, paclpoCTpaHeHHas):
° MOAB3IOLIHBIC BEHBI (IOAKIIOUYUYHBIC BEHBI);
° OellpeHHbIC BEHBI (IUICUEBhIC BEHBI);
° [OAKOJICHHAs! BEHA;
° OeplOoBbIE BEHHI (BEHBI MPEATICUbs).
4. XapakTep MOpaKeHHUS:
° OKKJItO3Hs (aruiasus);
° yacTUYHAs peKaHamu3anus (He3aBepIIeHHas);

° MOJIHASl peKaHAIHM3alus (3aBEpIICHHAS);
° runoriasus (MPOKCUMaJbHEE MOPAKCHHS);
° 3KTa3us (AUCTAIbHEE MOPAKCHUS).

KIMHUYECKAA KAPTUHA

CumnTomsl, xapakrepusie 111 KTC, mposBistor-
ci y BCEX MAlMEHTOB IMPAKTUYECKHU Cpaszy *kKe MOCIe
poxaenus [10, 11, 18, 27]. YV nmerelr co cpemHeit
W JIETKOH CTETEHSIMH TOpa)KeHUs] HapylieHne (HopMbl
W pa3MepoB KOHEYHOCTH ObUTH HE3HAYMTEIILHBIMHU WU
orcyTcTBOBaNM. Yaie HaOIOAaNOCh CUMMETPUYHOE,
pexe — HECUMMETPUYHOE YBEIMUYEHUE OKPYKHOCTH
BCel KOHEYHOCTH WJIM OJHOTO CErMEHTa B TIpere-
max 1-5 cM wiM yJyIMHeHHEe KOHEYHOCTH Ha 1-3 cm.
HauOosnee xapakTepHbIM KIMHUYECKUM IPU3HAKOM
MAalUMUEHTOB C KpalHE TSXKEJIOH CTENEHbIO SBISIIACH
HECUMMETPUYHAS «yPOMYIOIas TUMIEpTpodus KoHed-
HOCTEM, coueTaBIIasicss ¢ TUTAHTU3MOM CTOI U Makpo-
JakTHined. Pa3sHuMIa B OKpYKHOCTH OOJNBHOW W 3110-
pPOBOM KOHEYHOCTEH B MEPHOAE HOBOPOXKIECHHOCTH
nocturania 10 cM M conmpoBOXKIajgach BBIPAKEHHBIM
(uOpO30M MBI W TIOAKOXKHO-KUPOBOH KJIETUAT-
ku [6, 11, 13].

CocyaucTele mATHA MO THIYy Teorpaduueckon
KapThl, paclojiaraBUIMecss y BceX MAaIlMeHTOB IO Ha-
PYXHOM W MepeIHEeHapy HOM MOBEPXHOCTU KOHEYHO-
CTel, UMEIOT XapaKTEpHbI BUJ YK€ IPU POKIACHHUU
pebenka. [ToBepXHOCTh ATHX OOIIMPHBIX MATEH y BCEX
MAlMeHTOB C KpaliHe TSDKENOH CTENeHblo Mopake-
HUsl — OyrpucTas, IOKpPhITa TaUIOMAaTO3HBIME Pa3-
pactanuaMu. B mporecce pocra pebeHka TMOCIenHue
YBEIMYMBAINCH B pa3Mepax, OTMEYaJHCh TOUYECUHBIE
KpPOBOTEUEHHsI M3 ITHX oOpaszoBaHuil. B ornuume ot
OOJIBHBIX C KpailHe TsDKEIOH CTeneHbio 3a00JieBaHMUS,
y MalUHUEHTOB C TSKEIOW CTENEHBIO MOPAXKEHHUS yKa-
3aHHBIM BapHaHT B CTPOCHHH IATEH OTMEYEH JIUIIb B
[IOJIOBUHE ClIy4yaeB. Y JeTed CO CPEIHEH CTENEHBIO
MOpPaKEHUsI COCYIAUCTbIE IMATHA MUMEIN DIAJKYyI0 IO0-
BEPXHOCTh, B PEIKUX HAONIONEHUSX penbed MATeH
uMen OyrpucTyl0 TOBEPXHOCTb, HO OHH 3aHWMAJH
HeOONbIINe YYaCTKU KOHEYHOCTH. Y JIeTel C JIeTKOM
CTENEHbIO NMOPAXKEHUsI BCTPEYAIUCh COCYAUCTHIE MATHA
TOJIBKO C IVIaJKOM MOBEPXHOCTHIO [26, 27].

DOMOpHOHANbHBIE BEHBI B TOJKOKHO-KHUPOBOM
KJI€TYaTKe HApY>KHOU M NepelHeHapyKHON MOBEPX-
HOCTH KOHEYHOCTH MPOSABISIOTCS Yy OOJBIINHCTBA
MMAaUEHTOB C KpaWHE TSIKEIOW U TSKEJIOM cTere-
HSMU TOpPaXEHUsI B TEUEHHE IEPBOTO MOJYrOIus.
Penmped wx derko ompenmemsuics, OCOOCHHO IIpH
OCMOTpE M TAajblallil KOHEYHOCTH B BEPTHUKAJIb-
HOM TMIOJIO)KEHWH TMalHeHTa. BaXHO MoAYepKHYTH,
9TO IPHU OCMOTPE ACTEH ¢ AMOPHOHAIBHBIM THIIOM
JAMB He HaOmromaercst ycuieHus penbeda THUIIHY-
HBIX BeH (OONBIION W MaloW momkoxHOM) [9-11].
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Bmecrte ¢ Tem arunuvHbie, SMOPHOHAIBHBIC BEHO3-
HBIE CTBOJIBI BO BCEX CIIy4asX JIETKO OMPEIelsInCh
BH3yaJbHO. ATHIUYHBIE BEHBI paclojarajiich Ha
cTome, TOJCHH W Oejpe, TO €CTh Ha BCEM IPOTS-
KEHUU KOHEYHOCTU. DMOpPHUOHAJIbHBIE BEHBI HMEIIH
MarucTpalibHylo (GOpMY BETBICHUS, OHH PaBHOMEP-
HO pacIIMpEHbl Ha BCEM TPOTSKEHUHU, BAPUKOZHBIX
W3MEHCHUHA HE OTMEUalloch. DMOpPHOHATHLHBIC BEHBI
B TpyIIe OONbHBIX CO CPElIHEH M JIETKOW CTETICHSIMHU
MOpakKeHUs 4Yalle ObUIH BIEPBBIC 3aMEUCHBI B BO3-
pacte 2-3 neT W TPENCTAaBICHBI OJHUM CTBOJIOM.
JmameTtp cocymoB koisiebaics B Impenmeirax 2—5 M.
Y OONBIIMHCTBA MAIIMEHTOB MATOJOTHYECKHUE BEHBI
OTYETIIMBO OMPEACISIIUCH MPU BU3YaAJTbHOM OCMO-
Tpe. B ciyuasix OTCYTCTBHSI BEH MpPU OCMOTpPE IS
00HapyKEeHUsI ATUIMYHBIX COCYJOB HCIIOJIb30BaIH
OpPUTMHAJIbHBIA JTUArHOCTUYECKUM MpPUEeM — CHM-
nToM «mposBieHus» [9—11]. JuameTp BBISABICHHBIX
BEH OKa3bIBAJICSI PaBHBIM 2—3 MM.

Cpasy ke mociie Hayaja XOXKICHUS Yy JeTei C Ts-
JKEJIBIMU CTETMEHSMHU TOPaKeHUS OTMEYEeHa XPOMOTA,

a aso0bl Ha YyBCTBO YTOMJIIEMOCTH B KOHEYHOCTH
MTOSIBUJTMCH K CepeuHe BTOPOro rona xu3Hu. Ciemny-
€T TOAYEPKHYTh, YTO y OONBHBIX, HMEBIINX KpaiHe
TSDKEJYIO CTeNeHb 3a00JIeBaHUsl, OTMEUYAINCh HEOOIIb-
1IMe, MepUoJUYEecKUe KPOBOTEUEHMsI ajlol KpOBBIO
13 TPSAMOW KHIIKH W MOYEHCITYyCKaTeIhbHOIO KaHa-
na. KpoBoTeueHus mMoSIBWIIMCh B HHTEpBAJE MEXIY
6 mecsuamu u 1,5 roga passutus pebenka [5, 6, 10,
11, 13]. B anaMHe3e ManMeHTOB C THKENOH, cpeaHei
U JIETKOM CTENEeHSAMHU IOPAKEHUs MEJEHBl M rema-
Typuu HE 3aperucrpupoBaHo. HapymeHue QyHKIHH
KOHEYHOCTEH MPOSIBIISIIOCH B BUAE XPOMOTHI, CBS3aH-
HOHI C YJUIMHEHHEM IOpPaXEHHON KOHEYHocCTU. B 3a-
BHCHMOCTH OT CTENEHM TSHKECTH MOpOKa YIJIMHEHHE
KOHEYHOCTEH BapbHpOBAJIO B IIpesenax oT 2 10 5 cM.
VYV nauueHToB ¢ KpalHe TSAXKEJIOH CTENEHBIO TAKECTH
MIOpOKa MMEJI0 MECTO BBIpKEHHOE HapyIIeHue (yHK-
UM KOHEYHOCTH B BHUJE OTPAHWYCHHUS CTUOAHUS U
pasrubanusi, CylMHAlMM M TIPOHALUU. DTO CBI3aHO
C TIOTEPEe AMACTUYHOCTH MATKHUX TKaHEH BCIIEICTBUE
BBIpaXEHHOTO (pubpo3a B KJIETYATKE W MBIIIIAX.

Tabnuya 1 (Table 1)

Onpe,u,enewe CTEMEHN TAXKECTU NOpaXXeHua 'y neten c 3M6pVIOHaJ’IbeIM TMNOM A4OUCNNa3nun MarnmcTpasbHbliX BEH

(no O.4. KynaTtaase)
Determination of the severity of lesions in children with
to D.D. Kupatadze)

embryonic type of dysplasia of the main veins (according

CreneHb MopaxxeHus
Severity of illness

Kinanueckas kapTuHa
Clinical picture

Jlerkas 1. «'mankue» cocyaucThie naTHA

Minor “Plain” port-wine stain
2. AtTunu4Hsele, SMOPUOHAJIBHBIC 30HBI (B Mpefesiax CerMEHTOB KOHEYHOCTH)
Atypical, embryonic zones (within limb segments)

Cpenusis 3. CHMMETPHYHOE yBEIHUUYEHUE OKPYKHOCTH KOHEUHOCTH

Moderate Symmetrical increase in the circumference of the limb

3,4, 5, 6 — IONONHUTENBHO K IPEIbIAY-
UM CUMIITOMaM

4. HecummeTpuaHast THIEPTPOPUS
Unsymmetric hypertrophy

In addition to previous symptoms

5. Byrpucteie cocyaucTbie nsTHA
Nevus flammeus (port-wine stain)

6. Mectusiii /IBC-cunapom.
Local disseminated intravascular coagulation

Tsoxenas
Major

7. TUranTu3M CTON, MaKpOJAKTUIIHS
Macrodactyly and foot gigantism

7,8,9, 10, 11, 12, 13, 14 — nponoyHuU-
TEJIBHO K MPEAbIAYIIIM CUMITOMaM

8. «Dnedantuas»
Elephantiasis

9. KonTpaktypsl
Muscle contracture

In addition to previous symptoms

10. Hapymenus GyHKIHH KOHEYHOCTH
Deformities of the limbs

11. IlopakeHne TKaHel OBYX M 0oJee KOHEUHOCTEH
Soft-tissue hypertrophy of the affected limb

12. DMOpHOHaNbHBIE BEHBI PACIIPOCTPAHSIOTCS HA BCIO KOHEYHOCTH
Embryonic vein of limb

13. TlopakeHue COCyZ0B OPTaHOB MaJIOTO Ta3a
Venous malformations of organs and structures of the pelvis

14. PacnpocTtpanennsiii JIBC-cunapom
Diffuse disseminated intravascular coagulation
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OkoH4aHue ma6n. 1 (Table 1 (continued))

CreneHp OpakeHHs
Severity of illness

Kaunuueckas kapTuHa
Clinical picture

Kpaiine tsixenas
Extreme 15, 16, 17, 18 — gomoaHuTEIb-

15. Yponayromas runepTpodusi KOHCIHOCTH
Hypertrophy of bony and soft tissues

HO K NPEBIAYLIIMM CHMITOMAaM
In addition to previous symptoms

16. «BeHO3HBIE COTHI» HA TOJICHU
“Venous malformation” on the lower leg

17. Menena u rematypus
Melaena and blood in urine

18. Kuctsl 1 1nM(paHTHOMBI OPIOIIHON MTOJIOCTH U 3a0PIONIMHHOTO IPOCTPAHCTBA
Cyst and abdominal lymphangiomas, retroperitoneal lymphangiomas

Hns onpenenenus crenenu Tsokectu JMB panuo-
HaJIbHEE BCETO KCIIOJIb30BaTh CICAYIOUIUI JUarHOCTH-
yeckuil anroput™ (Tadm. 1).

OUATHOCTUKA

IIpaBuibHO 1 BOBpEMs AMArHOCTHPOBAHHOE BPOXK-
JeHHOE 3a00JIeBaHUE COCY/IOB MO3BOJISIET BHIPAOOTATh
ONTUMAJIBHYIO TAKTHKY JICYCHHS KaK camoro 3adoseBa-
HUS, TaK W COMYTCTBYIOMIEH MMaTOJIOTHHA OTOPHO-IBHU-
ratejapbHOro amnmnapara.

Jng yTouHeHHs uarHo3a aHrMOAWCIUIa3Wi Npu-
MEHSIOT OOJIBIIION apceHaj] METOIOB HCCIECIOBAHHS
[9-11, 14, 15].

*  Vavmpaszgykogvle Memoobl UCCIe008aHUSA

JlaHHbIE METOJMKHU OTHOCSTCA K METOAaM IepBOU
JUarHOCTHYECKOW JIMHHUU. YIBTpa3ByKoBas JOMILIEPO-
rpadus (Y3AI') — mpocToi, TOCTYmHBIA METOI, IO0-
3BOJISIFOIINN OTIPEIETUTD THI KPOBOTOKA (BBICOKO- MIJIH
HU3KOCKOPOCTHOM), a TaKkKe €ro OTCyTCTBHE Ha MpO-
TSKEHUU TTOPAKEHHUSL.

*  MacHumHo-pe3oHanHCHAsE momozpagus U KOMNbIO-
mepHas momozpagus

MPT sBasercs BakKHbIM METOJOM HCCIIEIOBaHUSA
JUISL TeJION TPYMIIbI COCYIUCTHIX TopokoB [8]. Ona
Jaet 0a30ByI0 MHPOPMAIHIO O MPOTSHKEHHOCTH MOopa-
JKESHHSI U1 aHATOMHYECKHX B3aUMOOTHOIIEHUSX C OKPY-
JKAIOMIMMHA TKaHSIMH/CTPYKTypaMu/OpraHaMu.

* MPT ¢ ounamuueckum KOHMPACMHBLIM YCULEHUeM

(MPT-JIKY) MPT-JIKY

JlanHOE HcceI0BaHNE NMPEAOCTaBIIET 3HAUYUTENb-
HO Oobiie WH()OPMAIMK, BKIIOYAs XapaKTePUCTUKH
KPOBOTOKA, OIIEHKY MOpPaKEHUS MATKUX TKaHEH, WX
B3aMMOOTHOIIIEHHS C HETOPaXEeHHBIMH CTPYKTypaMH,
U SBIIIETCS HOBOM T€HEpAalMEed BU3yaIN3allMOHHBIX
METOJIUK. DTa METOJIMKA Ba’KHA KaK JJIsl AUATHOCTUKU
camoro (pakTa COCyAHCTOTO TOpPakKeHUs, TaK U MPOBe-
nenus auddepeHITHaTbHOTO JHarHo3a MEXIy HHU3KO-
U BBICOKOCKOPOCTHBIMH MaJlb()OpMaIHSIMHU.

*  Dneboepagus

BonpmmHCTBO  COBpEeMEHHBIX  HCCliefoBaTemei

pemraroiiee 3HauYe€HWE B OMNpEAENIeHWH XapakTepa

W JIOKaJM3allui MaTOJOTHH IpH AMCILIA3MSIX Maru-
CTpaJbHBIX BEH NPUAAIOT Pa3jIMYHBIM CIOCO0aM HX
KOHTpacTupoBauus — Quedorpaduu [4].
*  Aneuoepagus

° CEeNeKTHBHas W

rpadus;
° YpecKOXHasi mpsMas IyHKIUOHHAs apTepHuo-
rpadus;

° YpecKoXKHas MpsiMast MyHKIHoHHas Guiedorpadust.

XapakTepusyss METO/Abl 00CIeI0BaHMs OOJbHBIX
¢ KTC, cnenyer noguepkHyTh, 4TO B HACTOALIEE Bpe-
Msl pellarollee 3Ha4YeHWE B YCTAHOBICHHM JMArHO3a
Y OTIpeJIeIeHNH XapaKTepa omneparuy npuaaercs die-
oorpadun u MPT c ucrnonb3oBaHHEM KOHTPACTHOTO
ycunenusi. Pesynbrarel MP-nccnenoBanust u ¢e6o-
rpadpun B 100 % ciyyaeB coBHajarOT C HMHTpaoOIIe-
palMOHHBIMU JaHHBIMU. IIpH BEHO3HBIX IUCILIA3HAX
C AaHTHOMAaTO30M OpraHoB M TKaHel (edorpadus
n MPT saBnsrorcs Haubojiee HAASKHBIMU METOIAMU
HCCIIEZIOBAHUS.

CyllepceNieKTUBHAs ~ apTepuo-

AUNDODEPEHLUUANDBHBIA ANATHO3
JnddepeHnnanbHeIii TUAarHO3 MEXIY apTepho-

BCHO3HBIMM W KallWJUJIAPHBIMHA MaHB(i)OpMaHI/IHMI/I

MPEJCTABIIICT COOON JIOCTATOYHO CIIOKHYKO Ipo0Iie-

My y HOBOPOXIEHHBIX. [Ipu 3TOM HE00XOIMMOCTH

MIPOBEAICHNS B HEOHATANBHBIA TEPUOJ TEX WA HUHBIX

JUArHOCTUYCCKUX I/ICCJ'IelIOBaHI/Iﬁ Ipyu HAJINYUU H30-

JIMPOBAHHBIX HOpa)KeHI/Iﬁ B BUJC KOXHBIX IISITCH AUC-

kytupyercs. KTC cpaBHMBaIOT yalle BCEro co cleay-

fomuMu 3aboneBanusamu [9-11, 19, 22, 27]:

e cuaIpoMoM Ilapkca—Bebepa (korma mMeercsl BbI-
COKOTIOTOYHAsI apTEpUOBEHO3HAS Malb(OpMAaIys,
a He KalWUIIPHAs «TEMaHTHOMa»);

e cuHapoMoM Sturge-Weber — sHuedanOTpUreMu-
HaJIBHBIM aHTHOMAaT030M, OTHOCSIIMMCS K (hakoma-
To3aM. bone3Hp xapakrepusyeTcsl KalnUIIPHBIMHU
WM KaBE€PHO3HBIMHU TI'€MaHTHOMaMH, MOABJIAIOLIN-
MHUCSI Ha OIHOM cTOopoHe nuia (HO He Bceraa)
B IIpe/iesiaX 30HbI KOKHOW WHHEPBAIlUH TPOWHUYHO-
rO HEpBa, a TaK)Ke MPEUMYIIECTBEHHO BEHO3HBIMH
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Tabnuya 2 (Table 2)

Cpoku Hayana fieyeHuns 1 BUAbl onepaunii y 60MbHbIX C AMCNNA3MEN MAaruCTpasbHbIX BEH IMOPUOHANLHOrO TMNA
Time of initiation of treatment and types of operations in patients with dysplasia of the main veins embryonic type

CremneHp TIKECTH
Severity of illness

Cpoxu Hayana Je4eHUs
Treatment start date

Buabl XUpypruueckiux BMELIATEILCTB
Types of surgical interventions

Jlerkasi cTeneHb
Minor

3—6 net (years)

VYnanenue sMOpHOHANIBHEIX BeH, cyOdaciuaabpHast epeBsi3ka NepopaHTHRIX BEH
Delete embryonic veins, subfascial ligation of perforating veins

CpenHsis CTerneHb

VYnanenue sMOpHOHANBHBIX BeH, cyOdaciuuanbHas nepessska nepGopaHTHIX

Moderate BeH, (1e0oIm3, SKcTpaBa3albHas KOPPEKINs KapKaCHBIMH CITHPAJISIMH, BEHO3-
2-3 roma Hasl TJIACTHKA CerMEHTAMH, COJCPIKAIIMMHU TOJHOLICHHbBIE KJIallaHbl. YaaJeHue
(years) nuMQpaHTHOM
Delete embryonic veins, subfascial ligation of perforating veins, phlebolysis,
extravasal correction of incompetent veins, removel lymlymphangioma
Tskernast CTENeHb 1.5 rona JIOTIONTHUTEIIBHO K ONEepaLisiM IIPH CPEHEH CTENEeHH: ATAIHOe yaajeHne SMOpu-
. roa
Major ( e’ars) OHAJILHBIX BEH, 0OCOOCHHO B 3aITyIICHHBIX CIIy4asiX, OPTONEIHYCCKHE ONepalnm
y Additionally: Delete embryonic veins, orthopaedic surgeons
Kpaiine Tskenas 6-10 nec JIONOTHUTENBHO K MPEABLAYIIEMY: Ollepallii Ha opraHax OpIOIIHOM IOJIOCTH,
Extreme N ’ 3a0pIOUIMHHOTO IPOCTPAHCTBA, AMITy TAIlHH
(months) P pocTp ’ y

Additionally: abdominal surgery, limb amputation

TreMaHTHOMaMH Ha MSTKOW MO3TOBOI 000JIOUKe Ha
3aTBUIOYHOM, TEMEHHOM M JIOOHOH JOJISIMH C TOM
e CTOPOHBI;

e cuHapoMoM IIpores — oueHb pPEIKUM BPOXKJIEH-
HBIM 3a00JIeBaHHEM, XapaKTEPU3YIOLIUMCS Ypes3-
MEpHO OBICTPHIM M aTUMUYHBIM POCTOM KOCTH,
a TaKKe KOXKHBIX MOKPOBOB. YacTo COMpOBOXKIA-
eTCsl OMYXOJIIMU OTZEIbHBIX HacTel Tena;

* BPOXKACGHHOM nMMdaTHYeCKOW arpe3ueld uiu 00-
CTPYKLHEH;

e cuaapomMoM Maddyuan (peakas mucdIMOpHOIIIA-
3Ws1, BBI3BIBAIOIIAS XPSIIEBBIE U COCYINUCTHIE OITy-
XOJIN);

* JWCIUIa3uell MOBEPXHOCTHBIX BeH (cuHApoM bok-
KeHxelmepa);

*  KOJIBIIOCKOIIMYECKOW I'€MaHTMO3HI0TEINOMOM.

NNEYEHUE
B Hacrosiee BpeMsi paaHMKaibHOE JIEYCHHE COCY-
JCTBIX Maib(opManuii MPOBOUTCS B COOTBETCTBUH
¢ npuHmmaMu ¢edonornn. OTCyTCTBYyeT emuHas pa-
[IMOHAJIbHAS TaKTHKa JiedeHus OonbHBIX ¢ JIMB. Pe-
KOMEHJIAIIMA BEChbMa MPOTHUBOPEUMBHL. OIHU aBTOPHI
PEKOMEHIYIOT TPHUMEHSTh TOJNBKO KOHCEPBaTUBHBIC
METOJIbI JICYCHHUS, B BUJAE DIMACTHYECKOTO OMHTOBAHWUS
WIA CHMIITOMATHUYCCKOTO JICUCHHS MPU OCIOKHEHHSIX
[24, 25]. Apyrue npeanodnTaroT OlepaTuBHOE JedeHne
WA KOMOWHHPYIOT €T0 ¢ KOHCEPBAaTUBHBIMH METOIAMHU
(Tabn. 2). Pa3zpaboTaHO MHOXXECTBO METOOB JICUCHHUS
COCYIHUCTHIX MaJb(pOpMaInii, BKIFOUAIONTHX B ce0sI clie-
nyromue BUIBI jedenus [2, 7, 9-11, 14-16, 17, 23].
KoncepBarusHnble:
° KOMITPECCHOHHAs Teparus;
*  (usnorepamnus;

*  OpTOIENUYECKHUE YCTPOUCTBA;

* MEIMKaMEHTO3HOE JicueHHE (CHPOJUMYC, MpoIpa-
HOJIO).
OmneparuBHbIe:

e sMOo0nHM3aIus;

* J1a3epHasi TEparus;

* J1a3epHast Teparus WK PaJriodacToTHas aOJsIIUs BEH;

*  CKJIepOTEeparus;

*  XHPYpTHSL.

3AKJIIOYEHME

Jucrunazuss MarucTpalbHBIX BEH — BPOXKICHHAS
cocyaucTas Manb(opMalys, BOSHUKAIOMIAS B Pe3yib-
Tare HapyIICHUs Pa3BUTHUS apTEpUAIbHONW M BEHO3HOU
CHUCTEM B Ipolecce OHToreHesa. [laHHble IeeKTbI
XapaKTEepPU3yIOTCAd HENpaBUIbHBIM  (HOPMHUPOBAHHEM
cocyoB. Pa3znuuHBIMH TPYIIaMH SKCHEPTOB OBLIH
MPEASIOKEHbl HECKOJNBKO KJIACCH(UKAIMKA  COCYIH-
creix aHomanuii (I'amOyprekas, ISSVA, Schobinger).
I'amOyprckas knaccuduranys, 6azupyromascs Ha dM-
Opuonorndeckoit nudepeHnnanui  TPYHKYISIPHBIX
U SKCTPaTPYHKYJISIPHBIX (HOPM TTOPaKEHUs, TO3BOJISET
yKa3aTh Ha TOTEHIUAIbHBIE BO3MOXXHOCTH MPOTPECCH-
poBaHus W/Miau peunauBa 3a0ojeBaHusi. BHe 3aBucu-
MOCTH OT THIIA TSDKECTH COCYIHUCTbIE Majb(popManun
BE/IyT K 3HAYMMBIM aHATOMUYECKHM, TaTO()U3UOIOTH-
YECKHUM M TeMOAMHAMHYECKUM H3MeHeHusM. Jlucria-
3UM MarucTpajbHBIX BEH SIBISIOTCA B KIMHUYECKOM
1aHe Hanbolee 3HAYMMON TpoOIeMoii, Hecst ¢ coboit
[IOTEHIHUAIbHBIA PUCK IIOTEPU KOHEYHOCTH U JIaXKe
yrpo3bl yIsl Ku3HU. KimHUueckas KapTHHa 3aBUCHT OT
JIOKaNu3au 1 00beMa M BapbUPyeT OT aCHMIITOMHBIX
BapUAHTOB A0 TSDKENIBIX MOPAXKECHUI C BBIPAKEHHBIM
[IaTOJIOTMYECKUM COpPOCOM U IPOSIBICHUSMH CEepAed-
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HOW HEIOCTaroyHoCTH. /lnarHocTuka u o0cCie0BaHue
Ha TEPBOM dTarie MOTYT OBITh OOecredeHbl HEeWHBa-
3UBHBIMH WM MAJIOMHBa3UBHBIMU MeTOnaMu. Jleuenne
MAIUEHTOB C 3a00JIEBAHUSIMU MaruCTPaIbHBIX COCYIO0B
HIDKHUX KOHEYHOCTEH JOJDKHO OCYIIECTBJIIATHCA Ha
MPHUHIUIAX MEXINCIUIUIMHAPHOTO TOAXOAa, Ipe-
YCMaTpHBAIOIIETO KaK TINIATEIFHYI0 JAMAarHOCTUKY Ha
OCHOBE TIPEHMYIIIECTBEHHO HEMHBA3MBHBIX METOJIOB,
TaK U HMHTErPALAI0 XUPYPrUYECKUX U HEXUPYyprude-
CKUX METOJIOB. JIeueHue NOMKHO OBITh KOMIUIEKCHBIM
U TIPOBOJWTHCS Ha 0a3e MHOTONPOQPMIBHBIX BBICO-
KOCIEeIMAIM3UPOBAHHBIX yupexJaeHud. JlocTuxenue
JIydIImx (I)}/HKHI/IOHaJII)HBIX N OCTECTUYCCKUX PE3YJIb-
TaTOB BO3MOXHO TOJIBKO HPHU COUCTAHHU PA3JTIUYHBIX
Je4eOHBIX METOAMK. [Ipu OTCYyTCTBUU TIOKa3aHWH WU
HEBO3MO)KHOCTH TPOBEACHUS XHUPYPTUYECKOTO WIIH
JIPYyTUX BUIOB JIEYCHHUS HEOOXOMUM KOHTPOJb 3a CO-
CYyANCTON aHOMajuell (IuHAMHUYECKOEe HaOIIOCHUE,
KOMITpeCCHsI KaK 0a3MCHBIM BapHaHT KOHCEPBATHUBHOTO
JICYSHUsSI) C TeJIbI0 MUHUMU3AIMH HEOIaromnpusITHOTO
BJIMSIHAS Ha JKM3HEHHbIE (DYHKIUM W YIy4IIeHUs Ka-
YeCTBA XU3HU ITallMCHTA.
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