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B cmamve npedcmasnen knunuueckull ciyuail 8pOHCOCHHOU apmepuo8eHo3HoU oucniasuu — cunopoma Ilapxca
Bebepa-Pybawosa npasou nudicheu koneunocmu. Onucamsl 0COOEHHOCMU €20 KIUHUYeCKOU KAPMUHbL U MpyOHO-
cmu ouaenocmuxu. Iloouepkusaemces, umo cunopom Ilapkca Bebepa-Pybawioea omuocumcs Kk peOko ecmpeyaemvim
BDOANCOCHHBIM 3A00J1e8AHUSIM COCYOUCMOL CUCMEMbL, 8 Psie CIVyYae8 ¢ OMCYMCMEUeM MUNUYHBIX Ol He20 KIUHU-
YeCKUX NPOSIGIEHULL U COUeMaiowuiics ¢ Opy2otl namonozueil 6eH. OnmumanrbHbiM MemoOoM OUACHOCIUKU OAHHO20
CUHOPOMA ABNAEMCA PEHMEEHOKOHMpAcmHuas apmepuozpadusi. B kauecmese padukanvnozo memooa e2o aevenus 060-
CHOBAHA Onepayusi OMKPbIMO20 pA300WeHUs. APMEPUOBEHOZHBIX DUCMYIL.

Knrueswte cnosa: cunopom Ilapkca Bebepa-Pybauiosa, enosnvie an2uoOUcniasull, apmepuoseHosHole gucmy-

JIbl, onepayus pasooweHus apmepuo8eHOHbIX CeUlYell.

Cungapowm Ilapkca BebGepa oTHOCHTCS K TpyIIe
BEHO3HBIX aHTMOIUCIUIA3UH — BPOXKIEHHBIX I1OPO-
KOB pa3BUTHA Nepru(epruuecKoil COCyaNCTOH crucTe-
MBI, XapaKTEePU3YIOIIUXCSl HATMYNEM KalUIIPHBIX
Masib(opMannii 1 apTepUOBEHO3HBIX (PHUCTYI.

[lepBble ynomMuHAaHUS 00 apPTEPHUOBEHO3HBIX
¢uctynax BcTpewarorcs B smteparype XVIII B.
n cBs3anel ¢ mMmerem J. Hunter (1737 1.) [1].
B 1907 r. I1. Bebep (P. F. Weber) omybmukoBan
CBOM JJaHHBIC, OOBEJMHUB ONMCAHHBIH paHee CHH-
npom Kimnmens-TpeHone u Bce 3aboneBaHus
CO CXOAHBIMH MpPU3HAKAMH B OJHY TpYIIY.
B 1918 r. aBTOp yCcTaHOBUIJ Y YaCTH TaKUX MaLUCH-
TOB HAJIMYHE apTEPHOBEHO3HBIX aHEBPHU3M [2, 3, 4,
5]. B 1928 r. 6enopycckuit xupypr C. M. Pybamios
O0OHApYKUIT Yy JIUIL C TIEPEUNCICHHBIME BBILIEC CHM-
NTOMaMH MHOXXECTBEHHbBIC apTEPHOBEHO3HBIE COY-
CTbsI ¥ BBICKa3aJ MPEAINOJIOKECHUE, YTO OHH SIBIIS-
I0TCS] IPUYNHON BO3HUKHOBEHMS HapyILEHUH, 000-
3HaYeHHBIX UM KaK macrosomia partialis congenita.
B cBs3m ¢ »TM B nuTeparype Hambojee dacTo
BCTpeYaeTcs Ha3BaHUE CHHAPOMA, 00YCIOBICHHOTO
BPOKJICHHBIMUA apTEPUOBCHO3HBIMH CBHIIAMH, KaK
Oosesns [lapkca Bebepa-PyOamosa [1, 6].

Kanwspasle Manbdopmanuyu Opu CHHAPOME
[Tapkca Bebepa-PybamoBa B OOJBIIMHCTBE CITy-
YaeB TPEACTABIAIOT CO0O0W OONBIINE W TIJIOCKHE
KOJKHBIE TISITHA PO30BOTO I[BETa. APTEPHOBEHO3HBIE
¢duCTyIBI, KaK MPAaBUIIO, MHOKECTBEHHBIC, PA3HOTO
nuaMetpa u GopMmel. B 3aBUcHMOCTH OT nuamerpa
pasnn4aroT MakpohucTysl 1 MUKpoductysl. [lo-
CJIEZIHAE BBISABISIIOTCA TOJBKO NPH MHMKPOCKOIIH-
YECKOM HCCJICIOBAaHUM TKaHEH KoHewHocTH [7, §].
ApTepHOBEHO3HBIE (HCTYIIBI YAIlle PACTIONATaIOTCS
B 00JIaCTH MMOBEPXHOCTHOMN OSJIPEHHOM U ITOAKOJICH-
HOU apTepuH, 1Mo XoAy OoJbIeOepLoBOH apTepHu.
3HauyuTeNbHAs YacTh apTEPUANbHONW KPOBH MpHU
HQJIMYMU CBHULICH IOCTyHaeT B BEHO3HOE PyCIIo,
MUHYS KalTHJUIIPHYIO CETh, YTO MPUBOIUT K KUCIIO-
POIHOMY TOJIOZAHUIO TKaHEH M HApYIICHUIO B HUX
oOMeHHBIX TporieccoB. COpoc aprepuaibHOU Kpo-
BU Yepe3 apTepHOBEHO3HBIE CBUIIN 00yCIaBIUBACT
MOBBIILICHUE JaBJICHNUS KPOBU B BEHaX, HOCTEIIEHHO
YBEJIMUMBACT Harpy3Ky Ha CEpALE C €ro pacliupe-

HUEM U IEKOMIIEHCALNEN CepAeYHON 1eATEIBHOCTH
[9].

OKOHYATENbHO TPUYUHBI Pa3BUTUS CHHAPOMA
[Mapkca Bebepa-Py0aiioBa He ycTaHOBJICHBL Psin
aBTOPOB paccMaTpHUBAIOT €ro Kak pe3yjbTaT My-
tauid B reHe RASA1, koTopslil konupyer Oenok
p120-RasGAP, yuyactByromuil B nepegadye XUMH-
YECKUX CHTHAJIOB M3 BHEKIETOYHOIO MPOCTpPaH-
CTBa K s/Ipy KJIETKH. BMecTe ¢ Tem, KakuM HMEHHO
00pa3oM 3TH W3MEHEHUS MPUBOIAT K crieruduyie-
CKHUM COCYAMCTBIM aHOMAJIUSM Y JIUL C CHHIPOMOM
[Tapkca BeOepa-Py6amosa, e ycranosneno [1].

KnunHnueckass cuMnToMaTuka — 3a0oJeBaHUS
MIPEJCTaBJICHA yIIMHEHUEM HIKHEH KOHEYHOCTH U
runepTpoduell ee MITKUX TKaHEH, HATMYUEM BapH-
KO3HO-pPacIIMPEHHBIX MOBEPXHOCTHBIX BEH Ha KO-
HEYHOCTH, HEPEJIKO MYyJIbCUPYIOUINX. Y MalUeHTOB
OTMEeYaeTcs MOBBILIEHNE TEMIIEPATy Pl KOKHU Hopa-
JKEHHON KOHeuHocTH. Hax MecToM pacnonoxkeHUs
apTEPHOBEHO3HBIX COYCTHH TIpH ayCKYJbTallUH
BBICITYIIIUBACTCSl HEMPEPBIBHBIN CHCTOJIO-AHACTO-
mudeckuit mym [10, 11, 12]. Hapymenuss mMuxpo-
LHUPKYJSIUY, CBSI3aHHBIE C PErMOHApHBIMH Te€MO-
JUHAMHUYECKUMH paccTpoiicTBaMu, B OOJIBIINHCTBE
CJIydaeB MPUBOJAT K 00Pa30BaHMIO KPOBOTOYALIMX
3B M HEKPO30B B JUCTAJIBHBIX OTAEIaX KOHEYHO-
creil. Hepenko orMeuaercsi TMIEPTPUXO3 U TUIIEP-
TUAPO3 Ha cTole U rosenu [1, 6, 13].

Jleuenne cunapoma llapkca Bebepa-PyGamosa
XUPYPTUUECKOE U 3aKJII0YaeTCsl B Pa300LICHUH ap-
TEPUOBEHO3HBIX CBUILEH WIN UX 3HI0BACKYJISIPHOM
smbOonm3anuu. OIHAKO B PsIE CIIyIaeB Jake mepe-
BS3Ka HECKOJBKHUX KPYITHBIX COYCTHH HE TapaHTH-
PYET XOpOIINX pe3yJIbTaTOB, TaK KaK B MOPAKEHHOM
KOHEYHOCTH OCTAIOTCSI MHOXKECTBEHHbBIE MUKPO(H-
CTYJBI, SABIAIOUIMECS NPUYMHOM pPELUAMBOB, YTO
TpeOyeT MOMCKa HOBBIX CHOCOOOB HMX JeueHHus [9,
11, 14, 15].

B paccmarpuBaemom ciydyae nanumeHt T,
1995 rona pokaeHHsI, TOCTYNUI B IJIAHOBOM IIO-
psaake B otaenenue rHorHoi xupypruu ['OKbB c
Kano0aMM Ha HaJIMYUe AJTUTEIBHO HE 32)KUBAIOLICH
Tpo(hUUIecKO SI3BBI HA TOJICHHU TIPaBOil HIDKHEH KO-
HEYHOCTH, YyBCTBa 3yJa B 00JIACTU SI3BBI, TKECTh
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B TIPABOM TOJICHH ITOCIIe OOBIYHOHN (PU3NUECKOI Ha-
rpy3ku. Cunraer ce0s1 O0THHBIM B TEUCHHE ITOCIICI-
Hux 11 MecsIes, Kor/a nocie nojgydeHnus TPaBMbI B
ObITy mpaBo# ronieHu (yaap) B €€ HIKHEH TPETH Ha
MEMAIbHON IOBEPXHOCTH 00pa30BajcCs paHEBOM
nedekt 2x2 cMm. HecMoTpst Ha TPOBOJIMMBIE pery-
JISIPHBIE TIEPEBS3KH C pa3HBIME IIperapaTtaMu (XJop-
TeKCHUIUH, Ma3b COJIKOCEPHI), dTOT Me(EeKT mocTe-
MIEHHO YBETHUYMBajcs B pazmepax. Uepes 2 mecsma
OT MOMEHTa TPaBMBbI IIPAaBOl TOJIEHU JTOTOIHUTEb-
HO o0Opa3oBajach s3Ba Ha MEPEIHEH MOBEPXHOCTH
HukHed TpetH rojeHu. C nuarnosom: 187.0. Iloct-
TpoMOOGhICONTHISCKIA CHHAPOM, CTATUs IEKOM-
TIEHCAINY BEHO3HOW TeMOJANHAMUKH, TPOpUIECKHe
SI3BBI IPABOI T'OJICHU, TTAIIUCHT JICYHIICS aMOyIaTop-
HO W CTallMOHApHO 10 MECTY >KUTENIbCTBA, € eMY
JBKIBl C MHTEPBAJIOM B 2 MeECSIla BBIIOIHSIACH
Oe3ycIienHas ayToJIepMOTIIacTHKa s13B. BBuy 0€3-
YCHENTHOCTH TIPOBOIUMOTO JICYSHHUS TAIIMEHT OBLT
KOHCYJIbTHPOBAH COCYJMCTBIM XUPYPTrOM, KOTOPBIH
peKoMeHI0Ba BhITIoNTHeHHEe Y3 coCy10B HUKHIX
KOHeuHocTel. [Ipu ero BBINOJIHEHUH YCTAHOBJIEHO
HAJIMYUE PACIIMPEHUS CTBOJIA OOJBIION IMOJIKOXK-
Hoii BeHb! (BIIB) Ha roneHun, Oorbliie BhIpaKEHHOE
B ee cpemHeil Tpetn. ['myOoKMe BEHBI TIPOCIIEHKH-
BaJIICh HAa BCEM MPOTSHKEHWH C COCTOSITENBHBIM
KJIanmaHHbIM  ammaparoM. g goobcienoBanus u
JieYeHHs MAMEHT ObUT TOCIHUTAIN3UPOBAH B OT[e-
nenue rHoiHoM xupyprun Y3 «I"'OKby. IIpu nocry-
TUIEHUU 00I1Iee COCTOSHUE TalMeHTa YIOBIETBOPH-
TenpHOE. ApTepranbHoe gaBienne — 120/80 MM pT.
CT., IyNb¢ — 72 ymapa B MUHYTY. JKXUBOT MATKHHA,
6e300s1e3HeHHBIN NpU nanpnanuy. [IpaBas rojxeHu
oreuHa. Ee o0bem B cpenHell TpeTu Ha 2 cM Ipe-
BBIIIAET 00BeM JieBOi rojeHu. KoXKHbIE MOKPOBBI
CpeIHEHN U HUKHEH TPEeTH IMPABOU TOJICHU MPEUMY-
MIECTBEHHO TIO0 TIepeIHe-MeINaIbHON TTOBEPXHOCTH
IHaHOTUYHEI. Bu3yansno mpu Y3U anru-
OCKaHMPOBAHMM OIIpeNIeNsIieTCs pacIiupe-
Hue ctBosa BIIB Ha ronenu. IlogkoxHbie
BEHBI B [uaMeTpe 1 cM, JIeTKO cragaroTcs
MIpH TaJbIAIMA | HE COAEpKaT TPOMOOB.
Ha wmenumanbHON TOBEPXHOCTH HHUYKHEU
TPETH TPaBON TOJIEHU MMEETCS Tpoduye-
ckas s3Ba  pasmepoMm 3%x3x0,5 cm. Tpo-
¢uueckas s3Ba HECKOJIIBKO MEHBIIMX pa3-
MepoB (2x4x0,5 cM) oKanmuzyercss Ha
MepeaHel MOBEPXHOCTH HWKHEH TPEeTH
rojieHd. SI3BeHHbIE Ae(PEKTHI C y4acTKaMH
HEKpOo3a IO KpasM, MOKPHITEl (HPHOPHHOM.
KoxHbIe TOKPOBEI B OKPY>KHOCTH SI3B Ma-
LepupoBaHbl. BbIcTaBineH mpenBapuTesb-
HBIA auardos3: 177.3 Meleunast 1 coequ-
HUTENLHOTKAHHAS JUCIIIA3usl  apTepUid:
apTepHOBEHO3HBIC CBUINM TPABOI TOJEHH
(cuampom Ilapkca BebGepa-Py6armmosa),
TpoUyeCcKue SA3BbI MpaBoit rojeHu. [lanu-
EHTY BBINOJIHEHO Y3 OopraHoB OprOIIHOM
nosnioctu. [ledeHp — pa3meprl HEe yBenuye-
HBI, KOHTYPBI POBHBIE, dXOCTPYKTypa Of-
HOpOJIHASI, MEITKO3EPHUCTAs!, YXOT€HHOCTh
MapeHXUMBl B HOpME, OYaroBBIX 00pa3o-
BaHUM HET. BprolHOW OTAeN aopThl — Ha
ypoBHe Oudypkammu 17 mwm. YKemuHsrid
My3bIpb HE YBEIUYEH, CTCHKU HE YIUIOT-
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HeHbl. BHyTpuHIle4eHOUHbIE TIPOTOKK HE pacIinpe-
Hel. [lompkenynounas xeneza mo ¢opme U pasme-
paMm coxpaHeHa, KOHTYpPbl POBHBIE, IXOCTPYKTYypa
OJIHOpPOJIHAs,, XOIeHHOCTh B HopMe. BupcyHros
npoToKk He pacmmped. [IpomsBenena OeapeHHas
MyHKIIMOHHAs PEHTTEHOKOHTPACTHAs apTepuorpa-
¢usa cupaBa. YCTaHOBIIGHO, YTO apTEpPUH IPaBOit
HIDKHEH KOHEYHOCTH 0e3 cTeHosupoBaHusA. Ha ro-
JIHW ONpeJeNseTcss apTepHOBEHO3HBIN cOpoC B ee
BEpXHEW W CpeAHeH TpeTH W3 3aaHer Oosbiebep-
ool aprepuu (36BA) B BIIB. I'myOokue BeHbI
TOJICHW HE KOHTPACTHPYIOTCSA. YUUTHIBAS KAIOOHI,
aHamMHe3 3a00JIeBaHUs, PEe3yNbTaThl (DU3UKAIBHO-
TO0 OCMOTpa, Ja0OpPaTOPHBIX M MHCTPYMEHTAIBHBIX
METO/IOB 0OCIICIOBaHMSI, BBICTABICH KIMHUYCCKUN
nuarno3s: 177.3. MuleuHas ¥ COeIMHUTEILHOTKAH-
Hasl JUCIUIa3usl apTepHil: apTEPUOBESHO3HBIC CBUIIIN
npaBoi ronenu (cuaapom [lapkca Bebepa-Pyoario-
Ba), TpopUIECKHUE SI3BHI IpaBoi rojeHu. Ilamment
OTIEpUPOBaH.

B xone omepainuu U3 TUIMIUYHOTO MEAMAIHLHOTO
nocryna Belsienena 3bbA B cpenneii n HuxHeN Tpe-
TH TipaBoii TosieHn. Ha 3ToM ypoBHe Mexay Oepio-
BbIMU BeHaMH U 3bBA oOHapyskeHbl, epeceyeHbl 1
nepeBsi3aHbl 4 apTepPHOBEHO3HBIE (PHCTYIIBI TUaAMe-
TPOM 110 2 MM U 6 apTEpUOBEHO3HBIX (DUCTYIT MCHb-
mero quamerpa. OO0HapyKeHBI TAKKE ABE (DUCTYITBI
B nuametpe 10 3 mm Mexay 3bBA u BIIB B Bepxueit
W HWXKHEW TpeTH royieHu. Bee (ucTyibl B3sThI Ha
32KUMBI, TIepeceueHbl W TepeBsA3aHbl (CKeleTH3a-
must 3bBA Ha mporsbkenuun 20 cm). Ilpu mampHei-
el peBU3UKM B HUKHEN TPETU TOJIEHU B MPOEKIIUHU
MEIUAIBLHO PACIONIOKEHHOW TPOPUUECKON S3BBI
oOHapyKeH KpYNHBIA BEHO3HBI mNepdopaHT aua-
MeTpoM 1.5 cM Mexay OJHOH M3 3a7HUX OOJbLIe-
OeprioBbix BeH u BIIB, mpoxopsmeii B o01actu qHa
s3BBL. [Ipon3BeneHa ero cyOdaciuanbHas mepeBs3-

Pucynok . — Onepayus omkpvImozo pazodoueHus apmepuo6eHo3HbIX
¢ucmyn u eenoznozo neppopanma: gvloenenue 3a0neii 6oavuLCOEPYO-
eout apmepuu (1), apmepuosenoznvix ceunieit (2) u 6eH03H020

nepghopanma (3)
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Ka ¢ ynanenuem crBoina bI1IB Ha Genpe u ronenn no
TpossroBy-TpennenenOypry-badkoky. I'emocTtas.
[TocnoiiHbIi 1IOB paHbl. ACENTHYECKHE TOBS3KH.
Dnactryeckoe OMHTOBaHNE HIKHEH KOHEYHOCTH.

B nocneonepaninoHHOM NepHoie MalUEHTy Ipo-
BOJIMJIOCH OOLICTIPUHSATOE KOHCEPBATUBHOE JEUe-
HUe (aHTHOMOTHKOTEpaIus — TEHTAMUITUH; HEHap-
KOTHYECKHI aHAJIBIeTHK — KETOPOJIar; BEHOTOHUK
— BEHOJIEKC; JIe3arperant — acluKapa — B TepareB-
TUYECKUX J/103aX; MECTHOE HCIIOJIb30BaHNUE MEJH-
LMHCKOTO 3JIACTHUYECKOT0 TPUKOTaXKa; MEPEBSI3KHU;
OTIL; JIOK).

K MOMeHTy 3aBepIIEHHs] paHHErO IMOCIeonepa-
LMOHHOT'0 [1€pHOoJia OTMEUEHO 3aKUBJIEHUE TPO(U-
YECKOM $3BBI, PACIOJIOXKEHHOM Ha IepeAaHeil mo-
BEPXHOCTH HW)KHEH TpeTH mpaBoil roneHu. Tpodu-
yecKas s13Ba Ha MEJUaJIbHOM MMOBEPXHOCTH MpaBOH
TOJICHH yMEHbIIIIachk Oonee yem Ha 50%. [lamuent
BBINMCAaH Ha aMOyJaTOPHOE JIeYEHHE B YAOBJIETBO-
PUTEILHOM COCTOSTHHUH.

[Ipu xoHTpONIBHOM OocMOTpe uepe3 3 u 6 mecs-
[IEB YCTAHOBJIEHO MCUE3HOBEHHE YYBCTBA TAKECTH
W pacnupaHus B NpaBod rojeHu mocie (uznye-
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CLINICAL CASE OF PARKES-WEBER-RUBASHOV SYNDROME
'loskevich N. N., 2Zhdonec S. V., ?Pakulnevich U. F., ?°Korelo S. |.
"Educational Institution «Grodno State Medical University», Grodno, Belarus
?Healthcare Institution «Grodno Regional Clinical Hospital», Grodno, Belarus

A clinical case of one variant of congenital venous angiodysplasia — Parkes Weber-Rubashov syndrome of the
right lower extremity is presented in the article. The features of its clinical presentation and diagnosis difficulties
are described. The analysis of the scientific data and own clinical observation showed that Parkes Weber-Rubashov
syndrome belongs to the rare congenital disease of the vascular system, in some cases with the absence of typical
clinical manifestations and combination with other disorders of the venous system. The best method for diagnosing the
syndrome is radiopaque arteriography. The separation of the patent’s arteriovenous fistulas is justified as a radical
method of its surgical treatment.

Keywords: Parkes Weber-Rubashov syndrome, venous angiodysplasias, arteriovenous fistulas, operation of
separation of patent’s arteriovenous fistulas.
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