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[uvcnnasua maructpanbHbix BeH (AMB), unu cunapom Knunnens — TpeHoHe, B KNaCCUMYECKOM BapuaHTe XapaKTepusy-
eTcsa Tpuanom CUMMNTOMOB: COCYAUCTbIMU MATHAMU, BAPMKO3HbIMU ATUMUYHBIMU BEHAMW, runepTpoduen MArkmx TKa-
Hell U KOCTel C yBenumyeHneM obbema M LNMHbI NOpaxXeHHON KoHeyHocTu. [Jong OMB B cTpyKType BCeX COCYAMCTbIX
Manbdopmaumuit coctasnget 49,6 %. na anarHoctukn JMB ncnonb3ytoT ynbTpa3ByKoByto fonneporpaduio, MarHUTHO-
pe30HaHCHY ToMorpaduio, MynbTUCIUPANbHYIO KOMMbIOTEPHY TOMOrpaduio C KOHTpacTMpOBaHMEM, BOCXOAALLYIO
bneborpaduio. BasokoHTpacTHble MeTOAbI BbISBNAIOT Pa3/IMYHble BApMAHTbl NAaTONOMMU BEH NMOPAXKEHHBIX KOHEYHOCTEN.
[lng oueHKM CoCTOAHMA TNYyBOKMX BEH B HACTOSILEM MCCNELOBAaHMM MCMOMb30BANM BOCXOASLLEE KOHTPACTMpPOBaHMUeE,
TaK KakK OaHHbIM BuA 6onee TOYHbIA M ManosaTpaTHbii. O6cnepoBaHo 200 mauMeHTOB € AMCNNA3Men MarucTpanbHbiX
BEH HWXHMX KOHeyHocTel B Bo3pacTe oT 1 ropga Ao 18 net. OTaaneHHble pe3ynbTaTthl MpoaHanusuposarbl y 108 naum-
€HTOB C BPOX[JEHHbIMW MNOPOKAaMU Pa3BUTUS COCYLOB HUXHUX KOHeYHOCTel. bonbHble 6binn pasaeneHbl Ha 2 rpynnbl:
aMbpuoHanbHbid TN — 70 yenoBek, U deTanbHbld TN — 38 yenosek. [pu Bocxonawen KoHTpacTHoi dneborpadun
y 108 nauumeHTOB C AMcnNasneit MarucTpanbHbiX BEH OblM BbISBAEHbI: TMMO- U OUCNNA3MA CETMEHTOB rNy6oKUX U no-
BEPXHOCTHbIX BEH — 63 %; aTUMMYHOE PACMONIOXKEHNE MOBEPXHOCTHbIX MM TNYBOKUX BEH C HaNM4YMEM BPOXAEHHbIX
nyTen konnatepanbHoro otToka — 30 %; annasusa BeH — 7 %. [laHHble Gneborpadumm TOYHO onpenensT Xxupypruve-
CKYI0 aHaTOMMIO COCYAOB Y BONbHbIX AMCMNNA3Mei MarucTpanbHbiX BeH. [laHHble, NoNyYyeHHble Npu NpOBEAEHMU BOC-
xonawewn dpneborpaduun, npaktuyeckn B 100 % cnyyaeB coBnafalT C MUHTPAONEPALMOHHBIMU AAHHBIMU. ITO NO3BOASET
BblpaboTaTb ONTUMANbHYIO TaKTUKY OMepaLuil Ha BEHAX, U OLHOBPEMEHHO BbIIBUTb MAaTONOMMI0 ONOPHO-ABUTaTENbHOMO
annapara.

KntoueBble cnoBa: cocyanctole Manbdopmaunu; cuHapom Knunnens — TpeHoHe; BeHbl; aHruonorus; gneborpadms.
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Dysplasia of the main veins (DMV) is known by the names of the authors who described this pathology as
Klippel - Trenone syndrome. The clinical picture of Klippel-Trenone syndrome (CTS) in the classical version is
characterized by a triad of symptoms: vascular spots, varicose atypical veins, hypertrophy of soft tissues and bones
with an increase in the volume and length of the affected limb. The incidence of this defect from all vascular
malformations is 49.6%. To diagnose a malformation, ultrasound is used - Dopplerography, MRl and MSCT with
contrast, ascending venography. Vasocontrast methods reveal various options for surgical anatomy of the veins
of the affected limbs. To assess the anatomy of deep veins, we used upward contrasting, since we consider this
species to be more accurate and low-cost. The study is based on the results of examination and treatment of
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200 patients. Long-term results were analyzed in 108 patients with congenital malformations of the vessels of the
lower extremities aged 1 year to 18 years, who were in the angiomicrosurgical department of the Pediatric Medi-
cal University from 2005 to 2015. Patients were divided into 2 groups: the embryonic type — 70 people (of which
42 boys and 28 girls), and the fetal type - 38 people (16 of them boys, 22 girls). In this paper, we analyze the
results of ascending phlebography of the extremities, which is considered the gold standard for examining vein
malformations. Contrast phlebography in 108 patients with dysplasia of the main veins, hypo- and dysplasia of
segments of the deep and superficial veins were detected 63%; atypical location of superficial or deep veins with
the presence of congenital pathways of the collateral outflow 30%, aplasia of the veins - 7%. Conclusions: phle-
bography data accurately determine the surgical anatomy of blood vessels in patients with dysplasia of the main
veins. The data obtained during the ascending phlebography, in almost 100% of cases coincide with intraoperative
data thus allowing the development of optimal tactics of operations in the veins, and also scrutinize the pathology

of musculoskeletal system.

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

BBEOEHUE

Jucrumasus maructpanbHbix BeH (JIMB) m3BecTHa
[0 UMEHAM aBTOPOB, ONKCABIIMX JTAHHYIO NAaTOJOTHIO,
kak cuaapom Kmunmens—Tpenone (CKT). Knmnuue-
ckast kaptuaa CKT B kmaccuyeckoM BapHaHTE XapakKTe-
pHU3yeTcs TpUaaoi CUMIITOMOB: COCYAMCTBIMH MATHAMU,
BapUKO3HBIMU ATUITUYHBIMH BEHaMH, THUNEPTpodueit
MATKAX TKaHEH W KOCTEH C yBelnWueHWEeM oObhema
Y JUTUHBI TIOpaXeHHOW KoHeyHOCTH. CUMIITOMBI, Xapak-
tepuble 111 KTC, oTtMeuarores y Bcex MaleHToB cpasy
xe nocne poxaeHus [1-4, 10-13, 18-20, 27]. Muorue
WCCIE0BATENN CUATAIOT MPUYUHON Pa3BUTUS CHHIPO-
Ma BO3ICHCTBHE Pa3IMYHBIX TEPATOTEHHBIX (DAaKTOPOB.
K HIM OTHOCSTCSI IeKapCTBEHHBIE TIpenaparbl, BO30YIH-
TeNM HHPEKIMOHHBIX 3a00JIeBaHNH, paAualliOHHOE BO3-
JieiicTBre, OBITOBBIE U TIPO(eCcCHOHANBEHBIE BPEIHOCTH.
TeparorenHpie (pakTOPHI MOTYT TIOBPEXKIATH COCYIBI 3a-
poaplma, B Ha (GOPMHUPOBAHIE BEH U OKPY KAIOIITHX
tkanei. KTC mouyTu Bcerma HOCUT CIOPAAUYECKUN Xa-
paxTep, 3TO 03HAYAET, YTO OH Pa3BUBAETCA Y JIFOJEH, HE
MMEFOIINX TI0100HOTO 3200JIeBaHUs B CEMEHOM aHaM-
He3e. BO3HMKHOBEHUE aHTHOOUCIUIA3UM, B TOM YHCIE
n JIMB, 10 cux 1mop ocraercsi HEBBISICHEHHOW U MaJlo-
W3Y4YEeHHOU MpoOIeMOoii.

Juarnoctuka JIMB noBonsHO mpocta. OcMOTp BbI-
SIBJSIET HECUMMETPHYHYIO THITEPTPO(HI0 KOHEUHOCTEH,
WHOTI/Ia TIPHHUMAIONTYI0 ypommuByio (opmy. Knmande-
CKas KapTHHA y MAlMeHTOB XapaKTepH3yeTCsl HAIM4YneM
OOILIMPHBIX COCYAUCTHIX MATEH CUHIOIIHOW OKPACKH, He-
pPEIKO ¢ ManwuIOMaTo3HOW TpaHC(hOpMaIend KOXKHBIX
OKpoBOB. IIsTHa pacnonaratoTcs 1o nepegHeHapyKHOM
WM BHYTPEHHEW MOBepXHOCTH Oezipa U rojeHu. B mpo-
SKIIWH TSITeH 0OHAPYKUBAIOTCS aTUIIMYHBIC BEHBI — Xa-
paKTepHbIN MaTOrHOMOHUYHBINA MPU3HAK HAPYIICHUI Ha
JTare AMOPUOHAIILHOTO Pa3BUTHSI.

OOcnemoBanre W JICUEHWE OTOH TPYIIBI JeTeit
¢ /IMB panuoHanbHO MPOBOAUTH B PAHHEM JIOLIKOJIb-
HOM Bo3pacrte. J[J1s1 IMarHOCTUKU TOpOKa Pa3BUTHUS HC-
MOJB3YIOT YABTPa3ByKOBYIO JOTLIEPOrpad o, MarHUTHO-
PE30HAHCHYK0 U MYJIBTUCIHPAIbHYIO KOMIIBIOTEPHYIO

TOMOTpaIo ¢ KOHTPACTUPOBAHUEM, BOCXOSILYIO (lie-
Oorpa¢uo. Ba3oKOHTPaCTHBIMH METOAAMH BBISBIISIOT
pa3IMYHbIe BapUAHThl XUPYPrHYECKOH aHAaTOMHUU BEH
MOPaKEHHBIX KOHEUHOCcTel [22-26, 28]. B HacTosIei
paboTe aHAIM3UPYIOTCS Pe3yJbTaThl BocXoasuien ¢uie-
Oorpaduy KOHEUHOCTEH, CUMTAIOIIEHCS 30JI0TBIM CTaH-
JapToM 00CJIeJOBaHUsI IIOPOKOB Pa3BUTHUSI BEH.

Lenv uccnedosanusi — W3y4UTh TPU IOMOLIU
KOHTpacTHOW (uieborpaduu OCOOCHHOCTH aHATOMO-
XUPYPTHUECKOTO CTPOCHHS COCYAOB HIKHHX KOHEY-
HOCTEH NpHW JUCIUIa3MM MarucTpPaibHBIX BEH Yy JeTel
B 3aBUCHMOCTH OT THIa M CTEICHM TKECTH 3a0oJe-
BaHMA IS YJIy4YLIEHUs Pe3yJbTaToB JICUCHUS.

MATEPWUANbI U METOAbI

[Ipoananu3upoBaHbl JaHHBIE BA30KOHTPACTHBIX HC-
cienoBanuii 108 manyueHToB ¢ BPOKACHHBIMU ITOPOKAMU
pa3BUTHS COCYIOB HIDKHHUX KOHEYHOCTEH B BO3pacTe
ot 1 roga 10 18 neT, HaXOAUBIIKUXCS B AHTUOMHUKPOXH-
pyprudeckom otaenenun Cankr-IlerepOyprckoro me-
JUATPUYECKOTO MEIULMHCKOro yHuBepcurera ¢ 2005
mo 2015 1. bormeHbBIEe OBUTM pa3delieHbl HA 2 TPYIIIEL:
sMOpuoHaIbHBIN THIT — 70 yenoBek (M3 HUX 42 Malb-
yuka ¥ 28 neBouek) u (eranbHbli THI — 38 uye-
noBek (u3 HUX 16 ManpumkoB, 22 neBouku). OCHOB-
HBIMH KPUTEPHUSAMH KIACCH(PHUKAIMA B COOTBETCTBUH
¢ pekoMmeHmanusaMu [5—8, 10] cayKuau KINHAYECKUEC
nposiBieHus: JIMB: nu3MeHeHus: BHEUIHEro BuJa KOHeY-
HOCTH, YBEIHUYCHHE 00beMa U JTMHbI KOHEYHOCTH, JIe-
(hopMmariysi KOHEYHOCTH, HATMYUE COCYIUCTHIX IISATEH,
BAapPHUKO3HO pACIIMPEHHBIE BEHBI, TSHKECTh, yTOMIIsie-
MOCTH KOHEYHOCTH, 00N Tpy (pr3HUecKnx Harpyskax,
u3MeHenne Tpoduku (tadm. 1, 2).

PentrenoxkonrpactHast ¢ueborpadust Obuia mpo-
BegeHa BceM 108 mamueHTaM C LENbO YTOYHEHUS
AQHATOMUYECKMX W3MEHEHWH MarucTpPaJbHBIX BEH.
st OTICHKW aHATOMUU TITyOOKHUX BEH HCIIOIB30BAIH
BOCXOJIAIIEE KOHTPACTUPOBAHME KaK OoJjiee TOYHBIN
U Mano3arparHbiii Meton. KonTpacTupoBaHue cocyaos
HIKHUX KOHEYHOCTEH TPOM3BOIUIIN TIPH HAIOKEHHOM
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Tabnuua 1 / Table 1

Kpl/ITepVIl/I Onga onpeneneHnda CTeneHn TAaXKeCTU nopaxxeHna 'y neTen ¢ 3M6pl/IOHaﬂbeIM TMNOM AuUcCnnasnun MarncTpasbHbiX

BeH [8, 10]

Criteria for determining the severity of damage in children with embryonic type of dysplasia of the main veins [8, 10]

Crenenb TshkecTH / Severity

Knunnyeckas kapruna / Clinical features

Jlerkas / Minor

1. «'magkue» cocyauctsie nsaTHa / “Smooth” vascular spots
2. ATunu4Hble, SMOPHUOHAIBHBIC 30HBI (B Mpeeiax CerMEHTOB KOHEYHOCTH) /
Atypical, embryonic zones (within limb segments)

CpenHsist — JIONMOJHUTENBHO K Ipe-
JBITYIIAM CUMITOMAM /

Moderate — in addition to the previ-
ous symptoms

3. CuMMeTpHYHOE yBeIMYCHNE OKPYKHOCTH KOHEYHOCTH / Symmetric increase in limb
circumference

4. Hecummerpuunas runeptpodus / Asymmetric hypertrophy
. Byrpucreie cocyaucteie msitHa / Lumpy vascular spots

. Mectusiit IBC-cuanpom / Local ICE syndrome

Tsoxenas — JOIIOJIHUTEJIBHO K IIPEe-
JOBIIYIIMM cumnToMaMm / Major — in
addition to the previous symptoms

. T'urantusm crom, makponaktuius / Gigantism of the feet, macrodactyly
. «Onedanrtunasy» / “Elephantiasis”
9. Koutpaxtypsr / Contracting
10. Hapymenus ¢pynkuuu koneunoctu / Violations of limb function
11. IMopaxeHnue TkaHei IBYX U Oojee KoHeuHocTeil / Damage to tissues of two or more limbs
12. DMOproHaNbHBIE BEHBI PACIPOCTPAHSIOTCS HA BCIO KOHEYHOCTH / Embryonic veins
extend to the entire limb
13. IMopaxenue cocynoB opranoB masoro ta3a / Vascular damage to the pelvic organs
14. Pacnpoctpanennsiit IBC-cungpom / A common DIC is a syndrome

03N W

Kpaiine tsxenas — IONOJHUTENb-
HO K HPEBIIyIINM CHMOTOMaM /
Extreme — addition to the previous
symptoms.

15. Yponyromas runeprpodus koneunoctu / Crippling limb hypertrophy

16. «Benosnsle coTh» Ha roneHu / “Venous honeycombs” on the lower leg

17. TonoBOKpyXeHHE, KOJIJIANTOUHbIE COCTOSIHUA, HOTEPsI COZHAHMS M0CIC KPATKOBPEMEH-
HOM X0ab0BI 03 anmactuueckux OuHTOB / Dizziness, collaptoid states, loss of consciousness
after a short walk without elastic bandages

18. Menena u remarypus / Melena and hematuria

19. Kuctel 1 muMQpaHTHOMBI OPIONTHON MOJIOCTH U 3a0pIONIMHHOTO IPOCTPAHCTBA /

Cysts and abdominal lymphangiomas: cavities and retroperitoneal space

Tabnuya 2 / Table 2

Kputepun gns onpepenenuns CTeneHn TSHKECTU NOPAXEHNS Y AeTei ¢ heTanbHbIM TUNOM AUCMNA3MM MarncTpabHbix BeH [8, 10]
Criteria for determining the severity of damage in children with a fetal type of dysplasia of the main veins [8, 10]

Crenens TspkecTH / Severity

Knnanueckas kaptuna / Clinical picture

Jlerkast / Minor

1. Cocynuctele msiTHa / Vascular stains

2. DKTa3ust THMHYHON (0OJIBIION) TTOKOKHOM BEHBI B IIpeJiesiaX CerMEeHTa, peke — Ha
BceM npotspxeHnn / Ectasia of a typical (large) saphenous vein within a segment, less com-
monly throughout

3. CHMIITOMBI XpOHUYECKOH BEHO3HON HEOCTATOYHOCTU BCTPEUAIOTCS HE TIOCTOSHHO HIIN
oTCYTCTBYIOT / Symptoms of chronic venous insufficiency are not constant or absent

Cpenusis, TsoKenas — JOTOJHU-
TEJIbHO K IIPEABIAYIIUM CUMIITO-
mam / Moderate, major — addition
to the previous symptoms

4. VI3meHeHus pa3MepoB KOHEUHOCTH (MJIMHBI, OKpykHOcTH) / Changes in limb size
(length, circumference)

5. DKTa3us THNUYHOH (O0JIBIIOH TOIKOKHOM) BEHBI HAa BCEM MPOTSDKEHUH (ONpeesieTcs
Bu3yanbHo) / Ectasia of a typical (large saphenous) vein throughout (determined visually)
6. CUMIITOMBI XPOHMYECKOH BEHO3HOW HEJOCTATOYHOCTH BCTPEUAIOTCS OCTOSIHHO / Symp-
toms of chronic venous insufficiency are constant

HaJ| JOABDKKAMU KT'yTe, B HAKJIOHHOM (45°) momoxe-
HUU PEHTICHOBCKOTO CTOJa. BBeneHne KOHTpPacTHO-
TO BEMIECTBA OCYMISCTBISUIM IyTEM KaTeTepU3aIliu
BEH M0 MEIUATHLHOMY Kparo CTOMBI (MCIOJIB3YIOTCS
npenaparel OMHUDNAK, YIBTPaBUCT U 1p.). Y JeTei
C TPYIHOCTSIMU BBINIOJHCHUSI BBEJICHUS KOHTPACTHO-
ro Tpemapara B BEHY HCIOJIB30BaU BHYTPUKOCTHOE

BBeneHue (6 nereit). Ilocne cepum pEeHTTeHOBCKHX
CHUMKOB JXI'yT CHUMAalld, U B BEHY IalleHTa BBO-
AT HEOONBIIOe KOJUISCTBO (DHU3MUECKOTO PaCcTBO-
pa 0,9 % marpus xjopuaa ISl TPOMBIBAHUS BEHBI OT
KOHTPACTHOTO mpernapara. JIUTeabHOCTh TPOIeIyphl
cocrtasisia oT 30-40 ngo 60 MuH, He BBI3BIBasA B Iie-
JIOM Yy TIanreHTa OOJIe3HEHHBIX OIIyIIECHHM.
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PE3Y/IbTATbl U OBCYXXOEHUE

Jucnnasuss MarucTpalbHBIX BEH AIMOPHOHAIBHOTO
THIa ObIJIa TUATHOCTUPOBAHA y 74 MaleHTOB (YIUTHI-
Basl JKano0bI, 0COOEHHOCTH BHEIIHErO BUAA M JaHHEIE
Ba30KOHTPACTHOTO HCCIEAOBaHUs), Yy 38 MaIMeHTOB
ATUITNYHBIC BEHBI OTCYTCTBOBAIU, YTO CBUIETEIHCTBO-
BaJIO O Pa3BUTHH 3a00JeBaHUs B (DETATHHOM IEPHOIC
paszBuTHs (Tadm. 3, 4).

2KanoOwl manueHToB ¢ QuCIIa3ueil MarucTpaibHbIX
BEH, BHE 3aBUCUMOCTHU OT TUIIA U CTEIICHU TSHKECTH 3a-
OoseBaHus, paselieHbl HAMHU Ha JBE TPYMIBL: C OOMs-
MU B TopakeHHOW koHedHocTH (91,4 %) m 4yBcTBOM
TSOKECTH B TIOpakeHHOU koHeuHocTH (8,6 %). YacTo-
Thl BCTPEYAEMOCTH YyKa3aHHBIX JKajo0 B 3aBUCUMO-

CTH OT CTEICHU TSDKECTU 3a00JICBaHUS MPEJICTABICHBI
B TaOI. 5.

Ilpu omenke manHBIX (edorpadbum y 22 merei
C JICTKOH W 55 — CcpemHell CTeNeHbI0 TSDKECTH ObLTH
BBISIBJICHBI HE3HAYUTEINIbHBIC TPU3HAKU JMCIUIA3WH,
B OCHOBHOM JIOKaJIbHbIE Cy>KeHHsl BeH. Y 10 mauuen-
TOB HaOIOAIN YMOPHOHAIHLHBIE BEHBI B IMPOSKITUH KO-
JICHHOTO CYCTaBa W MO TIepeTHEHAPY>KHOW MTOBEPXHOCTH
oeapa. Co CTOPOHBI MOJB3/OIIHBIX BEH MMATOJIOTHH HE
BBISIBIICHO, OHH OBLIM TIPOXOIUMBI, KaK U HIDKHSS TT0J1ast
BEHa, Ha BCEM NPOTSHKEHHU; KIIallaHbl B THIIMYHBIX Be-
HaX UMENMCh B OONBIIMHCTBE CIyYaeB U HE BU3YaIN3H-
POBaJIMCh TOJBKO B SMOPHOHAJIBHBIX BeHaxX. [laroiorun
MOYEK Ha yporpamMmax HE BBISBJICHO.

Tabnuuya 3 / Table 3

Konunyectso naumeHTOB € AMcnnasvent MarmcTpanbHbiX BEH HUXXHUX KOHEYHOCTEN 3MOPUOHANBHOIO TMNA
The number of studied patients with dysplasia of the main veins of the lower extremities of the embryonic type

CTeneHp TSKECTH / Bceero /| Manpuuku / | JleBouku / Jlesas ITpasas Jsycroponnee
Severit Total Bovs Girls KOHEYHOCTB / KOHEYHOCTB / nopakeHue /

verty Y Left limb Right limb Bilateral defeat
Jlerkast / Minor 7 3 4 5 2 -
Cpennsist / Moderate 24 13 11 10 13 1
Tsoxenas / Major 24 15 4 11
Kpaiitne tsxenas / Extreme 15 11 3
Bcero / Total 70 42 28 22 33 15

Konnuectso naumeHToB C AMCNIA3MeN MaruCTpasbHbIX BEH HUXKHUX KOHEYHOCTeN GeTanbHOro Tmna
The number of studied patients with dysplasia of the main veins of the lower extremities of the fetal type

Tabnuua 4 / Table 4

CremneHpb TsKeCTH / Bceero /| Manpuuku / | JleBouku / Jlesas Hpasas ABycToponHee
S it Total B Girl KOHEYHOCTH / KOHEYHOCTb / nopaxxeHue /
everity o oys s Left limb Right limb Bilateral defeat
Jlerxas / Minor 7 2 5 3 4 -
Cpennsist / Moderate 29 13 16 17 10 2
Tsokenas / Major 2 1 1 1 1
Bcero / Total 38 16 22 20 15 3

CybbeKTMBHbIE anobbl MALMEHTOB C AMCMIA3MEN MArMCTPasbHbIX BEH 3MOPUMOHABHOIO THMNa
Subjective complaints of patients with deep vein dysplasia of embryonic type

Tabnuua 5 / Table 5

CrerneHp TspKeCTH 3a0osieBanus / Severity
Kano6er / Complaints nerkas / cpenusis / Takenas /| kpaiine Taxe- | AToro / Total
minor moderate major nasi / extreme
n % n % n % n % n %

Bonu B TOPKEHHOM KOHETHOCTH / Pain in the B B 17 293 29 50 7 12.1 53 014
affected limb
YyBCTBO YCTAJIOCTH B TIOPAKEHHONW KOHEUHO- 5 2.6 3 3 B B B B 5 3.6
ctu / The sense of fatigue in the affected limb ’ ’
HUroro / Total 5 8,6 17 29,3 29 50 7 12,1 58 100
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B rpymnre manueHTOB ¢ TSKEIOW CTENEHBIO II0-
pakeHuss B 14 HaOmIONEHUSX B MEKKOCTHOM IIpOMe-
JKyTKE TOJICHU BBISBISICS BCETO OIWH MarucTpalb-
HbIi my4yok. B 7 ciydasx OTMeEY€Hbl JIB€ TpPYyINIIbI
BeH roneHu. Y 1 mamuweHTta manoOeproBasi rpymma
ObLIa TpefcTaBlIeHa ABYMs COCyIaMH, a 3aaHeOepiio-
Basg — onmHUM. Pexke oTMmedanachk rumorurazus (1 ma-
IIEHT), a y 2 JeTed — arura3us OeIpeHHOW BEHEI.
CenanuiiHasi BeHa BbIsBICHA y 1 OOJBHOTO TSIXKEIOM
CTCIICHBIO TOPAXKCHUS, OAHOBPEMEHHO CeJaJINIIHAs
W JlaTepanbHas SMOpHOHAIIbHAS BEHBI — Yy 4 nmereit
(mo 2 wHaOmrofieHWs B JaHHOW Tpymre). Y OCTalbHBIX
JIeTel — TOJIBKO JIaTepasibHbIe SMOPHOHAIBHBIE BEHBI.
Y OGONBIIMHCTBA MAIIMEHTOB OTTOK KOHTPAaCTHOTO Be-

IeCTBa U3 TIyOOKUX BEH TOJICHW MPOUCXOAMI TIO AM-
OpHOHATBHBIM M TUMUYHBIM (OONbBIIAsS W Manas TMoJ-
koxHBIe) cocymam. [locie mpoBenenus ¢uedorpadun
BCEM TMaleHTaM ObLIM CETaHbl CHUMKH IOYEK Ha
7-10 u 25 muH. Y 3 OOJIbHBIX BBISBICHA ITHEIIOIK-
Ta3us MOYCK.

ImyOokast BeHO3Hass cuctema y OONBHBIX KpaiiHe
TsDKeNon crereHpro (puc. 1, 2) cdopmupoBana wu3
MaTOJIOTHYECKOr0 3MOPHUOHAJILHOIO BEHO3HOro Oac-
ceiiHa ¢ 00pa30BaHUEM THIIOIUIA3MPOBAHHBIX CTBOJIOB
nepeaHeil 0onbiedepIioBoil BeHbl. BeHo3Has cucre-
Ma TOJICHH B OOJBIIMHCTBE CIIy4acB MPEJCTaBICHA
BapUKO3HO «TPAHCPOPMUPOBAHHON» SMOPHOHATHLHOM
BeHOW. Manas noakokHas BeHa (v. saphena parva)

Puc. 1. Naument I.C., 5 net, anarHos: «ucnnasmsa MarucTpanbHbIX BeH NPaBOi HUXKHEN KOHEYHOCTU, SMOPUOHANbHBIN TUM, TAXKENas
creneHb. PacnpoctpaHeHHble 6yrpucTbie cocyaucTble NATHA. YAAMHEHUe NpaBoi HUXKHEW KOHeYHOCTM Ha 2,5 cM. KomneH-
CaTOpHbINA CKONKMO3»; d — BHELWHWIH BUA, b — Bocxoasiee KOHTpacTUpoBaHue

Fig. 1.

Patient G.S., 5 years, diagnosis: “Dysplasia of the main veins of the right lower extremity, fetal type, severe degree.

Common tuberous vascular spots. 2,5 cm extension of the right lower limb. Compensatory scoliosis»; a - appearance,

b - phlebography

‘a b
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Puc. 2. Naument K.B., 2 roaa, amarHos: «[ucnnasma MarucTpanbHbIX BEH 06eMX HUKHUX KOHEYHOCTEN, SMOPUOHaNbHbIN TUM, KpaitHe
TAXKenasa CTeneHb»; a — BHEWHuM Bua, b — Bocxoasawas ¢pneborpadus, ¢ — eAMHCTBEHHas 3MOpUMOHaNbHAs BeHa B NOA-

KONIEHHOM CerMeHTe
Fig. 2.

Patient K.V., 2 years, diagnosis: “Dysplasia of the main veins of both lower extremities, fetal type, extremely severe de-

gree”; a - appearance, b - ascending phlebography, ¢ - the only embryonic vein in the popliteal segment
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n Oonbimas mogkokHas BeHa (v. saphena magna)
B JJaHHOM CEIMEHTE HE KOHTpacTupoBaiuch. lloxko-
JIEHHBIH cerMeHT (V. poplitea) OB BBISABICH B 4 Ha-
OJFOZICHUSIX, PE3KO TUTIOIUIA3UPOBAHHEIN (110 4—5 MM),
B OJTHOM CIllyyae — aHEBPU3MATHYCCKH M3MEHECHHBIMH.
B ocranbHbpIX HaOMIONEHHUSX B MPOCKLUMH MOAKOJICH-
HOT'O CErMEHTa BM3yaJU3UpOBajach 3MOpPUOHAIbHAS
BeHa. benpennas Bena (v. femoralis) B 4 HaOmoneHIIX
OblIa CyXEHa, B OCTAIBHBIX — B MPOCKIMU OelpeH-
HOW BEHBI BH3yaJU3UpOBajach dMOpHOHAIbHAS BEHA,
BIIQ/IAI0MIAs B MOAB3AOIIHBIE cocynbl. [Ipu obcnenosa-
HUU TIOAB3IOMIHBIX BeH (V. iliaca communis) y 4 ma-
[UCHTOB KOHTPACTUPOBAHHUE JTHUX COCYJIOB HE OBLIO
MOJIy4YeHO (aria3usi), B OCTAJIbHBIX HAOIIONCHUAX OHH
ObUTM MIPOXOIUMBI Ha BCEM NMPOTSDKEHWU € MPHU3HAKa-
MU JUcIUIa3ud (runomiasus). HuwxHAs monmas BeHa
(vena cava inferior) Oplma mpoxomuma. KiramaHbl He
BU3YaJM3UPOBAINCH HA BCEM MPOTSHKEHUH MOPaXKEeH-
HOI KOHEYHOCTH.

Jucruiasusi MarucTpajbHBIX BEH SBISICTCS Hau-
Oomee 3HAYMMON TIPOOIEMON MHPOBOW aHTHOJO-
rud. HecMoTps Ha HHU3KYI0 4acTOTy BCTPEYaEMOCTH
(10-20 % cpenu Bcex aHTHOAMCIUIA3MIA), OHA MOXKET
BBI3BATh MOTEPI0 KOHEYHOCTH, & B HEKOTOPBIX CIyda-
X CO3AaTh yrposy Ui ku3HU. 1o naHHBIM 3apyOex-
HBIX aBTOPOB, AWUCIUIA3US MarucTPabHBIX BEH MOXKET
BCTPEUAThCsl KaK HAa BEPXHUX, TaK M HA HIKHUX KO-
HeuHocTsx [30]. OnHako Hambosiee yacTasi JOKaju3a-
LUl — HWKHUE KOHEYHOCTH (TOmo0HAast JOKaIu3aLus
BcTpedaercs B 70 %). Kinunuueckass kapTuHa mnamu-
CHTOB C JUCIIa3MEed MarucTPaJbHBIX BEH 3aBHCUT OT
JIOKaM3alud U 00beMa IMaTOJOTHYECKOT0 BEHO3HOTO
OacceifHa W BapbUpyeT OT ACHMITOMHBIX BapUaHTOB
JI0 TSKEIBIX OPAKCHUH ¢ BBIPAXKEHHBIM MATOJIOTHYe-
CKUM cOpOCOM M IIPOSIBICHUSMH CEp/IeYHON HeqocTa-
TOYHOCTH. JlmarHocTuka m oOcienoBaHHE Ha MEPBOM
JTare MOTryT ObITh OOecIieueHbl HEMHBA3UBHBIMU WITU
MaJIOMHBA3WBHBIMH METOAAMHU — AYIUIEKCHBIM CKa-
HUpoBaHueM, uedorpadueit, MarHUTHO-PE30HAHCHON
Tomorpadueit u anruorpadueii, KOMIbIOTEPHOW TOMO-
rpadueit nwim anruorpadueii. B 3apyOexxHON JuTepa-
Type MPEIIOYTeHHE OTAACTCS YAbTPa3ByKOBOW M Mar-
HUTHO-pe3oHaHcHol Tomorpadguu B 80 % [21, 29].
Ho nna onpeneneHusi miaHUPYeMOTO XUPYPTrUUECKO-
IO WJIM 3HJOBACKYJIIPHOIO 3aKPBITUSI aHOMAJIbHBIX BEH
HCTIONB3YIOT (heborpaduro.

[Tpu xonTpactHol ¢nedorpadun y 108 mamueHTOB
C JMCIUTa3uell MarucTpalbHBIX BEH OBUIM BBISBIICHBI:
* TIpH JIETKOW U CpelHEH cTeneHsxX TshkecTH ((eTas-

HBI 1 SMOPHOHABHBIN THIT) — THIIO- M JUCIUIA-

3Msl CETMEHTOB DIITYOOKMX M ITOBEPXHOCTHBIX BEH

B 63 %, aTUNMYHOE paclOJIOKEHHE MOBEPXHOCT-

HBIX WJIM DIyOOKHX BEH C HAJMYUEM BPOXKICHHBIX

MyTel KoyarepaibHoro orroka — B 30 %;

* IIPH TSDKENBIX M KpaliHe TSKeIbIX popMax 3MOpHo-
HAJILHOT'O TUIIa — arJia3us BeH B 7 % (cenanuiiHas
nesuanust — 3 %).

Pesynprarer Hameir paboThl COBMANAIOT ¢ MHEHHEM
3apyOeKHBIX aBTOPOB, KOTOPHIC pelIalolee 3HaYeHHE
B OIIPENENICHUN XapakTepa M JIOKATM3alUK MaTolOruu
IIPY AWCIUIA3USIX MAarucTpajbHBIX BeH OTAAOT (hredo-
rpaduu [15-17], KOTOpYIO BBITIOIHSIOT B OTICIICHUH
PEHTTCHONIOTHYECKUX UCCIICIOBAHNUH CIICIMATN3HPOBaH-
Horo yupexaenus [9-11, 14, 15]. IIpu npoBeaeHun KoH-
TpacTHOW (redorpaduu OCIOKHEHHH HE OTMEYaJoCh.

Pesynbrarel mccnenoBaHus MOKa3bIBAIOT Oe3omac-
HOCTb HCIIOJIb30BaHUsI Ba30KOHTPACTHBIX METOAOB MC-
cienoBanus y nereil. dnedorpadust MO3BOISET TOYHO
BH3YaJIM3UPOBATh XUPYPIUYECKYI0 aHATOMHUIO COCYIOB
y OOJIBHBIX AMCIUIA3UEH MarucTpasibHBIX BeH. [laHHbIe,
TIOJTYICHHBIC TIPH TIPOBEACHWHM Bocxomsmei diebo-
rpadun, npaktudecku B 100 % ciyuaeB coBmajaror
C TEMH, KOTOPBIC BBISBISIIOTCS MPH MPOBEIACHUU OTIe-
paruBHOro BMemaresnbcTBa. [Ipu stom ¢uedorpadus
TaKXXe I103BOJIAET BBIABUTH IATOJOTHUIO CO CTOPOHBI
OIIOPHO-/IBUTATEIILHOTO alIapara.

Jleduenue OONBHBIX JMCIUIA3MEH MarucTpabHBIX
BeH (BPOXXICHHBIM MOPOKAMH pa3BUTHS COCYIOB)
JOJDKHO TPOBOIUTHCS Ha 0a3ze MHOronpoQHILHBIX
OOJIBHUIL, UMEIOLUIMX B CBOEM COCTaBE CIELUAIN3U-
POBaHHbIE aHTMOMHUKPOXUPYPIHUECKUE OTAEIEHUS.

BblBO bl

1. OCHOBHBIMH JKaJ00aMH TAIMEHTOB C MWCILIa-
3Well MarucTpaidbHBIX BEH, BHE 3aBHCHUMOCTH OT THIA
W CTeleHH 3a0ojeBaHUs, ObUTH OONMM B TOPAKECHHOU
koHeuHOCTH (91,4 %) 1 4yBCTBO TAKECTH B MOPaKEH-
HOU KoHe4YHOCTH (8,6 %).

2. Ilpu nerkoil U cpeHed CTENEHSIX TSKECTU THIIO-
IUTa3usl W JINCIDIA3Wsl CETMEHTOB TIIYOOKHX W TIOBEpX-
HOCTHBIX BEH (PETATBHOrO W AMOPHUOHATIHHOTO THIIOB
oOHapyxeHa B 63 % ciyuaeB, aTUITUYHOE PACIIONIOKECHUE
ITOBEPXHOCTHBIX WM DTyOOKHMX BEH C HAJIMYHUEM BPOXK-
JIEHHBIX ITyTeH KoutareparbHOro ortoka — B 30 %.

3. Ilpu TSXKENBIX U KpaHE THKENBIX (popMax IHcC-
IUIA3UU MarucTpalibHbIX BEH SMOPHOHAIBHOTO THIIA
amyiasusi BeH oOHapykeHa B 7 %, cemaiMiIHas JCBU-
anust — B 3 %.
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