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COBPEMEHHBIE BOSMOKHOCTH MENMKAMEHTO3HOTIO JIEYEHHMA
COCYAUCTBIX OGPA30OBAHMN V NETEN

Benopycckas MemuuMHCKasl akaaeMus MOCAeIUIIIIOMHOTO 00pa3oBaHus !,
PecnyGnmkaHCKMIT HayIHO-MIPAKTUYECKUI LIEHTP AETCKON XUPYPTUH 2,
Benopycckuii rocygapcTBeHHbII MEAULIMHCKUI YHUBEPCUTET 3, T. MUHCK,

Pecniyonuka Benapych

Cpenu 100pOKaueCTBEHHBIX OITYXOJEBbIX U OIMYXOJIEMIOAOOHBIX 00pa30BaHUl Y AeTell 3HAUUTEIbHYIO TOMI0
(okoy0 25%) cocTaBsIOT 00pa30BaHUsI COCYIMCTOTO MPOUCXOXAECHHS. B COOTBETCTBMM C COBPEMEHHBIMU Tpem-
CTaBJICHUSIMM COCYIMCTBIE 00pa30oBaHUsST (AaHOMAJIMK) pa3lessioTCsS Ha JABe OCHOBHBIC TPYIIIBI: COCYAMCTHIE OITy-
XOJI (XapaKTepU3YIOTCsS POCTOM 3a cueT Ipoiaudepaluyd KIETOK) U COCYyAUCThie Majb(opmauuu (CTPYKTypHBIE
aHOMaJIMY Pa3BUTUSI COCYIOB).

MexaHu3M AeMCTBUSI JIEKAPCTBEHHBIX CPEACTB IS CUCTEMHOTO JIEYeHUsI COCYOUCThIX OOpa3oBaHMil Ha-
MpaBjieH Ha MojaBjieHue npoaudepaliy U aHTHMOTeHe3a, MO3TOMY TaKoe JieYeHUEe TIPUMEHSETCS B OCHOBHOM B
OTHOIIEHUMN COCYIUCTBIX OIMyXOJEeH.

Hau6onee 3HaunMoil 10OpOKaYECTBEHHOI COCYIMCTOI OIYyXOJIbIO JETCKOTO Bo3pacTa SIBJsIeTCsl MH(DaHTUIb-
Has (MJaneHyeckasl) remMaHruoma. OTauuuTeabHbIMU yepTamMu MIT Kak caMocTosITeIbHONM HO30J0TMUYeCKOM enu-
HUIIBI SIBJISIIOTCSI XapaKTepHOEe KJIMHMUYECKOe TEUeHHUE C MEepUoaoM Tpordepaly U Mocieayolieil MHBOIIOLWH,
GLUT-1 no3uTuBHOE OKpAIlIMBaHUE OITyXOJICBOM TKAHU IIPU MMMYHOTMCTOXMMUYECKOM MCCIIEOOBAHUU, a TAKXKe
3¢ GEeKTUBHOCTD IIPUMEeHEHUsI 6eTa-0JIOKaTOPOB, B YaCTHOCTU, HeCEeJIEKTUBHOIO OeTa-010KaTopa MpolpaHojona, K
HACTOsIILIEMY BPEMEHU 3aBOEBABLIETO OJHO U3 IJIABHBIX MECT B JICUEHUU 3TOTO BHAA COCYAMCTBIX OMyXOJei.

HccrnenoBaHus MocieqHUX JIET JEMOHCTPUPYIOT HaJIUYKMe B OMPEAESIEHHBIX COCYIUCTHIX MajibhopMaiusx
MOJIEKYJISIPHO-TEHETMUECKUX M3MEHEeHMH, KacaloluXCsl HapyLIeHUs PEeTYIAUM KJISTOYHOTO LWKIa M Pa3BUTHUS
cocynucToit cetu. JIs yaydiieHus] KIMHUYECKOTO TeUeHMsI HEKOTOPBIX COCYAMCTHIX MalbhopMalidii MOXeT TakxKe
MPUMEHSITbCSI MEAMKAMEHTO3HOE JIeUeHUeE.

B crartbe nmpeacraBiaeHa coBpeMeHHasl KjlacCU(UKaIMs U TEPMUHOJIOTUSI COCYIUCTBIX aHOMAJIUiA, OTKMCaHbI
BO3MOXHOCTH MEIMKAMEHTO3HOTO JICYEHUSI COCYAMCTBIX OMYXOJeil U OIMyXOJeToI00HbIX 00pa30BaHUA, TPUBEIE-
HBl HEKOTOPBIE ACMEKThl MX IMaTOreHe3a, ONpenelisiolle MepCrneKTUBbl HOBBIX (hapMaKOoTepareBTUUECKHUX IO~
XOIIOB K JIEYEHHUIO.

Kurouesvie cnoea: eemarneuoma, cocyducmole mMaibgopmayui, cocyoucmole HOB000pa308aHUs, UHOAHMUAbHAS
2eMaH2UOMA, NPONPAHOA0A, bema-010Kamopbsl, mapeemnas mepanus

Vascular lesions constitute a considerable part (about 25%) of pediatric benign tumors and tumor-like
masses. According to up-to-date understanding of vascular lesions (anomalies) they are divided into two main
groups: vascular tumors (characterized by growth through cell proliferation) and vascular malformations (structural
abnormalities of vessels development).

The mechanism of action of drugs for vascular lesions systemic medication aims at proliferation and
angiogenesis, therefore that kind of management has implement mostly to vascular tumors.

The most significant pediatric benign vascular tumor is infantile hemangioma (IH). The distinctive features
of IH, as a separate nosology, are its typical clinical course with phases of proliferation and subsequent involution,
GLUT]1 expression at immune-histochemical staining, and also positive response to beta-blockers treatment, in
particular, to non-selective beta-blocker propranolol that, at present, has got a main place in the management of
this kind of vascular tumors.

In certain vascular malformations molecular-genetic researches of recent years have demonstrated alterations
relating to cell cycle regulation and vasculature development. For clinical course improvement of some vascular
malformations, a medical treatment can be also applied.

The article presents an up-to-date vascular lesions classification and terminology, describes options of medical
management for vascular tumors and tumor-like masses, provides some of their pathogenetic aspects that determine
the prospects of new pharmaco-therapeutic approaches to vascular anomalies management.

Keywords: hemangioma, vascular malformations, vascular neoplasms, infantile hemangioma, propranolol, beta
blockers, targeted treatment
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Beenenne

AXTyaJIbHOCTb IIPOOJIEMBI COCYOUCTHIX 00-
pa3oBaHUUl y AeTeil 00yCIOBJI€HAa MX BBICOKON
pacrnpocTpaHEHHOCTbIO, YAaCTbIM pPa3BUTUEM
5CTETUYECKUX M (DYHKIIMOHAJIbHBIX HApYILICHUH,
a TaKXe paHHMM BO3PacTOM MAallMEHTOB, BILIOThb
0 Tlepuoia HOBOPOXIeHHOCTU. KinmHuuyeckue
MPOTOKOJIbI 110 TEPMUHOJOTUM, JUATHOCTUKE U
JICYEHUIO COCYAMCTBIX aHoManuili B Pecrybnuke
benapych B HacToslliee BpeMsi HaXonsTCs B CTaIuu
paspabotku. HeomHOpOmHOCTh JaHHOW MAaToJ0-
MU TPEAONPEessieT CyllleCTBOBAHUE MHOXECTBA
Pa3HOOOpa3HbIX KiIacCU@uKaluii, TePMUHOJIOTHS
KOTOpBIX 4acTo JMOO 00O3HAYaeT ONHU U TE XKe
00pa3oBaHUs pPa3IUYHBIMU Ha3BaHUSAMU 10O,
Ha000pOT, MPUHLUIUAIBHO pa3Has IMaToJOTUs
OIpENeNseTcs eAUHBIM TEPMUHOM.

TUMUYHBIA TTPUMeEp: «KalMWLIApHAsT» U «Ka-
BEPHO3HAsI» TeMaHTHOMa — IIMPOKO UCIIONb3yeMbIe
TEPMHWHBI, 3aMMCTBOBAHHbIE U3 TPYIAOB HEMEIl-
koro mopdoiora koHua XIX-ro Beka Pymonbda
Bupxosa. Tak, nHpaHTUIbHAs (MJageHUYeCKasI)
remanrnoma (MI') koxu HeOONbIION TOIIIUHBI
XapakTepu3yeTcs KaK «KaluuIsipHas» reMaHruoMa,
a Takoe Xe o0pa3oBaHWE, HO PACIOJIOKEHHOE B
MOAKOXHO-XXMPOBOI KJIETYATKE, MOXET 00O3Ha-
YaThCs KaK «KaBEPHO3Has» reMaHTMOMa.

Kpome Toro, TepMuH «KaBepHO3HAas» reMaH-
rMoMa MOXET ObITh MPUMEHEH KaK I 00bEMHOTO
o0paszoBaHMsI onyxojieBoro npoucxoxnenus (MU,
KarougopMHas reMaHTMO3HI0TeIMOMa U 1Ip.),
TaK W I OIMYXOJIEBUIHBIX AaHOMAJIMN Pa3BUTUS

COCYIIOB, HAIllpUuMep, BEHO3HBIX MajbhOopMaluii.
Takue o0pa3oBaHMSsI, KaK MMOTeHHAasl TpaHyJeMa,
KanusuisipHas maibdopmauust, UT u ap., pasHbie
MO KJIMHUYECKOMY T€YEHUIO 1 BO3MOXHOCTH pa3-
BUTHUS OCJIOXHEHUU, HO CXOIHBIE MO BHEIIHEMY
BUAY U MOP(GhOJIOTUUECKOIN XapaKTepUCTUKe aua-
MeTpa COCYIO0B, BCTpPEUalOTCsS B JIUTEpaType MO
Ha3BaHUEM «KaIlMJUIIpHas» reManruoma [1].

B 1982 r. J.B. Mulliken, J. Glowacki Ha
OCHOBaHUM aHajluM3a KJIMHUYECKOTO TEeYeHUS
COCYAMCTBIX O0Opa3oBaHUN W COMOCTaBIEHUS
MOpd0JI0TUUECKON KapTUHBI MPEITOXUIN Kiac-
cuduKaluio, KIHOYeBbHIM MOMEHTOM KOTOpOU
CTaJjIo paslesieHNe «reMaHTHOM» Ha JIBeé OCHOBHBIE
IPYIIIbl; UCTUHHBIE COCYIUCTBIE OMYXOJU U CO-
cyauctbie MasibopManuu [2]. JaHHBIM DpUHIUAT
JI0 HACTOSIILEro BPeMEHHU SIBISIETCS OCHOBOI
KJaccuduKaluyu MeXIyHApOIHOTO 00beAUHEHUSI
M0 M3YYEHHUIO COCYAUCTHIX aHoManuii ISSVA
(International Society for the Study of Vascular
Anomalies). Briepsrie npunsitast B 1996 r., kjiac-
cudukaius ISSVA nepuonnyecku yTouHsieTcs: U
JIOTIOJTHSIETCSl U SIBJISIETCS] OOLLENPUHSITON CUCTE-
MO, UCITOJIb3yeMOU criealucTaMu BCEro Mupa
(tabmuua) [3].

biaronapss yHTerpaluu CreLuainucToB, pas-
paboTKe W MCIOJIb30BaHUIO KjaccH@UKaLUU
ISSVA, B mocnegHue necaTuieTust ObUIN JeTaIbHO
MU3Y4YEeHBbI TIPUPOA OTAEIbHBIX BUAOB COCYANCTHIX
o0pa3oBaHMii, 0COOEHHOCTH UX KIMHUYECKOIO Te-
YyeHusI, aTHomnaroretes. B pesyiabrare cpopmmpoBa-
JINCh HOBbIE B3MISIABI HA BBIOOP METOJ0B U CPOKOB
JIEYEHU TTALMEHTOB C COCYAUCTOM MATOJIOTUEM.

Taommma

Cxema Knaccuukanuu cocyaucTbiX aHOMaauii MexXIyHapoaJHoOro
o0mecTBa Mo M3yYeHuio cocymucToix anomammii (ISSVA), 2014 rog

CocynucTbie OIyXOJu

Cocymucteie MabhopMaLuy

JloOpoKayecTBEHHBIE:

WudpantunsHas remanruoma (MIN)
Bpoxnennsie remanruoMsl (RICH, NICH,
PICH)

Tufted-anruoma**

BepereHokieTouHasi reMaHTMOMa
DnutennonaHas reMaHruoMa

IIuoreHnHast rpaHyiemMa u ap.
Ilorpannynbie,

Ipocteie:

(LM)

Kanunnsipnas mansgpopmaiusa (CM)
Jlumdartnueckast Maabhopmanms

Coueraomuecs ¢ ap.
AHOMAJIMAMH (CHHIPOMBI):
Kumnmens-TpeHoHe
ITtypre-Bebepa

Beno3znast manbgpopmanust (VM) Madpyuuu
ApTeproBeHO3Hasi MajibhopMmanust Cepgenb-Mapropeib
(AVM)* CLOVES
AptepuoseHo3Hast puctyiaa (AVF)*  TIpores
Komounnnposannsie (2 u 0oJiee): U 1p.

C MECTHOJAECTPYMPYIOIMIMM POCTOM: CVM, CLM
Kanommdopmuas remanruosnporennoma** LVM, CLVM
CeTyaTasi reMaHTMOHI0TEIMOMA CAVM*
INamwuisgspHast sHgoIUMPaTIIeCKAas CLAVM*
aHruosHgoreanoma (omyxosb Jladbcka) npyrue

KoMmno3ntHas reMaHTMOHIOTEIMOMA
Capkoma Karmomu u ap.
310KayecTBEHHBIE:

AHTHOCapKOMa

DOUTeTUOUIHAS TEMAHTUOSHIOTEIMOMA U

1p.

IIpumevanue: ** — obpa3oBaHus, COMpOBOXIalolIMecs cuHapoMoM (peHomeHoM) Kazabaxa-Mepurr; * — oOpa3oBaHUS C

BBICOKOW CKOPOCTBIO KPOBOTOKA.
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ITockoNBEKY B GOJBIIIMHCTBE CITYIaeB COCYIU-
CThIe 00pa30BaHUS MMEIOT ITOOPOKAaYeCTBEHHOE
TeUYeHWe, HEM3MEHHO aKTyaJbHBIMH OCTAIOTCS
pa3paboTKa M MMpUMEHEeHNe IMaIsIINX MaJOWHBA-
3UBHBIX 1 HEWMHBAa3WBHBIX METOIOB WX JICUCHUSI,
OCOOEHHO B JETCKOI IPaKTUKE.

Hean. [TyreM aHanM3a IMTEpaTYpPHBIX TaHHBIX
OIICHUTh COBPEMEHHEBIE OITIIUM WCITOJIb30BAHUS
MEINKAMEHTO3HBIX METOIOB TIPU JICYCHUN IeTeit
C Pa3IUYHBIMU COCYIMCTHIMU 00pa30BaHUSIMH,
KJTaCCU(UIINPYEMBIMA B COOTBETCTBUHU C COBpPE-
MmeHHoI1 cuctemoit ISSVA. Ilpoananu3mpoBatb
CITOocOOBI ¥ (hOPMBI TIPUMEHEHUS JIEKapCTBEHHBIX
TpernapaToB, MOKa3aHUs, MEXaHWU3M IeHCTBUA,
MoO0ouHbIe 3PEKTHI.

MeankaMeHTO3HOeE JedeHne
COCYIMCTBIX OIyXoJieil

B nmeyeHMm MHOTMX COCYIMCTBIX 0Opa3oBa-
HUU Hapsiay ¢ METOHaMM, IPeIIToiararoliMu
MOBpeXaeHNe TKaHUW o0pa3oBaHHMU (KpHO-,
BIIEKTPOACCTPYKIINS, XUPYPTUUECKOE yOaJcHHUe,
CKJIEpO3MpPOBaHKe, Ja3epHas KOATryJsIus U TIp.),
MOTYT HCIIOJIb30BaThCs JIEKAPCTBEHHBIE CPEI-
ctBa. [IpnmMeHeHNe JTeKapCTBEHHBIX ITPEITapaToB
B OTHOIIEHWN COCYOUCTBIX OOpa30BaHUII OCHO-
BBIBAETCS JIMOO Ha pe3yJibTaTax JIEUeHUs APYTUX
AHAJIOTMYHBIX COCTOSTHUI, MO0 Ha CIIydaifHOM
obHapyXeHNH 3(PPEKTUBHOCTU TMPU JCUYCHHUU
COITYTCTBYIOLIE ITaTojOruu. B OoJbIIMHCTBE
cliyyaeB JaHHble 00 3((heKTUBHOCTU U Oe3omnac-
HOCTH TIPUMEHEHUSI TOTO WUIM WHOTO TIperrapara
OTPAaHMYMBAIOTCS OTIBITOM JICUCHHSI OTHOCUTEITEHO
HeOOJIBIINX TPYIII MTalluEHTOB.

B 3aBucmMmoctn OT crmocoba TpUMEHEHUS
JIEKapCTBEHHBIX TIPeTIapaToB JICUeHEe MOXET OBITh
CHCTEeMHBIM, KOTHa JIEKapCTBEHHOE BEIIECTBO
Ha3HAvaeTCsI TepOPaNbHO WM IMapeHTEePalbHO,
WM MECTHBIM (JIOKQJTbHBIM), €CJTU MCITONB3YIOTCS
aTMINKAIIA, WHBEKLINY | JIp.

Hasnauenue cucTeMHOU Tepamuy OOBITHO
TpedyeTcs TPpU pacIIpoCTpaHEHHBIX, MHTEHCHUBHO
pacTymumx o6pa3oBaHUSIX C BO3MOXHBIMU WU
yXe BO3HUKIINMH OCTOXHEHUSIMU, BIHUSIOIIN-
MM Ha BaxXHble (YHKIMHU XKU3HEIEATCITHHOCTH,
o0111ee COCTOsSIHUE MallMeHTa, a TakXe B clydasx
3HAaYMMOTO 3CTETHMYECKOr0 HAPYIICHWS W\WJIN
KOTIIa XUPypPIUIeCcKoe JICUeHNe He TIPEACTaBIISICTCS
BO3MOXHBIM.

Haunnas ¢ 50-x ronoB XX Beka K COCYAUCTBIM
00pa30BaHMAM Y IeTe, MpeAroarast ux omyxoJe-
BYIO TIPUPOY, HAYaJIu MTPUMEHSITh HecTiegmde-
CKYIO IIPOTUBOOIYXOJIEBYIO MJIN AaHTHAHTOTEHHYIO
Teparuio — o0JIydeHNe, KOPTUKOCTEPOUIBI, MHTEP-
(bepoH, IUTOCTATUKU U 1.

Koprtuxocrepouani

[TepBble myOoAMKALMKU O CUCTEMHOM MeIuKa-
MEHTO3HOM JIEYEHUM COCYIUCTHIX 00pa3oBaHUit
KacaroTcs Ha3zHAYeHUsT KOPTUKOCTEPOUAOB IS
KOHTPOJISI TPOMOOLIUTONEHNYECKOTO CUHApoMa [4].
[Tozxe MosgBUIMCH MYOJUKALMKM, OMUCHIBAIOLINE
CepUu ClyvaeB JiedeHUsl MPOOJIeMHBIX TeMaHTOM
KOPTUKOCTEpOMIaMU, TMOATBepXaaroume 3hdek-
THMBHOCTb TaHHOH Tepanuu [5]. Heckonbko mecs-
TUJIETUN KOPTUKOCTEPOUIbI OCTABAIUCH OCHOBHBIM
CPENCTBOM JIeUEHMS TaK Ha3bIBAEMBIX «CJIOXKHBIX»
reMaHTHOM.

[To6ouHble 3¢ deKTh MTPUMEHEHUST KOPTUKO-
CTepOMIOB y JeTeil ¢ TeMaHTMOMaMU Ha0JII0JaI0T-
Cs TIPaKTUYECKM BO BCEX CIyYasx, UX TSKECTb U
KOJIMYECTBO BO MHOTOM 3aBUCST OT MPUMEHSIEMOM
JIO3MPOBKHU, CXEMBI U ITUTEIbHOCTY T€paruu, BO3-
pacta pebenka [6]. Cpenyt 3HAYMMBIX U YACTHIX
MOOOYHBIX AP (PEKTOB HA3bIBAIOTCSI M3MEHEHUS
HaCTPOEHUS, SPO3UBHBIN TacTPUT, TUIIEPTEH3US,
«KYILIMHTOMI» JIULIA U 3afepxkKa pocta. Ctepous-
WHIYUMPOBAHHBIM caXxapHbIii AMabeT M UMMYHO-
CYIIpeCCus ¢ BBICOKOI MpeapacnooXXeHHOCThIO K
ONIOPTYHUCTUYECKUM MHGPEKLMIM — 3HAYUTETBHO
OoJjiee peaKue, HO TSKEJble OCIOXHEHUS KOPTHU-
KOCTepOUIHOM Tepanuu [7, §].

JlaHHBIE O YYBCTBUTEJIbHOCTM T'€MaHTUOM K
KOPTUKOCTEPOUIaM MPOTUBOPEUYMBBI, YTO CBSI3aHO
C pa3HbIMM CXeMaMWM W J103aMM JIeKapCTBEHHBIX
MpernaparoB, a TakKke ¢ TeM, YTO BO MHOTUX MC-
CJIeI0BaHUSIX OMUCHIBAIMCH He ToibKo WMI, HO u
Ipyrue cocynuctbeie obpasoBaHusi. KonmuecTBo
MOJIOXKUTEIbHBIX OTBETOB Ha JIeYeHUE KoJiebeTcs
ot 30% nmo 84-88% [6, 9]. Beicokuii IIpOLICHT OT-
BeTa OIMChIBAaeTCsl B Ooyiee MO3MHUX paboTax, rie
aHaIM3UpyroTcs uMeHHo UT.

[IIupokoe pacnpocTpaHeHHE TOJYYUIO TaKKe
JIOKaJIbHOE NMTPUMEHEHUE KOPTUKOCTEPOUIOB B BUIE
UHDBEKIUI MnpenapaTtoB B omyxonb [10], a Takke
HCIIOJIb30BaHUS Ma3ei, colepXalluX KOPTUKO-
crepounsnl [11].

JlokasbHbIe CrTOCOObI MEAMKAMEHTO3HOTO BO3-
JEeNCTBUS TPU3BaHbl MUHMMU3UPOBATh BOBHUKHO-
BEHME ITOOOYHBIX 3(P(PeKTOB OT MpemnapaToB. Tem
He MeHee, NMPU MHBEKLUSIX KOPTUKOCTEPOUIOB, a
TaKKe MPU MECTHOM NMPUMEHEHU Ma3eid, OITMCaHblI
cllyyad CHCTEMHOTO BIMSHMS TiperapatoB [12].
Takxe UMEIOTCS COOOIIEHUS O IPYTUX CEPhEe3HBIX
ocnoxHeHusx [13].

K ToMy Xe MHBEKLMU camMu 1O cebe MOTryT
OBITb CBS3aHBI C PMCKOM ITOBPEXICHUS BAKHBIX
CTPYKTYpP, KPOBOTEUEHHUS, BOCHAJICHMS, U3bsI3-
BieHUs. OTpuLaTebHbIM (haKTOPOM IpHY BhIOOpE
WHBEKIMOHHOrO crocoba MpUMEHEHMS JeKap-
CTBEHHOTO Iperapara sBJIsIeTCs] TakxkKe Heo0Xo-
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IMMOCTb IMPOBOAUTHL ITOBTOPHLIC 0O0JIe3HEHHBIE
MAaHHUITYJIAOMU B YCJIOBHUAX o0IIeil aHecTe3nu B
CTallMOHape.

IIpenapatsl unTepdhepona

IlepBoHavanbHO pa3pabaThiBaeMblii Kak
MPOTUBOBUPYCHOE CPEACTBO, IpernapaT WHTEp-
(¢epona anbda mokazan KIMHUYECKUN 3¢hheKT
B BUe perpeccur capkombl Kamoim — cocynu-
CTON OMyXOJIM, aCCOLUMUPOBAHHON C CUHIPOMOM
numMmyHozaeduiuta [14]. Ero aHTHaHTMOTEHHYIO
aKTUBHOCTb MOATBEPAUIN TakKKe HEKOTOPbIE 3KC-
nepuMeHTaJabHbie gaHHble [15]. Takum obOpaszom,
npenapar CcTajiyd MPUMEHSTb MO OTHOIIEHUIO K
COCYIMCTBIM 00pa3oBaHUSIM, BHayaje B XKU3HE-
YIpOXaloluX CUTyalMsIX, TpU oOpa3oBaHUIX,
COIPOBOXIAIOLIMXCS KoarynomaTtueid [16], a B
JajbHeIIeM TOsSIBUINCh CEPUU CyYaeB JIeUeHUs
NI untepdepoHom anbda 2a 1 2B, B TOM YUCIIE
MO 3CTETUYECKUM ToKazaHusM [17].

ITpuMeHeHne MHTep(hEepOHa YacTO COMPOBO-
KIAeTCsl HEBBIPAXKEHHON JIMXOPaaKoil B TeYeHUe
HECKOJIbKMX Helledb MOCjie WHBEKIUU, TMOBbILIe-
HUEM YpPOBHSI MEYEeHOUYHBIX TpaHCaMUHa3, Tpe-
XONAUIMMA aHeMUE M HeiTporenuein [16, 18].
CaMbIM cepbe3HBIM ITOOOYHBIM 3(PHEKTOM JIeUeHUsT
reMaHrMoM MHTep(PEpOHOM cTajla criacThyeckast
JUILIETHS] M HEKOTODPBIE APYrMe MOTOPHBIE HApy-
mreHus [19], 9To B HacTosiiee BpeMsl OrpaHUINBaeT
ero IMpUMEHEHHWE B 3TOM 007acTH, OCOOCHHO Yy
JIeTed MJIAAIIEN BO3PACTHOM TPYIIIILI.

MeTon npuMeHeHUs! MHTepdepoHa B BUIE
WHDBEKIMI B TKaHb TéeMaHTUOMBI OINMCaH JIUIb B
eIMHUYHBIX Tyoaukauusx [20] u, mo-BUAMMOMY,
He TMOJy4YWI IUPOKOTO paclpoCTpaHEeHUs.

LuTocTtaTuxn

IlepBoe ynomuHaHue 00 MHTpaapTepUaIbHOM
HCTOJIb30BAHUN XMMHUOTEPANeBTUUECKOTrO areHTa
(a30TUCTBINA UMOPUT) IS JIedeHUsT pebeHKa C aK-
TUBHO pacTylleil, ckopee Bcero, MHGaHTUIbLHOK
reMaHrnoMoi otHocurcs K 1966 r. [21]. ITo3nHee
UMEIOTCS coo01IeHNST 00 3(P(HEKTUBHOCTH ITUKITO-
(bochamuma aist 1eyeHUsT TSIKEIbIX XKM3HEeYTrpoXa-
IOIMX COCYIMCTBIX 00pa3oBaHuii [22]. B HacTosi-
1mee BpeMsT Ipu Hed(POEKTUBHOCTU IPYTUX BUIOB
MeIMKaMeHTO3HOro JieueHusl (OeTa-010KaToOpbl
(CM. HUXe), KOPTUKOCTEPOUNbl, UHTEp(PEPOH) B
KayecTBe Iperapara pe3epBa paccMaTpUBaeTCs
BUHKpUCTUH [23, 24]. TTo maHHBIM HEKOTOPBIX
aBTOPOB, TPOLIEHT IOJOXUTEJIbHOTO OTBEeTa Ha
JieueHe BUHKPUCTHHOM COCTaBJIsIeT 0KojIo 80-92%
[24]. TIpenapaT ucnonb3yeTcsl Kak IJsl JIeYeHUS
NI, Tak u Kanomm@opMHOi# TeMaHTMOIHAOTE M -
OMBI, COMPOBOXAAMOLIEHCS TSXKEI0i Koaryaorna-
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tueit [25]. [ToboyHbIMU 3deKTamMu Tpernapara
MOTYT OBITh TIeprepruIecKre HelponaTuu, 60Jb
B XWMBOTE, 3aIl0p, M3MEHEHNEe KapTUHBI KPOBU U
ap. [23]. KpoMe Toro, BAHKpUCTUH HEOOXOIUMO
BBOIUTH CTPOTO BHYTPUBEHHO M3-3a pHCKa HEKpo3a
TKaHel TIPY 9KCTPaBa3aJbHOM BBEICHUM.

Jpa Gera-0;10KaTOPOB

Hacrosiueii peBotolLieii B cpepe cCocyaucTbIx
00pa3oBaHuii SIBUWIOCH CllydyailHOe OOHapyxKeHue
B 2008 r. BbICOKOI 3 heKTuBHOCTU OeTa-0J10-
KaTopa IIpOIlpaHoJIoia s JiedeHus nereit ¢ UT
[26]. C MmoMeHTa MepBbLIX MyOJMKALIMI B TEUCHUE
KOPOTKOTO TMepuroja BpeMeHU (MeHee 1eCsSITU JIET)
JieueHue OeTa-0JioOKaTOpaMM CTajo ILIUPOKO MC-
MOJIb30BaThCSl BO MHOTUX CTpaHax mupa [27] B
CUJTy JOCTYMHOCTH, MPOCTOTHI MCITOJIb30BaHUS U
MMHUMAJILHOTO MPOSIBJICHUSI TOOOYHBIX 3(h(HEKTOB.
ITo Tem xxe mpuuMHaM MoKa3aHus ISl Ha3HAUYeHUs
CUCTeMHOTO JieueHus npu YT MOTYT CyllIeCTBEHHO
paclIUpUTHCsI, 0COOEHHO MPU 3CTETUUECKUX HAPY-
meHusIx. JlaHHble MHOTOUMCIEHHBIX MyOIuKaluui
JNEMOHCTPUPYIOT BBICOKYIO 3(PHEKTUBHOCTH MPO-
npaHosioia rmpu edyeHun aeteii ¢ UT', B Tom uncie
U3bSI3BJIEHHBIMU, a TAKXKE C TeMaHTHOMaMU TIeYeHU
U JbIXaTeJIbHbIX MyTEN.

JIvs Hebombiras monst UT (okomo 1%) omm-
CBIBaIOTCSl KaK MPOIPaHOJION-pe3UCTeHTHbIE [28].

dapmanepTrueckoil kommanueii Pierre Fabre
(®panHuyg) paspaboraHo u npousBoautcs ¢ 2014
roga B ¢opMe CYCIEH3UM [JIS MEPOopaibHOro
Npuema JieKapCTBeHHOE CPEeICTBO HA OCHOBE MPO-
MpaHoJioaa s JiedeHUs: remanruoM — Hemangiol
(Hemangeol). DTo mepBBIil M eIMHCTBEHHBIN
npemnapar (B OTJM4YMe OT KOPTUKOCTEPOUIOB, UH-
TepdepoHa, BAHKPUCTUHA U JIp. BUAOB JICUCHUSI),
He SIBJISIIOIIMIACS TTpenapaToM, MpuMeHsieMbIM off-
label nst neyenust geteit ¢ UI' B crpanax 3anagHoit
EBponsl 1 CoeauneHHbix Illtatax Amepuku. B
PeecTtpe nekapcTBeHHBIX cpelncTB PecryOnuku
benapych maHHOe JieKapCTBEHHOE CPEACTBO HeE
3aperucTpupoOBaHo.

[MIpunoun aeiictBus mpomnpaHojona Ha UT
OKOHYAaTeJIbHO He ycTaHoBIeH. Cpeau BO3MOXKHBIX
3BEHbEB MEXaHM3Ma Ha3bIBAIOTCS JIOKAJbHbIN Te-
MoauHaMuueckuit aphekT (yMeHbllIeHUe TPUTOKa
KPOBU K OIYyXOJW 3a CUEeT Ba30KOHCTPUKLUU),
MojJaBlieHWe aHTMoreHe3a (yMEHbIIEHUE aKTUB-
HOCTU 3HIOTENIUANbHBIX (haKTOpOB pocTta) [29] u
ycKkopeHue anonTosa [30].

ITpu cucremuom neuenun UI' mpompanoso-
JIOM TT000YHBIMU 3 heKTaMU MOTYT ObITh Opaau-
Kapousi, TUTIOTEH3UsI, TUTIOTJIMKeMUS, THUIIepKa-
nuemus U 6ponxocnasm [31]. YacToTa cepbe3HbIX
MoOOYHBIX 3(h(HEKTOB HEBBICOKASI.

Taxxe mpu IJIUTEJBHOM JIEUEHUUM MpoIpa-



© HoBoctu xupypruu Tom 27 * Ne [ * 2019

HOJIOJIOM BO3MOXHBI HapyIIeHWsI CHa, 3amepxKKa
MOTOPHOTO Pa3BUTHS U TIP., YTO CBSI3BIBAIOT C €TI0
JTUATTOPMIBHOCTBIO, CIIOCOOHOCTHIO TIPEOH0JIeBATh
reMaTodHIehaTNIeCKI 0apbep M BO3MOXKHBIM
BO3IECTBHEM Ha IICHTPATLHYIO HEPBHYIO CHCTEMY
[31, 32].

B cxemax Tepamy TIpoIIpaHoIION Ha3HAYACTCS
B CYTOYHOM 03¢ OT 2 10 3,4 MT Ha KT Beca peOeH-
Ka, pasiejeHHOM Ha 2-3 mpuema, JIMTEIbHOCTh
JIEYEHNSI B CPEIHEM COCTaBisAeT 6-12 Mecsles,
TTOKa3aHMs K MPUMEHEHWI0 OTHOCUTEILHO MHIM-
BUTyaJIbHBI.

C e 1h10 MUHIMU3ALNY TTOO0YHBIX 3 PEKTOB
M3YyJaeTCcsT BO3MOXHOCTb TTPUMEHEHUST CEJICKTUB-
HbIX W/WIW TUIPOPUILHBIX OeTa-0J0KaTOPOB —
aTeHoJsona, Hagosona u ap.[31, 33]. Ux apdexTun-
HOCTb TaKXKe BBICOKA.

[lepcreXTUBHBIM HampaBlIeHUEM SIBIISICTCS
JIOKaJIbHOE MCI0JIb30BaHUe OeTa-010KkaTopoB. Tak,
I TIOBEPXHOCTHBIX oOpazoBaHuii (MU' koxu)
IIUPOKO TIPUMEHSIETCI TONMMYECKOE BO3IEHCTBUE
B BUE Kamelb W TeJIs TUMOJOJa, KpeMa U Tels,
comepxXaux npomnpaHoion [34, 35].

Jng reMaHTHOM Hapy:XHOM JIOKaJIu3aluu,
PACITOIOKEHHBIX TTOIKOXHO, TPEATIPUHUMAIACH
TTOTTBITKA OOKaJIBIBAaHMS ONMyXoJiu 1% pacTBopoMm
rporpanoioia [36].

Takum obOpazom, mis WHGAHTWIBHON, WIN
MJIaIeHYeCKOM, TeMaHTUOMBI, COCTAaBJISIONIEH
OCHOBHYIO JIOJIIO COCYAMCTBIX 0Opa3oBaHW y
neTeit, 3(pheKTUBHOCTh M TIPOCTOTA TTPUMEHEHUS
6eTa-0J10KaTOPOB, BO3MOXHO, CAETAIOT (DapMaKko-
TeparneBTUUECKUI TTOIXO0N OCHOBHBEIM B JICUYCHUU
3TO¥ TPyl TTAMEHTOB. TpeOyIoT HalbHEHIIero
M3YYeHUS] BO3MOKHOCTH JIOKAJTEHOTO TIPUMEHEHMS
6eTa-0J10KaTOPOB, pa3paboTKa METOOWK W JIeKap-
CTBEHHBIX (hOPM.

MeaukaMeHTO3HOE JIeueHne
COCYMCTBIX MaJibgopManmii

CocynucTbie ManbhopMallui — CTPYKTYpHbIE
aHOMAaJINM Pa3BUTHSI COCYAUCTON TKaHU, B 0OOJIb-
LIMHCTBE CJTy4aeB BO3HUKAIOLLKE B MTPOLIECCE HAPY-
LIEHUsI BHYTPUYTPOOHOTO pa3ButTus. CocyaucTbie
MajibpopMalui UMEIT MEJIEHHO IMpOrpeccupy-
olllee TeueHue, MOTYT YXYAILIaThCcs B IybepraTe
WJIW TION BIUSTHUEM Ipyrux ¢akropos. [Ipu pac-
MPOCTPAaHEHHOM MOpPaK€HUU TOJIHOE H3JIeUeHUue
MalueHTa, Kak MpaBUjio, HEBO3MOXHO, JieYeHUe
HaIpaBJIeHO Ha YCTpaHEHUWE WM YIydlleHue uMe-
IOLLIUXCSI CUMITTOMOB — 00JIb, OFpaHUUYEHME JABUXKE-
HMIA B CyCTaBax, 3CTETHUECKIE M (PYHKIIMOHATIbLHBIC
HapylieHusi. OCHOBHOe HampaBieHWe B JIeYEHUU
MallMeHTOB C COCYIMCTBHIMH MaTb()OpMallHsIMU
— JIOKaJIbHbIE XUPYPTUUYECKUE METOMbI: CKIEPO3U-
poBaHue, SMO0IM3aLs, XUPYPruYecKoe JeueHue.

OnmHako ¢apMakoTepaneBTUUYECCKHUE METOJHI,
OCHOBaHHBIC Ha TeMOIMHAMHYeCKOM 3¢ deKTe,
a TaKKe Ha JOKa3aHHBIX WM TIPEIITOIaraeMBIX
MOJIEKY/ISIPHO-TEeHEeTHUECKIX MEXaHMU3MaXx, TI03BO-
JITIOT YIYYIIUTh Te9eHNE HEKOTOPHIX COCYIMCTHIX
MaJibhopMaLuii.

Cungenadui

B 2012 roay mosiBUioch cooOllieHUe O Jie-
YEHUM 9-MECSTIHON IeBOYKM ¢ MUKPOKHMCTO3HOMU
JTMMGaTHIeCKOl MaabhopMalieil IIen M JeTKUX
uHTOUTOpOM (ochoanacTepasni-5 cuaneHabu-
sioM (Buarpa) 1o 1moBomy JIeTOYHOM TUIIePTEH3NH.
KpoMe KIMHMYECKOTrO YIYUIIEHUS COCTOSHHUS
MaiueHTa, yepe3 4 Mecsiia JeyeHus HabIraaa0Cch
MTOYTH TIOTHOE MCUYE3HOBEHME TMMMATHICCKOM
Manbdopmanuu. Ilociae maHHOTO HAOIIOAECHUS
cuniaeHadua ObUT TPUMEHEH ellle Y JBYX MallueH-
TOB JIETCKOTO BO3PAacTa, ¥ KOTOPHIX TOCTIE TPEX Me-
CAIIEB JIEUCHUS TaKKe HaOIoaaach 3HAYNTETbHAS
TTOJIOXKUTETbHAsT TUHAMUKA B BUIE YMEHBIICHMS
obbema naumdarnyeckux maibopmauuii. OT-
MeyJajgach XOpolrasi TMepeHOCUMOCTh JICUCHUS U
OTCYTCTBME 3HAUMMBbIX MOOOYHBIX 3phexkToB [37].

[MpenmonaraeMbeIii MeXaHU3M HEUCTBUS 3a-
KJTI09aeTCsd B pellakKCcalluM TJaIKOMBIIIEYHBIX
BOJIOKOH CTEHOK JIMMMOCOCYIOB M YIYUIICHUN
JuMdooTTOoKA.

ITocnenytoiuve naHHbie 00 3¢h(MEKTUBHOCTU
JIOBOJIbHO MpoTrBopeuuBsl [38, 39]. B HacTosiiee
BpeMs cuigeHadua He SBISCTCS TperapaToMm
BbIOOpA [JIs1 JiedeHUsT TUMpaTUIeCKUX Mabdop-
MalWii, HO CUATAETCS, YTO B HEKOTOPBIX CIIyJasx
OH MOXET YMEHBIIUTh O00BhEM W YIYUIIUTh UX
KIMHIYECKOEe TeUCHUE.

TapreTnasi Tepanusi HeEKOTOPbIX
COCYAUCTBIX AaHOMAJIUIA

B 2008 r. D.J. Marsh et al. [40] onucanu
KJIMHUYEeCKUI ciaydail mcnonb3oBaHuss mTOR-
MHIMOUTOpa panaMuiiMHa JIJis JIeYeHUs TTallMeHTa
¢ cuHapomoMm IIpotes 1Mo MOBOAY MHOXECTBEH-
HbIX TaMapTOM U BO3HMKILIUX KM3HEYTPOXKAIOIIUX
ocnoxHeHuit. Cunapom Ilpotes y paHHOro ma-
LIMEeHTa ObLT MOATBEPXKIEH MOJEKYJISIPHO-TEHETH -
YeCKHMM MCCIe0OBaHUEM M BBISIBIEHUEM MyTalluu
rena PTEN — perynsaropa PI3K/AKT/mTOR-
CUTHAJIBHOTO MYTH.

CurHanbHbiil nyTh PI3K/AKT/mTOR — BHY-
TPUKJIETOYHBII MEXaHU3M, OTBEYAIOLI1Ii 3a aror-
TO3, pOCT U nposrdepaiuio KieTok. Jucperysiuust
JTAHHOTO MeXaHU3Ma SIBJISIETCS] OJHUM U3 KITIOUEBBIX
MOMEHTOB IMaTOJOTMYECKOTO aHTHOTeHe3a, B TOM
yucie KaHieporeHe3a. IToBbILLIEHHBI YpOBEHb
HEKOTOPBIX COCTABJISIIOIIMX 3TOTO MYTU OHKOMPO-
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TEMHOB WM WX 3HAYMMEBIC MYTAIlui BEBISIBIICHBI B
psilie 3J10KaYeCTBEHHbIX HOBOOOpa3oBaHuii [41], u
B KOMILIEKCHOM JIeYeHUM OHKO03a00JIeBaHU I TTpU-
MEHSIETCS PSI BBICOKOCIIEITM(MPUIHBIX TapTeTHHIX
Mpenaparos.

B maroreHe3e HEKOTOPBIX COCYAUCTHIX 00Opa-
30BaHUM TaKXKe BbISIBIISIIOTCSI CXOAHbBIE MOJIEKYJISIP-
HO-TeHeTuueckue usmeHeHus [42, 43]. M-TOR-
WHTUOUTOp panaMUlLMH (CUPOJMMYC), a TakKxke
3BEPOJUMYC YCIELIHO UCTIONB3YIOTCS IS JIEUEHUST
KanoirhopMHOI TeMaHTHO3HIOTEIMOMBI C Koary-
JonaTtueit Kazabaxa-MeppuT 1 pacrnpocTpaHEHHbIX
TUMGATHIECKUX W JTUM(pATUKO-BEHO3HBIX Mallb-
dbopmanuii [44, 45, 46].

C uenbl0 BO3MOXHON MHIWBUIAYATU3UPO-
BAHHOI TapreTHOM Tepaliuyd U3Y4YaroTCs MOJIEKY-
JISIPHO-T€HETUYECKHEe OCOOEHHOCTU Pa3lUYHbIX
COCYIUCTBIX 00pa3zoBaHuii [47].

3akJaroueHue

[IpoBemeHHBIN aHAMU3 JTUTEPATYPhl YKa3bI-
BaeT Ha HEOOXOIMMOCTb BHEAPEHMS B TIPAKTHUKY
COBpEMEHHON Kilaccu@uKaluu COCyaucCThIX 00-
pa3oBaHMIl, OCHOBAaHHON Ha KJIWHWYECKUX, MOp-
(bomormueckMx M MATOTEHETUUECKUX TTPUHITUTIAX.
HNzyyenune 3¢pGEeKTUBHOCTA OTAEIBHBIX METOIOB
JIeYeHUST B OTHOIIIEHUW DPA3IMYHBIX BUIOB COCY-
JUCTBIX aHOMAaJIMi y JeTeid, a Takxke pa3paboTkKa
M BHeIpEeHWE HOBBIX He- M MaJIOMHBAa3WBHBIX
METOAMK BBI3BIBAIOT PACTYLIMI MHTEpec ucche-
JIOBaTEJEe.

IO HEeKOTOPBIX COCYIMCTBHIX TAaTOJOTHIA,
Hampumep 1 UH(PaAHTWIbHOK (MJIameH4YeCcKOil)
TeMaHTHOMBI, B IIOCIETHNUE TOIBI TIOSIBUJINCH TIpe-
napartbl (0eTa-0610KaTophl), 3PHEKTUBHOCTD U TTPO-
CTOTa TIPMMEHEHMS KOTOPHIX TTO3BOJIUT, BOZMOXKHO,
caenaTh (papmMakoTepareBTUIECKUi MoaX0] OCHOB-
HBIM B JICUCHUU 3TOM TPYIIIHI TAIIICHTOB.

CuctemHast MEIUKaMEHTO3Hasl Teparsl CBSI-
3aHa C BO3MOXHOCTbIO MOOOYHBIX 3¢dekToB. C
LIETbI0 MUHUMHU3AINNA BEPOSATHOCTU WX BO3HUK-
HOBEHHUSI BeAETCS TTIONCK JIOKATbHBIX, MUHUMAJIBHO
WHBAa3UBHEIX CITOCOOOB IIPpUMEHEHMST OeTa-0J10Ka-
TOPOB.

JISl TSDKENBIX M OCJIOKHEHHBIX COCYIMCTBIX
aHOMaINi (COCYIMCTHIX MaTb(popMaliMii M HEKO-
TOPBIX COCYIMCTBIX OITyXOJei), TMepCIeKTUBHBIM
MPENCTABISIETCS HAITPaB/IEHUE U3YUYEeHUS TeHeTnYe-
CKUX TOJIOMOK, BO3IEMCTBYSI Ha KOTOPbIE BO3MOX-
HO €CITM He M3JIEYUTh, TO 3HAYUTEIHLHO YIYJIINUTh
COCTOSIHME TMallMEeHTa U ero KayecTBO >KU3HU.

DuHaHCHPOBaHHUE

O0630p MTEepaTyphl BHIIIOJIHEH B COOTBETCTBUU
C TEMOM BBIMIOJIHSIEMOM AUCCEPTALIMOHHOM paboThI
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