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APTEPIOBEHO3HI ®OPMI BPOASKEHMX CYAMHHUX
MAABOOPMALINM KIHLIBOK:
ITATOTEHETMYHE OBIPYHTYBAHHS CYYACHMUX
AIKYBAABHUX ITIAXOAIB

Arteriovenous forms of congenital vascular malformations
of extremities: pathogenetic ground for modern approaches
In treatment

Pe3stome

Mema O0ocnidwcenna. Iloninuiennsa  pesy.Jivb-
mami6 JNIKYBAHHA XB0PUX 3 APMEPi0BeHO3HUMU
dopmamu (ABD ) 6podicenux cyOUHHUX MAALHOD-
mayitt (BCM ) kinui6ok Ha 0CHO8I po3poOKU Kaa-
cugirauiiitnoi cxemu BCM ma docnidreHHS npoJi-
epmuBHOl aKMmuUHOCMIi NAMOJLOZIL.

Mamepiaaru ma memodu. IIpoarnani3ogani
kaAiHiuni 0ani 155 nauyieumie 3 AB® BCM kinui-
80K 8 cmpoku 6i0 1 micauys do 10 poris. Honosikis
oyno 65 (42%), ncinox — 90 (58%), ix cniegidno-
weuns — 1 :1,4; cepedniii 8ix 25,1 + 10,4; dumasua
sixkoea zpyna — 53 (34%). I1odin Ha KAiHiKO-AHA-
momiyni @opmu (11 zpyn) nposedeno Ha OCHOBI
«pobouoi» rKaracuirkauiiinoi cxemu «VASC + T».
Hocnidxncenns piens ekcnpecii mapkepie nposige-
pauii VEGF ma Ki-67 30iiicHi08aau imyHonepok-
cudasnum memodom 3 dodamkosum 3abapaJieH-
HAM 2eMAMOKCULIHOM.

Pesynvmamu ma o6zo06openns. Ilamomop-
@onoziuni (66; 45,8%) ma imyunozicmoximiuni
docaidncennsn (10; 7% ) suseunru Has8HicMb NPO-
Jigepamu6HOl AKMUBHOCMI AHZIOMAMO3HUX
MKAHUH i 0ezeHepamuéHUX 3MiH Yy CMIHKAX CY-
0uH, 6Hacai0ok 6adu po36UMKY ma NOpYuLeHb
zemodunamiku. IIpu yvomy 0xcepenom npozpecy-
6anns AB® BCM € cy0uHu mMiKpOUUPKYLAMOD-
H020 pycaa.

Bucnoéru. 3acmocy8anna Kaacu@ikayiilHoi
cxemu BCM ma emannozo KOMNAEKCHO20 JAiKY-
6abH020 nidxody Yy 3anaexHocmi 6i0 KIAiHiKO-
anamomiunux AB® BCM, npusgeno 0o gidcym-
HoCcmi eJUKUX NICASLONEPAUIILHUX YCKIAOHEHD.
3adoginvui giddaneni pesysvmamu 0ocsazHymi
y 136 (94,4% ) nayienmis.
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Abstract

Purpose of the study. Improvement of the
results of treatment of patients with arteriovenous
forms (AVF ) of congenital vascular malformations
(CVM ) of the extremities based on the development
of the classification scheme of CVM and the study
of proliferative activity of the pathology.

Materials and methods. The clinical data of
155 patients with AVF of CVM of extremities were
analyzed in terms of observation from 1 month to
10 years. Patients of sex of men there were 65 (42%),
women — 90 (58%), their correlation — 1 : 1,4;
the average age was about 25,1 + 10,4, children's
age group — 53 (34%). The division into clinical-
anatomical forms (11 groups) was carried out on
the basis of the «working» classification scheme
«VASC + T». Expression proliferation markers
VEGF and KI-67 woos study were performed
by immunoperoxidase method with additional
hematoxylin staining.

Results and discussion. Pathomorphological
(66; 45,8%) and immunohistochemical studies (10; 7%)
revealed the presence of proliferative activity of
angiomatous tissues and degenerative changes in
the walls of the vessels both due to developmental
defects and disorders of hemodynamics, while the
source of progression of the AVF of CVM there are
vessels of the microvasculature.

Conclusions. The application of the CVM
classification scheme and the step-by-step complex
treatment approach, depending on the clinical
and anatomical AVF of CVM, led to the absence
of major postoperative complications. This tactic
made it possible to achieve satisfactory long-term
resultsin 136 (94,4%) cases.
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Kntouosi cnosa: 8podiceni cyounni maavgopma-
yii, apmepio8eHO3HI (opmu, npoaigepamuena ak-
MUBHICMb, KAACUPIKAYIA, KOMNIEKCHE JIKYEAHHA.

Keywords: congenital vascular malformation,
arteriovenous forms, proliferative activity,
classification, complex treatment.

BCTVYII

Bpogxeni aprepioBeHosHi Masnbdopmariii (ABM)
abo aurioguciaasii KiHIIBOK — BasKKe 3aXBOPIOBAHHS
TIepudepruyHOro KPoBOOOiry, 1110 BUHUKAE B IIPOIECci
emMOpiorenesy cynuH i xapaKTepusyeThCA HAABHICTIO
TIaTOJIOTIYHUX CIIOJIyYeHb MirK apTepiaMu i BeHaMU.
3araJbHOI0 TeMOAUHAMIUHOIO O3HAKOIO iX € IITYHTY-
BaHHA apTepiaybHOI KPOBi Bipa3y y BeHU, MUHAIOUNU
Kamiiapay mepe:xky. KiiHiuHo e mposaBIsgeThCA Ti-
neprpodieio TKaumH i remMauriekTasiamu. IIpu ABM
B JUCTAJIbHUX Biffinax KIHI[IBKY 3'ABISAIOTHCS O3HA-
KM XPOHIYHOI CYAMHHOI HEIOCTATHOCTi, ITOB’A3aHOL
3 PO3BUTKOM BEHO3HOI rimepTeHnsii, HemOCTaTHICTIO
KJIAaTIAHHOTO amapaTry IVIMOOKMX Ta ITIOBEPXHEBUX BEH
Ta IMOPYIICHHAM MiKPOIUPKYIALil B MAKIX TKAHH-
HaX, IO IIPOABIAETHCA TPOPIUHUMH POIJIaJaMU Ta
TpodiuruMu Bupaskamu [1-8]. Haitbinbin sHauyIIi
TIOPYIIIeHHS BiI0YBaIOTHCA B 30HI MiKPOIIUPKYJIATOP-
HOTO pycJia, Jie peasisdyeThCcA TPaHCIOPTHA (PYHKILis
CyauH Ta 3a0e3ImeuyeThCs TPAaHCKAIIIAPHUN OOMiH.
Immemiuni 3mMiHM B gucTaJbHMX BiAgijgax KiHI[IBOK
BUHUKAIOTH B PE3YJIbTATI «CHUHIPOMY OOKpamaHHS»,
BHACJIiTOK YOTO KPOB B 3HAYUHO MEHIINX KiJBbKOCTIX
HAAXOOAWUTH B AUCTAJbHI cermMeHTH KiHIiBKu [1-3].
ABM - Bpoz:KeHa BaJjla POBBUTKY i HaiiuacTiiie mpo-
ABJIAETHCA B JUTAYOMY, IIiIJIITKOBOMY, & TAKOK MO-
JIOIOMY TIpalie3aTHOMY BiIli; 3Bificm oueBMIHA i co-
IiaJbHA 3BHAYUMICTS 1€l mpobaemMu. AKTyaJabHICTD
BUBUEHHSA AaHOi maToJjorii o0ymoBJieHa, IepII 3a
BCe, TPYAHOIIIaMU PAHHBOI JiarHOCTUKY XBOPUX HA
ABM, ockinbku nuirie y 30% miteit 1ieit giarHos Bepu-
GikyeTbCsA Ha IEPIIOMY poIti KuTTt4 [2, 8, 9, 12]. Hac-
TOTa HapOKeHHs niTeit 3 ABM B 3arasIbHi momy maimii
cranoButh Big 1,5% mo 10%, mpu mibomy, y 53,2% mi-
Tetr 3 BCM 3aXBOpPIOBaHHS BUABJISIETHLCS 3 HAPOIIKEH-
Hs, a 10 7 pokiB —y 86,8% [2, 8, 9, 12, 16, 17, 18]. ITu-
toma Bara AB® BCM cranoBuTs Big 36% 1o 43,3% [2].

Bpomxeni cynunai Maabdopmarii (BCM) Tpusa-
JIUY Yac 3aJIUINAJINCS 3aTraIKOI0 MEeIUIITHY, YePes IITH-
POKe pi3HOMAaHITTsS KJIiHIYHUX IIPOSABiB, Helepeabavy-
BAHOTO 1epebiry, HeCTIHKOro eeKTy IpU JIiKyBaHHL
BCM i Bucokoi uacroru peruausy [1-9, 11, 18—-22]. Te-
HEeTHUYHI JOCJIiIMKeHHs B Iili 06JI1acTi BUSBUIN reHe-
TUYHI JeeKTH, AKi € IPUUMHOI0 BAXKKUX CIIaTKOBUX
¢opm BCM Ta mmoegHAHUX CUHIPOMIB, ITI0 II€PeIai0Th-
cd 3a ayTOCOMHO-TOMiHAHTHUM TUIIOM, ITI0 IIPOSACHIOE
TaToreHe3 CIOPAAUYHUX TOPYIIEHb. ¥ CBOIO UEpry,
MOJIEKYJIAPHI JOCTiPKeHHSA CTBEPAKYyIOTh, 1110 BCM
BUKJIMKaHI AUC(HYHKI[IOHAJIBHOIO IIepemauveld CHT-
HaJIiB, AKi perysioTh mpoJsidepallio Ta amonTos,
nudepeHIifOoBaHHSA, MO3pPiBaHHA Ta ajAresiro KJIi-
TuH cynuH [2, 16, 17]. IIporpecia BigOyBaeThea mif
Iiero pisHUX CTUMYJIiB, TAKUX, AK BaTriTHICTL abo
mybepTaTHUH mepion (3MiHa ropMoHaJIBHOTO (HOHY),

TpaBMa (0iomcid, mpoKcuMaJIbHE JIiTyBaHHA CYAUH
B 3oHi BCM a0 HeKOpeKTHe XipypriuHe BUCiUueHH).
Excnancia cnocrepiraerTbca IpoTAToM JUTHUHCTBA —
y 17%, B mianxiTkoBomy Bini — y 34%, B mopocaomy
Bimi —y 24,5%, mpu BarituocTti — y 24,5% [1, 2, 9, 10].

PesynbraTu sikyBaHHA yacTo OyJiv BKpail HEBa-
JINMU, K ITPABUJIO, YUePe3 HEPO3YMiHHA KOMILJIEKCHOI
npuponu BCM Ta cBepXarpecuBHOTO, BUKJIIOUHO Xi-
pypriusoro, miaxony [1-4; 6, 7, 9—11; 20—-22]. Tsax-
KicTh KJIIHIUHUX NIPOABiIB, 3HAUHI (QPYHKIiOHAJIBHI
Ta KOCMeTUYHI IOpYIlIeHHsd, PaHHA iHBaIigusaIia
XBOPUX POOJATH MpoOJeMy JIiKyBaHHS apTepioBe-
HOo3HUX (hopMm BCM pisHoi sokamizaiii akTyaasHOIO
i moTpebyioTs morsubsaeHoro ii BuBueHHsa. OcHOBHI
TOMUJIKM B JiarHOCTHUIII Ta HENIPABUJIbHIN TAKTUILL
nmikysanHa manienTis 3 AB® BCM mos'sazani mepe-
Ba’XKHO 3 HEJOCTATHHOIO 00i3HAHICTIO MPAKTUKYIO-
YNX CYAUHHUX XipypTiB K0 AaHOoi maTosorii.

I, xoua 3a ocrauHi poku y BuBuenHi BCM Ha-
MiTUBCA IE€BHUI TPOTPec, MO0 OCTAHHHBOTO dYacy
3aJIUIIAETHCA YNMAaJIO HE3PO3YMiJINX IUTaHb, 110
CTOCYIOTHCSA MiarHOCTUKM Ta JikyBaunusa BCM.

META OOCJIIIGKEHHSA

IToninmury pe3dyabTaTy JiKyBaHHSA XBOPUX
3 AB® BCM kiumiBok, Ha OCHOBiIi po3poOKu
kaacudikamiimoi cxemu BCM Ta gocraimKeHHS
npoJidepaTuBHOI aKTUBHOCTI IAaTOJOTII.

MATEPIAJIN TA METOOU

3a mepiog 2005—2017 pokwu y Bigmisi xipyprii mari-
crpasnbHux cyauH Y «HarionanpHUl iHCTUTYT Xipyp-
rii i TparcmiadTosorii im. O. O. IlTaximoBay HAMHY
obcrexxkeno 155 nairierTtis 3 AB® BCM. Bei gocrigsxen-
HA Ta aHAJIi3Y IPOBOJUJIVICA B aT€CTOBaHi 1abopaTopil
(arecrat Ne ITT-110/15 Bix 30.03.2015) Ta B JinieHs30-
BaHOMY iHCTUTYTI (aKpeauTaiiHut cepTudikar ce-
pig M3 Ne 012489 Bix 18.06.2015 p. MO3 Ykpaiuu).

ITamienTiB wosoBiuoi crari 6yJio 65 (42% ), KiHo-
uoro—90(58% ), ix cuiBBigHOomeHHA — 1 : 1,4. ITepe-
BasKaJI1 MOJIOA] MAIIEHTHU: CEPEHIN BiK HA MOMEHT
mepitroi rocmiTasisarii ckranas 25,1 = 10,4 pokis,
auTsada Bikosa rpyma (mo 18 pokis) — 53 (34%).

AnropuTM 00CTeKeHHS TMAITiEHTIB BKJIIOUAB: KJIi-
HIYHUH OIVIA], KOJIHLOPOBE NYILIEKCHE aHTiOCKAaHYBaH-
Hf, YJIBTPa3BYKOBY morieporpadiio, aprepiorpadgiro,
(reGorpadito, MyJBTUCITIPAILHY KOMII IOTEPHY TOMO-
rpadito (MCKT) ta MPT 3 amriorpadieto, mocimKen-
HA KiCTOK, 3araJbHOKJIIHIUHI MeTomu (1abopaTopHi,
ejleKTpoKapaiorpadisa, exokapaiorpadisa).

ITicnma xiaiHiyHOTO OrNMAAY BHUKOHYBaJU MO-
CIIiI)KeHHs perioHapHOl reMOIMHAMIiKU 3a IOMO-
MOTOI0 YJIBTPa3BYKOBUX METOMIB, IO JO3BOJMUJIO
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BJKe Ha IOYaTKOBOMY eTami giarHocturku gude-
peHIitoBaTH HaABHIiCTH MaKpo- abo Mikpodicry.i,
MOTIM IIPOBOIMIN MOCJiIMKEeHHS CHCTEMHOI I'eMOMIu-
HaMiKu, IiCJd YOoro 3a MOIIOMOTIOI0 iHBaSWMBHUX IIPO-
MeHeBUX METOMiB JIeTajli3yBaiu KJIiHiKo-aHaTOMiU-
Hy dopmy ABM (marpo- abo mikpodicTyabosHa);
YTOUHIOBAJIN II€PEBAKAIOUNI eMOPiOHAIbHUI KOM-
moHeHT — cToBOypoBa (hopma (CP) abo eKcTPaACTOB-
oypoa ¢popma (ECD).

Amnanis KiaiHiuHOTO MaTepiany posrJsgHYTO B 3a-
JeXKHOCTI Bij KJIiHiKo-amaTtomiunux ¢opm ABM,
migposain mamieHTiB Ha rpynu 3a KJiHiKo-aHa-
ToMiuHuMU (GopMaMu 3AiMCHIOBAJIM HA OCHOBI
po3pobJienoi «pobouoi» Kiacudikamirinoi cxemu
«VASC + T» [1, 2, 13-15; 18-20].

3alrponoHoBaHa KJacu(piKallid BKJIIOUYAE PO3IiIH,
110 [TO3BOJIAIOTHh He TiJibKM BusHauuTu opmy BCM,
MOIITUPEHICTh 3aXBOPIOBAHHS, ajieé i CTYMiHb KJIi-
HIiYHUX TOpYIIeHb, HAABHICTh yCKJIaAHEHb i3 3a-
3HAUEHHAM IOKAa3aHb [0 OEePATUBHOTO JiKyBaHHS.
BpaxoBana MoKJIUBiCTH AudepeHItiiinoi aiarzoc-
TUKYU 3 BPOMKEHUMU CYAWHHUMU MYyXJIUHAMU, IO
B IIOZAJIBIIIOMY JO3BOJIAE YHUKHYTHU (haTaabHUX II0-
MUJIOK BiKe Ha eTami giarmoctuku (Tabi. 1).

BigminHicTIO pospobsieHoi kJacudikamiiaol
cXeMU € IIiIpo3AiJ Ha MoeaHaHi MakKpo-, MiKpo-
dicrynposui popmu; noegraui CP ra ECP. 3a-
3HaUeHI BIPOBAIKEHHSA € BaKJUBUM B IIJIaHI
dpopMyBaHHS iIHAUBIAyaabHOTO NJAHY JiKyBaHHSA
nanieuris 3 AB® BCM.

Puc. 1. Kniniko-anamomiyni ¢gopmu ABM: a) Cxema CD [10]; 6) anziozpamma nayieumrxu 3 ABP BCM 30HuU
KONiHHO020 cyeaoly, CD, epyna II; 8) Cxema ECD [10]; 2) anzioepamma nayienmrku 3 AB® BCM 30HU naewo60z0

noscy, C® ma EC®, epyna I11

Ho swmimanux (Kom6iHOBaHUX) (opM BimHe-
cerai BCM 3 moegHaHHAM BEHO3HOI Baau Ta OOU-
HUYHUX MiKpodicTys. 3a momupeHicTio mepesa-
sxanu qudysui dopmu — 113 mamientis (72,9% ),
3 yparKeHHAM HUKHiX KiHIiBok — 98 (63% ), a ce-
pen makpodicryabosaux AB® BCM — nmanieatu
3 rpynu III (12; 46%) (Taba. 2).

BuBuenHa (QYyHKIiOHAJBHOTO CTaHy apTepi-
aJIbHOI Ta BEHO3HOI TeMOAWMHAMIKU TPOBOIUIIN
Ha PiBHUX eTamax JiKyBaHHA IAI[i€EHTiB 3 METOIO
KOHTPOJIIO Ta IIJIaHyBaHHSA HACTYIIHOTO eTaly.
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IIposidhepaTuBHY aKTHUBHICTH BUJAJIEHUX aHTioMa-
TO3HUX TKAHWH JOCTiIKyBaJu 3a JOIIOMOTOIO IIaTo-
MOP(OJIOTIYHOrO Ta iMyHOTiCTOXiMiYHOTO METOXIB 3
MEeTOI0 OOTPYHTYBaHHS TATOT€HETUYHOTO MiAX0Y 10
aikyBauudA. IlaTomopdosoriuae AOCIiIKeHHA IIPO-
BOAMJIU 3a CTaHIapTHOIO cxemoio (66; 45,8%). Imy-
HoTicTOXiMiuHI mocaimskeHHS ekcmpecii cyauH-
HOTO eHpoTediadbHOTOo (axtopa pocty (VEGF)
Ta OCHOBHOTO MapKepa mpoJideparii Ki-67 mpo-
BOAUJIN iMYHOIEPOKCUIA3HUM METOIOM 3 AOJAaT-
KoBUM 3abapBieHHAM remaToxkcuainom (10; 7%).
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Ta6auys 1
Kaacudikaniiina cxema BCM « VASC + T»
Aprepuanshi (AM)
Benosni (VM)
MakpodicTyap03Hi
et (LT (3 mepeBaskaHHAM MaKpodicTyT)
CynuaHUMit MikpodicTyabo3ni
I | nedpexr BCM (3 mepeBaskaHHAM MiKkpogicTy.x)
JimdpaTuani (LM)
«BuHHI IAMT»
Kaninapsui (CM) Teneaurioekrasii;
AmnriokepaTomMu
Kom6inoBani (3mimani)
OO6CTpyKIlist a00 3BYKEeHHA
Annasia, rimonnasis, rinepmiasia
CroBOypoBi ¢popmu O6cTpykIisa BHACTIOK aTpesii a6o MeMOpaHHOI OKJIFO3il
AmnaTomiuHMH CTeHO3 BHACJIIJOK KoapKTallii, mmopu abo MmeMOpaHu

II | zedexT BCM . . .
Hunararia: toxkaisoBaHa (aHeBpusMa), fudysHa (eKTasis)

ExcrpacToB6ypoBi hopmu Hudysua, iHGiabTpaTuBHA, 00MEKeHa, JJOKAIi30BaHA

IToenuani popmu 3 mepeBaKaHHAM CTOBOYPOBOTO KOMIIOHEHTY
(cTOoBOYpPOBi, eKCTPacTOBOYPOBi)

3 mepeBaKaHHAM €KCTPACTOBOYPOBOTO KOMIIOHEHTY

JloxamizoBaHi B mesxax omHiel aHaToMiuHOI 00J1acTi
II1 | Jloxanisanis OudysHi B mesxax gBox i 6isibIe aHATOMIYHUX 06JIacTei
nedexTa
MHuoXuHHI Ha pisHux Biggamenux niiaaKax
XpoHiuHa apTepiasbHa Cragii I-1V (mo ®@oHTeiiny-IlokpoBcbKOMY);
"HegocraTHicTs (XAH)
XpoHiuHA BeHO3HA Kainiuawnit kiac 0—VI (CEAP)
HeJIOCTATHICTh

Xponiuna gimparuuna

HeJIOCTAaTHICTb
Kposoreua
IV | Yernanmemns Buparkenuii 60,150BUil CHHAPOM B KiHITiBITi
VernagHeHas, IIporpecyioua cepiieBa HeLOCTATHICTD, IIOPYIIIEHHA
SAKi € aG0IIOTHIME LIeHTPaJbHOI reMOAMHAMIKK

TIOKa3aHHAMH O OIIEPATUBHOTO | BropuHHiI yCKJIaJHEHHA XPOHIUHOI BEHO3HOI rimepreHsii
BTPYyIaHHA (xairiuamit k1ac XBH 3 IV — CVI o CEAP)

YpaskeHHs, 10 JIOKATIBYIOTHCA Y 3aTrPO3JIUBUX JKUTTIO
a00 KiHI[iBIIi 0O/acTIX

YpaskeHHs, 1[0 3aTPOKYIOTH JKUTTEBO BAKJINBUX DYHKITIH
(8ip, cayxX, KOBTaHHA a00 TUXAHH)

IndanTuarai remasrioMmu

Bpop:xeHi remaHTrioMnu

IIIBuaKo iHBONMIOTHBHA BposKkeHa remanrioma (RICH)

HeinpoaroruBHa Bpos:xeHa remanrioma (NICH)

Bpopexeni - .
V | cymmmmi BopcunkysaTa arrioma (+/— curapom Kasabach-Merritt
MyXJIAHU Kanominoxi6oua remanriesgorerioma (+/- cuagpom Kasabach-Merritt);

BepereHonomiOHOKIITHHHA reMaHTiOeH0TeIioMa

Inmri, pigkicHi remaHrioeHgoTesioMmu (HanmpuKIan, emiTenrioigHa, saminiana, cirboBUAHA,
mosimopdua, myxauaa Dabska, pimpanrioergoreriomaros);

IIxipHi npuabaHi cyaAuHHI HOBOYTBOPEHHS (IIioTeHHA IPaHyJIbOMA, IITUTONOLi0HAa TreMaHTioMa,
KJyOOUYKOBa reMaHTioMa, MiKpOBEHYJIApHA reMaHTioMa i T.1I.)
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Tabnruysa 2
Posnoain nanientie 3 AB® BCM no rpynmax
MAKPO®ICTY JIBO3HI (N=56)
Hudysui JlokasrizoBani
I I .
co OCAHARL IV \4 VI VII
I III ECD Co (moegHami) EC®
IlepeBakannusa | [lepeBaskaHHS Co +ECD
Co EC®
KinbkicTs
6(23%) | 4(15,4%) 12 (46%) 4(15,4%) | 7a25%) | 9aen) | 1425%)
MIKPO®PICTYJIBO3HI (N=54) SMIIITAHI (KOMBIHOBAHI) (N=45)
VIII IX X XI
HudysHi JlokasmizoBani HudysHi JlokasrizoBani
KinpkicTs
49 (91%) | s50%) | 37 (82,2%) | 8 (17,8%)

PE3VJIBTATU TA OBI'OBOPEHHS

ITaTromopdoaoriuni mociigsKeHHSA, TPOBeAeHi
y OIlEpOBaHWX, BUABUJIU HaABHICTH IIpoJridepa-
THUBHOI aKTHBHOCTIi aHriomarosaux tkauua BCM,
Ta JereHepaTUBHUX 3MiH CTiHOK aHTiogwmcijac-
TUYHUX CYAUH SAK 3a PAaXYHOK BaJu PO3BUTKY,
TaK i BHACJIJOK IaTOJIOTiYHUX TOPYIIEHb I'eMO-
IWHAMIiKH i rimokcii.

Cuaig sasaaumtu, 1mo EC® BCM — 1e ¢dparmeHTH
eMOpioHATLHOI TKAHWHY, YTBOPEHI Ha paHHIN crafil
POBBUTKY CYAWHHOI TKAHWHY (PETUKYJIAPHA a0 CiT-
KomomiOHa cramis, mpuOausHo 48 AeHb JIACHKOTO
emOpiorenesy). BJIOK pOo3BUTKY HacTa€e mepes TUM, AK
dopMyIOTECA OCHOBHI cyquHHi cToBOYypu. 1i anomaurii
30epiratoTh ix yHiKaJbHI eMOpioHAJIbHI BIACTUBOCTL
Me3eHXIMaJIbHUX KJITHH 1 3gaTHICTh 0 IpoJtidepartii
i Ti€T0 CTUMYJIFOIOUNX (B TOMY YUCJIi TOPMOHAJIBHIIX)
daxropis|[1, 2, 10, 16, 17].

VY cBoto uepry, C® BCM € pes3yabTaToM O0JOKY
PO3BUTKY, IO BiAOyBaeThCcA IicaA 3aKiHUeHHSA
peTuKyaAapHOI cranii eMOpioHAJIBLHOTO pO3BU-
TKy, oT:Ke, CP He MawOTh eMOpiOHAJIBLHUX Xa-
PaKTEPUCTUK Me3eHXiMaJbHUX KJIITUH, AKi cmo-

crepirarorbca npu EC® [2, 10, 16]. I1i anomaurii
HeZOBro 30epirarTh B3arposjmBy eBOJIOMIiNHY
34aTHICTH Ao mpoJigepanii i Tpu3dBOgATH O Te-
MOAVHAMIUHUX HACHIIKIB 3 IPUUMH HECIPOMOXKHOCT1
KJIaTmiaHiB, o6CTpyKILii (aTpesii, rimomiasii) abo muia-
Tatii (popmyBanHusa aneBpusMm) (puc. 2, 3, 4, 5).

BeranoBiieno, 1110 MiKpo@icTyu € HeBiJ eMHUM
KoMmmoueHTOM Bcix AB® BCM, a m:xepesom mpo-
TpecyBaHHS € caMe CYAUHU MiKPOIMPKYJIATOPHOTO
pycia, y 3B A3KYy 3 HAABHICTIO B HMX HANOLILII BU-
PakeHUX O3HAKHU mpoJideparlrii 3a fJaHUMU eKCIIpe-
cii mapkepis npoaideparnii VEGF Ta Ki-67 (puc. 2).

B crinmi BeuKuX cyamH BU3HAUYAJINCA aKTUBHI
KOMIIEHCATOPHO-IPUCTOCYBAJbHI IIpOIleCW Ha TJIi
reMOAWHAMIUHNX IOpPYIIeHb 1 rimokcili y BuUraani
ocepenKkoBoOl rinmepmiasii iHTUMHU 3 mpoJriheparriero
TJIaJKOM SI30BUX KJIITHH, YTBOPEHHs HA BHYTPIIII-
Hill TOBepXHI HyXKOi MHKCOMAaTO3HOI HAOPAKJIIOL
trauuHau (30% ), 110 Haragye aKTUBHY Me3€HXIMY
Ta 3arimae 10 70-80% Bix Bciel TOBIUEY CTiHKY CY-
IVHU; PO3IIapyBaHHA CTiHKU CYAWHU i YTBOpPeHHS
noiM(pOpPHUX aHTiOMAaTOSHUX CTPYKTYDP; CKJIEPO-
TUYHI 3MiHU, CXO0XKiCTh 3 6YIOBOIO CTIHKM BEJIUKUX
BeH (puc. 3).

T

\a'

Puc. 2. Dpaemenmi cyoun ABM: a ) supasxcena nporigpepayis kaniaapis i OinaHKu zeMOpazivH020 NPOCOYYBAHHSA
6 cminyi cyouHru; 3abapsaenns Asyp I1-eosunom, 36invwenus 10 x 10; 6) sucora excnpecis Ki-67 6 endomeanii cyoun
Mmanozo kaniopy i kaninapis, soinvuenns 10 x 40; 6 ) nomipua excnpecis VEGF 6 endomeanii kpynrux cyouH i 8 endomenii
Kaninapis i cunycoidis, w0 inginempyroms cminky cyouru; 36iaviwenus 10 x 40
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Puc. 3. Ppazmenmu cminku cyoun ABM: a) anziomamosHux cmpyKmypu, 2emopaziuna npocoieHHs i 1acmKoge
po3wapysanns cminKu eaukoi cyouru, papéyseanns — IIIHK-peaxyis, 306invwennus 10 x 20; 6) piska zinepnaa3is
inmumu, ¢papéyeanns — IIIHUK-peaxuyis; 36iavuenns 10 x 10; 6) nedoposeunerna cepedns 000J0HKA, 2inepnaasis
iHmuMu, anziomamos 308HiuLHbOT 06010HKU; papoyeannsa — LI K-peakxyis; 36invuenns 10 x 20

CynuHUu cepefHLOTO AiaMeTPy IOJOBHUM UMHOM PYBaHHSA CTiHKM; CYAUHM MaJIOT0O KaJIiopy i Kamiasa-
IpeJCcTaBJeHi CyAnHaMI BEeHO3HOrO TUIIY 3 O3HAKAa- pPHU MaJl HEeOJAHAKOBY OYJOBY 3 O3HaKaMU TilOKcil
MU OocepeaKoBoi mpoJideparrii, nucrpodii i posmia-

Puc. 4. Dpazmenmu cminku cyoun AB® BCM (piznosudu cyOuHHUX 66HO3ZHUX YMBOPEHb ). A ) WiAUHON00iOHA CYOUHHA
CcminKa cKaa0aemvca 3 elA0KUX M A308UX BOLOKOH, OinaHKU ducmpo@il i poswapysanus; 6) deopmosarne 8eno3me
cyOuHHe YymeopeHHs, HeAOpPOo38UHEHUT WYHM 3 OiNAHKaMU Qucmpoii enadKux m' 4308Ux KAIMUH, papOy8anHHs zema-
MOKCUNIHOM-€03UHOM, 30inbulenHa 10 X 4; 8) CKYNUeHHA NAMON0ZIYHUX WiIAUHONO0IOHUX KANINAAPI8 | «03ep» KPosi
6 obsiacmi posmawyeanns ABM, papOysanns 2emamorKcuLiHOM-e03urOM; 30iavuternns 10 x 10

JliryBanbHa ctpareria mpu AB® BCM nosdarana wmimaabHil imBasusHOCTi (362, 100% );
B TAKOMY: 2. Kopeknia AB mryHTyBaHHA: MaricTpaJsisaris

1. InguBinyanpHUM eTarHU TiAXin 3 ypaxyBaH-  KPOBOTOKY B CYAMHHOMY cerMeHTi (Bchoro — 234; 64,6%):
HAM KJiHiKO0-aHaToMiuHOI (hopmm ABM, axuii mo- cKejgeTHsallis CyAuH 3 iHTpaomepaiiinoo eM0OoJisari-
JIATaB y BUKOPUCTAHHI €HIOBACKYISAPHUX METOAUK €10, PE3eKI[is i IpoTe3yBaHHs IIPKU HAsBHOCTI apTepi-
(cymepcesekTuBHA eMO0o0JIi3arisa mepiimM eramoM) —ajabHUX aHeBpuaM npu CdD; BuciueHHsS aHTiOMATO3HUX
B IOENHAHHI 3 XipypriuaumMu Ta MiHiiHBASUBHUMU TKAHUH, IIPOIINBAHHA M A3iB mpu EC®; inTpaomepa-
MeToguKkamu (eMOoIiBaiitHUMY, €HAOBEHOSHUMM);  I[ifiHAa eMOOJIis3allid apTepioBeHO3HUX T'iJIOK, aMIIyTa-
10 O3BOJIMJIO WiABUINNTY paguKaNbHiCTh mpu Mi- il (5; 1,4% ), peammyrarii (2; 0,6% ) (puc. 5).

Puc.5. MCET-anziozpagis nayienmie 3 ABD BCM Ha wepzo80My emani KOMNLEKCHOZO0 LiKYBAHHA: ) 0aHi nayieHma
3 epynu III, cman nicas Kom6iHO8AHO020 JiKYBAHHS, 00 emana peKOHCMPYKMuUHoL onepauii; 6) moil jxe nayieum,
Ccmamn nicas peKkoHcmpyKmueHol onepayii (pesexyia anespudmu 3a2abHol i 306HIWHBLOL KAY0060T apmepiil 31isa,
npome3y8arHHs eKCNIGHMAMOM, YU UBAHHA AHEBPU3MU 3A2ANbHOL KAY0080L 8eHu ); 6 ) Dani nayienmru 3 epynu I
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3. Kopexki1ris BeHO3HOI rinepTensii y rimubokiii i/abo
moBepxHeBOI BeHO3HiN cuctemi — 111 (30,7%):
y raubOKili BeHO3Hi#l cucTeMi BUKOHYBaiu pe-
3eKIlisd, TPOoTe3yBaHHA abo MJIACTUKY aHEeBPU3M;
peseKIia 3agHiX BeJIUKOIOMiJIKOBUX BeH, IPOQYH-
ausaisa miamkipaoi BeHosHol maricrpadsti (11; 3%);
y IIOBepxXHeBill BeHO3HiN cucreMi 3ailicHIoBau
Koperyiouy ¢Ge6eKToMil0 B TMOETHAHHI 3 eHJOBaCKY-
JIAPHUMU, €HJOBEHO3HUMM Ta eMOOJIi3aIliiHuMuy Me-
TomMKaMH i etacTuuHOI0 Komirpeciero (100; 27,6%);

4. YeyHeHHA KocMeTUYHUX AedexTis — (17; 4,7%):
IJIACTHUYHI eTany B MOETHAHHI 3 eMOoIisamiiHuMmI

METOAMKAaMU Ta CKJIEPOTEPAIIi€o.

¥ BumaJKy peHTTeHeHIOBACKYJISAPHOL OKJIIO3il ma-
ToMopdoutoriuni nocaimxenaa TkHand ABM mokasa-
JI HAABHICTh B MPOCBITi cyauH (parMeHTiB eMOOoJTi-
3YIOUOTO MaTepiasly Ta PO3POCTAHHS T'PaHYJIAIINHOL
TKAHWHU 3 PIBHUM CTyIIeHeM Ho3piBaHHsA Ta ¢Gidpoasy.
ITpu npomy fiameTp CyAUHY 3MEHIITYEThCS, CTIHKA CKJIe-
posyerbca. TaKOK CKJIEPO3YIOTHCA HABKOJMIIIHI TKa-
HUHW, B PE3YJIBTATi YOO YTBOPIOETHCA JOCUTH 3HAUHA
JILISTHKA CKJIEpOo3y i (hibposy, ajie IpuJIerIi 0 30HU CKJIe-
Ppo3yBaHHS HeeMOOJi30BaHi aHTIOMUCILIACTITYUHI CYIMHHL
TIPOCBITH 3aJIUITIAIOTHCA HEYIITKOMKeHMH (pric. 6).

Puc. 6. Ppazmenmu cminku cyoun ABM: a) o6arimepauyis npocgimy cyouru, Hagkpyzu 003pieaioya 2panyayiiina
MKAHUHGA, 38YNHCEHHS NPOCEIMY, 3ALUWKU emO0ai3yowoz0 mamepiany; GapOby6aHHs 2eMAMOKCULIHOM-E03UHOM;
30invwenns 10 x 4, 10 x 10; 6) degpopmauis npocgimy i ckiepo3 cminKu cyOuHu nopyy 3 emo0i308aHOI0 cYOUHOIO;
papOysanna 2eMamoKcusLiHOM-e03UHOM,; 30iavuenna 10 x 4

3acToCyBaHHS €TAITHOTO KOMIIJIEKCHOTO iIXOy
IIPU3BEJIO 0 BiICyTHOCTI BeJIMKUX Iicjadonepariii-
HUX YCKJIATHEHb.

ITepiox cmocrepeskeHHsA ckaaB Bix 1 micAma
mo 10 pokiB, 6e3mocepeHi pe3yabTaTH JiKyBaH-
HsA OI[iHIOBaJIU B TepMiHU A0 6 MicAmniB, Biggadeni
y ctpoku 6 micAmniB i Oinbie (B cepefHBOMY IO
2-x pokiB). [lyia oIiHKM KpUTEPiiB pe3yabTaTry
BUKODPHUCTAHA CHCTEMa, B OCHOBY fAKOI IIOKJa-
JeHo KJiHiuHi fgaHi i pesyabTaTu KOJHOPOBOTO
OymjaeKcHOTo cKaHyBaHHA. [Ipu Bcix AB® BCM
IepeBakaB 3aJ0BiIbHUM pe3yabTaT JiKyBaHHA,
O3HAKaMHU SKOro OyJu B3HUKHEHHS OO0JbOBOTO
CUHAPOMY, 3MEHIIIeHHA HAOPAKY, MOJiNIIeHHA
TOKa3HUKIB reMOAWHaAMiKU, 3a JaHUMU IYIJIEK-
CHOTO CKaHYBaHHA.

Xopomri BipmajieHi pesyJabTaTU JIiKyBaHHSA
OTpPUMAaHi TiJIBKU B rpynax JOKaJi3oBaHUX Ma-
Kpodicrynbosuux dpopm — 3 (2,1%) namienTis, 110
IIOB'SI3aHO 3 MOXKJIHUBICTIO IX PagUKaIbLHOTO JiKy-
BaHHA. 3aJ0BiabHI BigmaseHi pesyabrTatu JiKy-
BauHAa — y 136 (94,4%) upu Bcix dopmax ABM
KiHnmiBok. HesamoBinbHI BignmaseHi pesyabTaTu
JikyBaHHS cKJaau 5 (3,47% ) crocreperkeHs mpu

nudysHux Maxpodicryarosaux ABD BCM, mio
[IepII 3a BCe OB SI3aHO 3 0COOJIMBOCTAMY I'e MO -
HaMiKU Ta BUPaXKeHOI0 IpoaidepaTUBHOIO aKTUB-
HiCTIO B rpyIlax 3 HaABHICTIO eKCTPACcTOBOYPOBOTO
KOMIIOHEHTA.

BHCHOBEKH

1. ITaromopdooriuni (66; 45,8% ) Ta imyHoricro-
ximiuni gocaimxenns (10; 7% ), BUABMIN HASIBHICTH
nposiepaTUBHOI aKTWBHOCTI aHTiOMaTO3HUX TKa-
HUH Ta JeTeHepaTUBHUX 3MiH CTiHOK aHTiogmcILIac-
TUYHUX CYAUH, K 34 PAXYHOK BaJu PO3BUTKY, TaK i
BHACJIIIOK IIAaTOJIOTIUHUX IOPYIIeHb reMOAWHAMIKY,
mpu boMy A:KepesioM nporpecyBanHa AB® BCM e
CYAWHU MiKPOIIUPKYISTOPHOTO pycJa (KaIiiapm).

2. Pospobseni knacudikariiina cxema BCM Ta
crparerii sikyBanasa AB® BCM kinrmiBok 3abesme-
YyIOTh Au(depeHIiioBauni iIHANBIAyaIbHUN iAXiT
3 ypaxXyBaHHAM KJIIHiIKO-aHATOMiUYHUX (popM 3aXBO-
pIOBaHHA, IO TOEJHYE BUKOPUCTAHHA eMOoJIiza-
MiflHUX, eHJ0BEeHO3HUX, Ta XipPYypPriuyHUX METOIUK;
3 TOCATHEHHAM 3aJI0BLIPHUX BifgaieHUX pes3yJibTa-
riB ikyBauHsa y 136 (94,4% ) mamienTis.

JIITEPATYPA

1. Chernikha L, Kashyrova O, Vlaykov G. et al.
The main aspects of diagnostics and treatment of
diffuse arteriovenous forms of congenital vascular

58

malformations of extremities with the presence of
microfistulas. Acta Phlebologica. 2018. 19 (2): 49-55.
DOI: 10.23736/S1593-232X.18.00418-6.



ISSN 2072-9367. CYUACHI MEJUYHI TEXHOJIOTII, N\e 1, 2019

2. Dan VN, Sapelkin SV. Angiodysplazii
(vrozdennie poroki razvitiya sosudov). Moscow:
Verdana; 2008: 1-199, (in Russian).

3. Clemens RK, Pfammatter T, Meier TO. Et al.
Combined and complex vascular malformations. Vasa.
201 44 (2): 92-105. DOI: 10.1024,/0301-1526/a000414.

4. Banzic I, Brankovic M, Maksimovi¢ Z. et al.
Parkes Weber syndrome-Diagnostic and management
paradigms: A systematic review. Phlebology. 2017;
32 (6): 371-383. DOI: 10.1177/0268355516664212.

5. Boon LM1, Ballieux F, Vikkula M. Pathogenesis
of vascular anomalies. Clin Plast Surg. 2011; 38 (1):
7-19.DO0I: 10.1016/j.cps.2010.08.012.

6. Mulligan PR, Prajapati HJ, Martin LG,
Patel TH. Vascular anomalies: classification, imaging
characteristics and implications for interventional
radiology treatment approaches. Br J Radiol. 2014;
87(1035): 20132392. DOI: 10.1259/bjr.20130392.

7. Cox JA, Bartlett E, Lee EI. Vascular
malformations: a review. Semin Plast Surg.
2014;28(2): 58-63.D0I1: 10.1055/s-0034-1376263.

8. Duffy K. Genetics and syndromes
associated with wvascular malformations.
Pediatr Clin North Am. 2010; 57 (5): 1111-20.
DOI: 10.1016/j.pcl.2010.07.001.

9. Butorin SP, Popov VA, Kryzhanovsky SG,
Yanitskaya MYu. Congenital angiodysplasia
of extremities in children and adolescents of
Arkhangelsk region. Ekologiya cheloveka.
2005; 9: 36—40.

10. Petrovskiy BV, Milonov OB. Chirurgiya
aneuryzm periphericheskih sosudov. Medicina;
1970: 1-198, (in Russian).

11. Colletti G, Valassina D, Bertossi D. et
al. Contemporary management of wvascular
malformations. J Oral Maxillofac Surg. 2014;
72 (3): 510-528. DOI: 10.1016/j.joms.2013.08.008.

12. Pahl KS., Kim K, Sams S.at al.
Inconsistency in Classifying Vascular Anomalies:
What’s in a name? Pediatr Blood Cancer. 2018;. 65: 3.
DOI: 10.1002/pbc.26836.

Cmamms nadittwna 0o pedaruyii 24.01.2019

14. Lee BB. Changing Concept on Vascular
Malformation: No Longer Enigma. Ann. Vasc. Dis.
2008;1(1):11-19.D0I1:10.3400/AVD.AVDSC00207.

15. Wassef M, Blei F, Adams D. ISSVA Board
and Scientific Committee. Vascular Anomalies
Classification: Recommendations From the
International Society for the Study of Vascular
Anomalies. Pediatrics. 2015; 136 (1): e203-214.
DOI: 10.1542/peds.2014-3673.

16. Revencu N, Boon LM, Mendola A, Cordisco MR.
et al. RASA1 mutations and associated phenotypes in
68 families with capillary malformation-arteriovenous
malformation. Hum Mutat. 2013; 34 (12): 1632-1641.
DOI: 10.1002/humu.22431.

17. Garzon MC, Weitz N, Powell J. Vascular
anomalies: differential diagnosis and mimickers.
Semin Cutan Med Surg. 2016; 35 (3): 170-176.
DOI: 10.12788/j.sder.2016.052.

18. Nosher JL, Murillo PG, Liszewski M. et al.
World J Radiol. Vascular anomalies: A pictorial
review of nomenclature, diagnosis and treatment.
2014; 286 (9): 677-692. DOI: 10.4329/wjr.v6.i9.677.

19. Yakes WF. Yakes’ AVM classification
system. Journal of Vascular and Interventional
Radioigy. 2015; 26, Iss. 2, Supplement, Page S224.
DOI: https://doi.org/10.1016/j.jvir.2014.12.596.

20. Kapadia SR, Vijay M Thakore VM,
Patel HM. Vascular malformations: An update
on classification, clinical features, and management
principles. Indian J of Vasc Endovasc Surg. 2017; 4,
iss. 4:152-162. D0OI:10.4103/ijves.ijves 57 17.

21. Guillet A, Connault J, Perrot P. et al. Early
symptoms and long-term clinical outcomes of distal
limb’s cutaneous arterio-venous malformations: a
retrospective multicentre study of 19 adult patients.
J Eur Acad Dermatol Venereol. 2016; 30 (1): 36—40.
DOI: 10.1111/jdv.12961.

22. Madani H, Farrant J, Chhaya N. et al.
Peripheral limb vascular malformations: an
update of appropriate imaging and treatment
options of a challenging condition. Br J Radiol. 2015;
88(1047): 20140406. DOI: 10.1259/bjr.20140406.

59



