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H0BeHUNbHas aHrMohmbpoMa HOCOMOTKU — AOOPOKAYECTBEHHAN BbICOKOBACKYNAPU3MPOBAHHAN ONYX0/b, KOTOPas BCTpe-
4aeTcA Yale Bcero y neten u oHoweh 9—19 net. OCHOBHLIMU KNMHUYECKUMU NPOABAEHUAMU LAHHOW NATONOMMUM CAYXKAT
3aTpyAHEHME HOCOBOTO AbIXaHMA U HOCOBOE KpOBOTEYeHMe.

B oTneneHne OHKONOrMM M BeTCKON XMPYPrum HaumoHanbHOro MeAULMHCKOrO NCCNef0BaTeNIbCKOrO LIEeHTPa eTCKO rema-
TONOTUM, OHKONIOTUM U UMMYHONOTMM UM, OMUTpUA PorayeBa noctynun 16-n1eTHuii I0HOWa C Xanobamu Ha NOAHOE OTCyT-
CTBME HOCOBOFO [ibIXaHUs, HOCOBbIE KPOBOTEYEHUS, XPaN, THYCaBOCTb, 3k30(TaNbM CNpaBa, HapyleHue 3peHus. MauyueHTt
NpOXoAuUN AANTENbHOE (Ha MPOTAXEHUM 5 MeC) TepaneBTUYECKOe leYeHne No NOBOAY PUHOCKHHYCUTA U afleHOUAHbIX Be-
retauuii. B aHamHese — HeyfayHas nonbITKa afeHOTOMUU. 110 JaHHBIM MYNBTUCIMPANLHOM KOMMNbIOTEPHON TOMOTpaduu
rONOBbI C KOHTPACTHBIM YCUIEHWEM — tOBEHUIIbHAA aHTnotbubpoma HocornoTku IVa cragum (no knaccudukaymum Fisch—
Andrews). 3a 2 mec 06bem onyxonu ysennuuics Ha 30 %. MNauneHTy NpoBefieHa HEOALbIOBAHTHAs Tepanus CUPONMMYCOM
B paMKax MUAOTHOM a3kl NPOCNEKTUBHOO KIIMHUYECKOTO UCcnefoBaHusa. Yepes 9 mec npuema npenapara 0TMeYaKTCs
cokpaueHue o6bema onyxonu Ha 37 %, BOCCTAHOBEHWE 3PEeHUS, YydlleH e KTMHUKO-PEHTTeHOOrMYEeCKON KapTUHBbI.
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Juvenile nasopharyngeal angiofibroma is a benign, highly vascularized tumor that occurs mainly in children and young
men of pubertal age 9-19 years old. Often manifested by difficulty in nasal breathing and nosebleeds. We report
a 16-year-old boy with complaints of a complete absence of nasal breathing, nosebleeds, snoring, nasality, exophthal-
mos on the right side, visual impairment. Undergoing therapeutic treatment for rhinosinusitis and adenoid vegetations
for 5 months and an unsuccessful attempt at adenotomy in history. When contacting the Department of Oncology and
Pediatric Surgery Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology
according to imaging with contrast enhancement juvenile angiofibroma of the nasopharynx IVA stage to Fisch—
Andrews with a 30 % increase in volume in 2 months. The patient was initiated on neoadjuvant therapy Sirolimus
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Clinical case

as part of a pilot phase of a prospective clinical trial. After 9 months of taking the drug, there is a reduction in the
tumor by 37 %, restoration of vision, clinical and radiological improvement.
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BBepeHue

IOBeHunwHas anrnopuopoma Hocornotku (KOAH)
MpeAcTaBysieT cO00M penKoe 100pOKauYeCTBEHHOE, JTOKAIb-
HO arpeCCMBHOE U BBICOKOBACKY/ISIpU3MPOBAaHHOE 00pa30-
BaHue [1], BcTpeyaroleecss BOCHOBHOM Y JeTeil U IOHOIIeH
9—19 net. CpegHuii BO3pacT NallMEeHTOB COCTaBIseT 15 Jier,
yacrora Bctpeyaemocty FOAH — 1 ciryyaii Ha 5000—50000 06-
palieHuii K oTopuHoJapuHroiory[1, 2]. UmeroTcs Takke
eIMHWYHbIE ITyOIMKAIIMY O BbISIBJICHUN JAaHHOM MaTOJIOTUN
y >KeHIIMH [3].

K HavyanbHBIM TTPOSIBJICHUSIM 3a00JIeBaHSI OTHOCUTCS
3aJI0KEHHOCTh HOCA, B CBSI3U C YeM IAllMEHThI JUINTEIbHOES
BpeMs IOJyJaloT KOHCEPBAaTUBHOE JIeYEHHUE IO TTOBOIY
PUHOCHHYCUTA 0e3 JOIMOJHUTEIBHOTO 00caenoBaHus [2].
YacTo HabmomaeTcsa HOCOBOe KpoBoTeueHue. [1pu 6ob-
LIOM PACIIPOCTPAHEHUM OIYXOJIM TOSIBISIOTCS KaJ00bI
Ha MOJTHOE OTCYTCTBYE HOCOBOTO AbIXaHUsI, OMTHOCTOPOHHEE
CHUXXEHUE CTyXa, aCUMMETPHIO JIUIIA, YXYAIIEHUE 3pSHUS,
9K30(TaJIbM.

FOBeHunbHaAs aHrMOOUOPOMa HOCOTJIOTKM MOKET ITPO-
HUKaTh B pa3jMyHble aHATOMMYECKUE CTPYKTYPHI U 00-
JIaCTM MapaMeHUHIeaIbHOM JTOKaIM3aliK, ITIopaXxarh OC-
HOBaHUeE yepera ¢ paclipocTpaHEHUEM MHTPaKpaHUAJIbHO,
YTO BCTpevaeTcs 10BoIbHO YacTo (1o 20 % ciydaes) [4, 5].
HMHBa3us B opOUTY, MOABUCOYHYIO SIMKY, IIEKY, KABEPHO3-
HBII CMHYC U TIEPEIHIO WIM CPEIHION YEPEITHYIO SIMKY
MOXET IMPUBECTH K BBICOKMM XUPYPTUYECKUM PUCKaM,
B TOM YMCJIC TIPY BBITIOJTHEHUM MPEIONEPALIMOHHON dM-
oonmzaiuu [6].

Tpaguumonnoe neuenue KOAH Bkouaet xupypruye-
CKYIO PE3EKIIMIO C UCITOIb30BaHEM OTKPBITHIX JOCTYIIOB,
TaKUX KaK TPAaHCHEOHbI, TPAaHCUEIIOCTHON, OCTEOTOMMUIO
no JIe ®op 1, TpaHcdaninanbHbIi 1oCTyIT 10 Mypy, TpaHC-
MO3UIIMIO BEPXHEIl YENIOCTH, a TAaKXKe JIaTepaabHyI0 Kpa-
nuotomumio no Fisch [7, 8]. B mocnenHee BpeMst ctaHaapToM
TepaIuu SIBJISIETCSI MCIOb30BaHUE TPAaHCHA3AIbHbBIX JH-
JIOCKOITMYECKMX ITOAXOI0B, B TOM YHCJIE C IPUMEHEHUEM
WHTpaoNepallMOHHOW HAaBUTAlIMOHHON cuctemsl [9, 10].
AnproBaHTHasl JTydeBasi Teparus noTepsiia MoIyIapHOCTh
M3-3a pYCcKa MOBPEXKACHUS TUTIOGhU3a U Pa3BUTUSI BTOPUY-
HBIX 3JI0KaYeCTBEHHBIX HOBOOOpa3oBaHwuii [11], HO ee Tipo-
BOIST IMallMEHTaM, Y KOTOPBIX BBHIITOJHEHUE XUPYPTU-
YeCKOTO JIOKaJbHOTO KOHTPOJISI CBSI3aHO C BBICOKHMMU
pUCKaMU XUPYPTUIECKOTO BMEIIATEILCTBA.

B nocnennue necsatunetus: copMUpOBaIOCh MTOHU-
MaHUe aHTMOIeHe3a, YTO B COBOKYITHOCTH C MOJIEKYJISIPHO-
TeHETUIECKUMU UCCIIeI0BAHUSIMU ITO3BOJIMIIO CHOPMYIIH-

pOBaTh TMIIOTE3bl TOUEUHOT'O BO3NEUCTBUSI HA MPUIMHY
(opmupoBaHus psifa 3a00neBaHU. DTO TaI0 BO3MOX-
HOCTb MCITOJIb30BaTh B TEPAUM YK€ UMEIoIIecs mpera-
paThl, YCIIEIIHO MPYMEHsIeMbIe [T APYTUX 1eneil. OqHuM
W3 TaKMX JIEKAPCTBEHHBIX CPEICTB SIBJISICTCS CUPOJIUMYC —
monHbi mHruoutop mTOR-nmytu (mMTOR — muineHn
panaMuyIIMHA MJIEKOIUTAIOIINX), OTBEYAOIIMIA B TOM YMCJIe
3a BbIPAOOTKY (hakTopa, MHAYLIMPYEMOTO TUTIOKCHEeH 1-a,
KOTOPBIN PeryupyeT TPAaHCKPUIILIMIO T€HOB, CTUMYJIUPY-
IOIIMX POCT KJIETOK U aHTMOTeHe3, BKJIIoYas (haKTop pocTa
sngorenus cocynoB (VEGF). Cuponumyc, cBs3bIBasCh
¢ 6eakoM FK506, oopasyer komruiekc FKBR12, Tem cambiM
nHruoupyer mTOR-1myTh 110 anyoctepuyeckomy Tuiy. JaH-
HBII npenapaT 1oKa3aji cBoio 3(pHeKTUBHOCTD B JICUCHUU
MHOI'MX COCYAMCThIX aHOMauii [12—16]. OnHako uMeeTcs
TOJIBKO OIHA ITyOIMKaLKs 00 YCIIEITHOM TPUMEHEHUU CH -
ponumyca ripu FOAH (y 3 maumenros) [17].

B maHHOI1 cTaThe OnMcaH KIMHWYECKUI clTyJaii yerem-
Horo neuyeHust FOAH cuponumycom. Tepanus roBbicuiia
KaveCTBO XKM3HU MalMeHTa: YIy4YIIMIOCh €ro obliee camo-
YYBCTBME, ITOJTHOCTHIO BOCCTAHOBUJIOCH 3peHHUE, YTO I10-
3BOJIAJIO OOJIbHOMY MPOAOJIKUTH OOYyYEeHHE B LLIKOJIE.

KnuHuuyeckuit cnyyai

Ilayuenm, 16 aem, obpamuics 6 omoenerue OHKOAOUU
u demckoii xupypeuu HayuonanvHoeo meduyunckoeo uccae-
008aMeENbCKO20 YeHMPa 0emcKol eemMamonoeuil, OHKOA0RUU
u ummyHonoeuu um. Jmumpus Poeauesa ¢ scarobamu na om-
cymemesue HoC08020 ObIXAHUSA, HYCABOCHIb, XPan, PeUUdUsUpy-
foujee HOCOBOe KposomeyeHue, acCUMMempuio Auya 3a cyem
9K30PManvmMa CNPAsa u CHUMNCeHUe 3PeHusi Ha npaewlii enas.
Ilocae 10 mec KoHcepeamueHoeo AeueHUs pUHOCUHYCUMA, He 0a6-
Uie20 pe3yIbmamos, NONbIMKU G0eHOMOMUL N0 OGHHbIM MYAbMU-
chupanvHoil Komnsromeproil momoepagpuu (MCKT) u maenum-
Ho-pe3oHnarcHoll momoepagpuu (MPT) eonoevt c kompacmHbim
yeunenuem (KY) ommeuena ompuyamenvras OUHAMUKA & 8Ude
yeeauuenus obsema onyxoau Ha 30 % 3a 2 mec HabarOOeHUS.

ObsemHoe 0bpazosarue NPOHUKAN0 8 004acmb opouUmbl
CNpasa u caeea, OKPyicano 3pumensHsle Hepebl ¢ 08yX COPOH,
PaAcnpoCmpansnocy UHMPAKPAHUAAbHO 6 00AACMb XUA3Mbl,
KagepHO3Hblil CUHYC Cnpaea u caeea, okpyxcano ceemenmot C,,
C, enympernneii connoil apmepuu cnpasa u caeéa. Onyxonb
obiaa pasmepamu 61 x 56 x 60 MM, umena poeHbwiil KOHMYP,
UHMEHCUBHO HaKanaueana Konmpacmmoiii npenapam. Ee 006-
em do Hauana mepanuu cocmaesun 127 ma (puc. 1).

ZJlo Hayanra mepanuu cuposumMycom nayueHm noAy4uAn
KOHcyabmayuo ogpmanvmonoea. Buimoaneno uccaedosanue
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Knuxuyeckui cnyvai

noaeti 3penusi, no aHHLIM KOMOPO2o OmMmexaemcs binadenue Ha ocHosanuu KAuHUKO-peHmMeeH0A0UHeCKUX OaHHBIX
nosaeil 3peHus npaeoeo 2nasa (puc. 2). YCMaHo81eH OUAHO3: OBEHUNbHAS AH2UOPUOPOMA HOCOA0MKU

Puc. 1. Myasmucnupanvhas KomnolomepHas monoepagus 20108bl ¢ KOHMPACMHbIM YCUACHUCM NAYUEHMA 8 QUHAMUKe: d — neped AeHeHuem CUPOAUMY-
com; 6 — uepes 3 mec om Hauana mepanuu; 8 — uepes 6 Mec om Hauaia mepanuu; 2 — 4yepes 9 mec om Hauanra mepanuu; 0 — Ha 4-e cymiku nocie onepayuu
(Haau4ue 0cmamo4Ho20 KOMROHEHMA 108CHUNBHOI AH2UOPDUOPOMbI HOCOAOMKU He 8bIA8AEHO); e — uepe3 9 mec nocae onepayuu (OAHHbIX, C8UOCMEeNbCMEY -
rouux o peyuduee 3a601e6aHUs, He NOAYHEHO)

Fig. 1. Contrast-enhanced dynamic spiral computed tomography of the head: a — prior to sirolimus therapy; 6 — 3 months after the start of therapy; ¢ — 6 months
after the start of therapy; e — 9 months after the start of therapy; 0 — on day 4 after the surgery (residual component of juvenile nasopharyngeal angiofibroma
is not found); e — 9 months after the surgery (no evidence of disease recurrence was found)
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Puc. 2. Hccnedosanus noaeii 3penus nayuenma (npaewlii enas): a — 00 HA4AAA MePAnUU CUPOAUMYCOM, O — Yepe3 3 Mec om HA4aAa mepanuu; 6 — 4epes
6 Mec om Hauana mepanuu

Fig. 2. Examination of the patient»s visual fields (right eye): a — prior to sirolimus therapy; 6 — 3 months after the start of therapy; ¢ — 6 months after the start
of therapy
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u ocrHoganus uepena, IVa cmadus no kaaccugpuxayuu Fish—
Andrews.

C yuemom pacnpocmpaueruss Onyxoau, KpaiHe 6blCOKUX
DUCKO08 ONepamueH020 AeYeHus: (MACCUBHOe, HCUSHEYePOXCa-
roujee Kposomeuenue, nogpedcoeHue 3pUmenvHbiX Hepeos
C 603MOJICHOI nOmepeil 3peHust, UHMPAONEPAUUOHHOE NOBPElC-
OeHue 21a3008U2AMENbHBIX MbIULY C BO3MOICHBIM PA3GUMUEM
Kocoenasus u OUnAOnUYU 8 NOCACONEPAUUOHHOM Nepuode, Ha-
pyuenue 000HAHUS U 803HUKHOBEHUE HA3AAbHOU AUKEOpeU
6 PaHHeM NOCAeONePayUOHHOM nepuode, 6epOSMHOCHb OCA-
MO4H020 KOMNOHEHMA ONYX0AU HOCAe XUPYPSUHEeCK020 AeHeHUs])
nayuenm eKAUeH 8 NPOCNEeKMUBHOe OMKPbIMOoe HepaHooMu-
3UPOBAHHOE UHMEPBEHUUOHHOE UCCAe008AHUE ¢ SDYNNOU UCTO-
pu4ecKoeo KoHmpoas «Ippexmugnocms u 6e3onacHocms
cupoaumyca 'y demeil u nOOPOCIMKO08 C H08EHUABHOU aHeUODU-
OpoMOil OCHOBAHUS Yepena» @ pamKax NUAOMHOU pa3wl uc-
C1e008aHUS C Ueabl NPOGedeHUs He0adBI08aHMHOU mepanuu
uneudbumopom mTOR cupoaumycom. OHO 8bINOAHEHO 6 COOM-
BEMCMEUU C MEHCOYHAPOOHBIM CIAHOAPIMOM IMUYECKUX HOPM
u kavecmea Hayuuwix uccaedosanuit Good Clinical Practice
(GCP) u 3apecucmpuposano Ha clinical trials.gov.

Heoadsrosanmuas mepanus cuposuMycom Ha4ama ¢ 0o-
361 0,8 me/m>/0enb ¢ ee mumposaruem nod KOHMposem KOH-
YeHmpayuu npenapama 6 Kposu ¢ Ueavto 00CIMuUNCeHUs me-
paneemuteckoil 003vt (5— 15 He/mn). Jleuenue npoeodusocs
nood KOHmMposem MOKCUMHOCMU NPenapama Ha 0CHO8e OAHHbIX
00ueeo U OUOXUMUYECKO020 AHAAU308 KPOBU, KOA2YA02PAMMbl
U 00uwe2o aHalu3a Mo4u.

C 4-20 OHs neueHUs nayueHm cman Omme4ams yayuerue
camouyecmeus: obaecueHue HOC08020 ObIXAHUS, NOSGAEHUE
2YCMO020 CAUBUCTO20 OMOeAsIeM020 U3 HOCA U CYOBeKmUBHOe
YAyuuleHUe 3peHUs.

Yepes 2 Hed neuenus cupoaumycom 0ocmueHyma yeneeas
mepaneemuueckas 003UposKa, U NAYUeHM BbINUCAH U3 CIa-
yuonapa. Cneyuguueckas mepanus npoo0oa}CeHa nNo Mecmy
Jcumenscmea.

Yepes 3 mec mepanuu cuposuMycom NAYUEHMY GbinoAHe-
not konmpoavhvie MCKT u MPT eonoebt ¢ KY, no danuoim
KOMOPbIX OMMe4eHO He MOAbKO YMeHbUeHUe 006eMa OnyxXonu
Ha 10,3 % (c 127 ma do 114 ma), Ho u 3HauumenvHoe cokpa-
ujeHue cocyoucmozo KOMHOHeHMAa OnyxXoau 3a CYem eeo 3a-
MeuyeHusi KUCMO3HbIM KOMIOHEHIMOM, He HAKANAUBAIOUUM
KowmpacmHulii npenapam (puc. 1, 6).

Tayuenm nosmopro noayuun KOHCyAbMAyUur0 ogpmarsmo-
n02a. Boinoaneno uccaedosanue noaeti 3peHus, no OaHHbIM KO-
MOpP0o20 8bIABACHA 3HAYUMEAbHAS NOAONCUMENbHAS OUHAMUKA!
pacuuperue noaell 3peHust ¢ HUNCHell U 8UCOUHOLL CIMOPOH Chpa-
8a (puc. 2, 6). Takce ommeueHbl ymeHbUIeHUE IK30MANbMA
cnpasa u crudicenue acummempuu auya. Habardarocw He-
Jcenamensvroe seneHue — cmomamum I cmenenu, Komopulii,
no oanHbim aumepamypol, écmpeuaemes y 20—40 % nayuen-
moes, noayuarowux mepanuro cupoaumycom [18].

Yepes 6 mec 6 xode konmpoavHolx MCKT u MPT 20106061
¢ KY evis61enbr npodonscenue cokpaujenus obsema onyxo-
au Ha 37 % no cpasnenuio ¢ UHUYUAAbHOL 6U3YaaU3ayuell

Clinical case

(¢ 127 0o 80 ma) (puc. 1, 8) u npakmuuecku noaHoe 3ameule-
HuUe onyxoae6oll MKaHu KUCMO3HbIM KomnoHenmom. Omme-
YeHbl MAKICe BOCCMAHOBACHUE HOC08020 ObIXAHUSL, YMEPeHHAS
2HYCA8OCMb U XPan, NOAHOe 80CCIMAaHO6AeHUe 3peHus (puc. 2),
YMeHbUleHUe ACUMMempUul Auyd.

U3 cepvesnbix HedceaamenbHbIx 1681eHUl Ha0AH0a10Ch
podcucmoe 60cnaneHue 20AeHU, pazgusueecs nocie 5 mec
npuema npenapama. B cea3u ¢ amum Ha3HAYeHa aHMU-
bakmepuanrvrnas mepanus, HA 8pems NPOXONCOeHUs KO-
mopoii aeyenue cupoaumycom npekpauwero. Ilocae noanoeo
KYRUPOBAHUS KAUHUUECKUX NPOABACHUL HedHceAameabHO-
20 A61eHUs nayuenm 60300Ho8uUA npuem npenapama. Ilo-
cae docmudiceHUs mepaneemuveckoil KOHUeHmpayuu
cupoaumyca 604bHOU GbINUCAH 00MOLL 0451 NPOOOANCEHUS]
mepanuu.

Yepes 9 mec 6 xode konmponvroix MCKT u MPT 2010601
¢ KY ebiseaeno ymenvuenue obsema onyxoau 0o 75,65 ma
10 CPABHEHUIO ¢ UHUYUAAbHOU 8U3Yau3ayueii, omme4aiocs
COXpaHeHUe KUCMO3H020 KOMHOHEHMA ONYX0Al, He HAKanau-
earujeco Konmpacmuoiii npenapam (puc. 1, e). Ilayuenm
N0BMOPHO ObLA NPOKOHCYABIMUPOBAH 0hmanbmos0eom. Boi-
NnoaHeHo uccaedosanue noaeil 3peHus, no 0aHHbIM KOMopoeo
OmMe4eHO NoYmu NOAHOEe HUBLAUPOBAHUE 8bINAOeHUS NoAell
3peHus (puc. 2, 8).

C yuyemom pemodeauposanus o0pazoeanus 8 gude 3a-
MeujeHuUst cocyoucmo20 KOMROHeHmMA KUCMO3HbIM, MeHee 8bl-
DadceHHOU OUHAMUKU COKpaujeHus 00semMa Onyxoau 3a
nocaeduue 3 mec mepanuu no dannoim MCKT eonoevt ¢ KY
(c 80 do 75,65 mn) npunamo peuieHue o npogedeHuu Xupyp-
2UUecKoeo AeHeHus.

Onepamugroe 8Meuamenscmeo 8KAIHAA0 npedonepayi-
OHHYIO AHeUuoepauio u dIMO0AU3AUUIO COCYO08, NUMAIOWUX
OnYX04b. IMO0AUUPOBAHBI MUKDOCHEPAMU NPABAsL 6epXHe-
YearCMHas U 1esast gepxueveatocmuas apmepuu. 1o danHvim
KOHMPOAbHOU aHeuoepaguu 8bis18A€HO COXPAHEHUE eUNepea-
CKYAAPHO20 YHACMKA 8 3A0HUX OMOeAax onyxoau, KpoeocHao-
ACaeMoe0 U3 cucmemol 6HympeHHeil COHHOU apmepuu (U3 8u-
duesoil apmepuu cnpaea). Ilocae aneuoepaguu u smboruzayuu
€oCy008, NUMArWUX OnYxXos, 8 1-e cymku nocae onepayuu
Hauam 6mopoi IMan XupypeuuecKoeo AeeHus: mpaHcHa3anb-
Hoe 3Hdockonuueckoe yoanrenue FOAH.

Tpancnaszanbublii Iman Xupypeuueckoeo AeeHust noopazy-
Mesan gbinoAHeHue SHOOCKOnUuYeckoeo docmyna no Jlenkepy
¢ pe3ekyuell cpeOHUX U HUICHUX HOCOBBIX PAKOGUH C 08YX
CMOPOH C Ueavio opMUposanus docmyna K AamepanvHuim
omadenam onyxoau U KAUNUPOBAHUSL 8ePXHEUeNIOCMHbIX apme-
puii ¢ dgyx cmopon. Ilocre omkarueHUs OnyxXoau om Kpogo-
CHabyCeHUs: NPOBeOeHa MOOUAUZAYUS ONYXOAU OM PA3DYULEH-
HOU KpbllU NOAOCIMU HOCA; UHMPAONEPAUUOHHO OMMEHAN0CY
UHMPAKPAHUAAbHOE U UHMPAOYPAAbHOE PACNPOCPAHeHUe
onyxoau. Jluneiinviii dechexm meepdoil M0320601 000404KU
cocmaensin 0o 1 cm uHmpadypanvHo u 3KCmpadypanbHo, UH-
MPAKPAHUAABHO YA0NCEH MAXOKOMO, UHMPAONEPAYUOHHO
Kynuposana auxeopes. [Ipodoasceno evidenenue onyxonu
Om pa3pyuleHHbIX Kocmell KOHyca opoum cnpasa u cieea,
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meepooil M032080il 000104KU 6 npoekyuu eunogusa. Omme-
Yanoce Ouggdysroe KpogomeueHue U3 6eHO3HO20 CHACMEHUs
KPbL108UOH020 0MPOCMKA ¢ 08yX cMOpoH. Bbidenerbl uduessl
apmepuu ¢ 08yX CMOpoH; OHU Koazyauposansl. Onyxons mo-
ouauzoeana om npeodno3eoHo4Holl gacyuu u yoaseua. Ilo-
CeONEPAYUOHHAS NOAOCHb HOCA YKDbIMA 2eMOCTNAMUYECK Ol
nenoil Floseal, ycmarnoeénernst 2 Hoco8bIXx mamnoHa, Komopole
Ha 3-u cymiu nocae onepayuu yoaieHoi.

Obsem uHmMpaonepayuoHHoU Kposonomepu cocmagui
1700 mn 6 ces3u c kposonomepeii mernee 20 % o6sema uupKy-
Aupyroueti Kpogu,; eemompancehysus He npogooduaacs. Ocaodxnc-
HeHULl nocAe XUpypeuueck020 eMeuamensCmea He Omme4eHo,
COCMOosHUe NAYUEHMA nocae onepayuu cmaoduivHoe.

B xo0e koumponvnoix MCKT zon06bt u MPT msexkux mxa-
Heli eonoevl ¢ KY Oannvix, ceudemenvcmeyrouwux o Haauuuu
0CMamouHoll onyxoau, He noayuero (puc. 1, d), u na 6-e cym-
KU nocie onepayuu nayuesm epinucan uz cmayuonapa. Oona-
Ko Ha 10-e cymku nocae xupypeuueckoeo emeuamenscmea
¥ Heeo pazeunoch 0CA0NCHeHUe cocyoucmozo 00cmyna 6 suode
OKKAH3UBHO20 Mpom003a bpaxuouyepanvroll 6eHbl 8 Mecme, 20e
pacnonaeancs kamemep Certofix Duo. boavHoil eocnumanu3su-
posan 6 HayuonanvHwiii MeOUYUHCKUI UCCAe008AMENbCKULL
yeHmp 0emcKol eeMamonoeull, OHKOA0UU U UMMYHOA0UU
um. JImumpus Poeauesa oas doobcaedosanus u nposedenus
anmukoazyisHmuol mepanuu. Ommesaiucs OMme4HOCmb weu
cnpaea, 6epxHell KOHeYHOCMU Cnpaga u 001e3HeHHOCMb
npu naavnayuy 6 o6aacmu omeKa U npu omeedeHulU npasoii
pyku. Cea3b pazgumus mpomoo3a u npuema CUposuUMyca 8 pam-
Kax Heoadsroeanmuoli mepanuu FOAH manoeeposmua.

Tayuenmy naznauena anmukoaeyisHmuas mepanus
SHOKCANAPUHOM HAMPUsL NOOKOICHO NOO KOHMPOAEM AHMU-
Xa-axkmuenocmu. Yepes 14 cym om nauana 0annoeo revenus
0041bHOIL NepesedeH Ha NepPoOPanbHbLLL nPpUeM AHMUKOA2YASH-
moe; HasHaueH pusapokcaban. Kiunuueckue nposereHus
OKKAI03U8H020 mpomb03a OpaxuoyedarvHoli eeHvl cnpasa
Kynuposansi. Yepes 1 mec om Hauanra nepoparvHol aHmu-
K0aeyAssHmHOL mepanuu  cés13u co cmaouauzayueti mpomoo-
3a 6paxuoueanrbHol 6eHbL N0 OAHHIM KOHMPOAbHOO YAbMPa-
38YK08020 UCCAe008AHUSI U OMCYMCIMEUEM KAUHUHECKUX
nposeaeHull 0aHHOe AeHeHUe NPeKPaeHo.

Yepez 9 mec nocae xupypeuueckoeo emeulamenbcmaea
no pesyaomamam MCKT eonoevt u MPT msekux mxaHeil
eono0evl ¢ KY dannvix, ceudemenvcmeyrouux o peyuouse,
He noayuero (puc. 1, e), nayuenm Haxooumcs nod OuHamMu-
YecKuM Habro0eHueM.

06cyxxaeHune

ITo naHHBIM pa3HBIX ABTOPOB, YACTOTA Pa3BUTHUSI PELIM-
nuBoB FOAH nocne neuenus konebaercs ot 5 1o 55 % [19,
20]. Ha aToT noka3zaTesib HEMOCPEACTBEHHO BIMSIET paIuKallb-
HOCTb ynaneHus omyxonu. [To qanHeiM 11-neTHero perpo-
crniektuBHOTO Mccaemoanust A.E. Pamuk u coaBrt., yacrora
petinanBoB cocTanisieT 20,8 % u cyliecTBeHHO pa3inyaeTcst
B BO3pacTHBIX rpynmax wiaame (34,7 %) u crapuie (8 %)
14 ner [21]. MpeanpuHUMAaICh HECKOJILKO MOMBITOK JICUEHUS
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IOAH, B TOM uMcCIIe ¢ UICTIOJIB30BaHMEM 1IEJIEKOKCHOA, Taau-
Jomuna, iHTepdepoHa, arornosuna u ¢biryramuna. B kauectse
aIbIOBAHTHOM Teparuy IPpY Pa3BUTUHN PELIMINBA MOCTIE XV -
PYPIrMYECKOTro 3Tarna Je4eHus TpUMEeHEeHME 3THX IperapaToB
MMeEJo MiepeMeHHbIN yenex [17, 22].

Xots no kiaccupukany MexxayHapoaHOro o01IecTBa
n3ydyeHus cocyaucThix aHoMmanuii (International Society
for the Study of Vascular Anomalies, ISSVA) [23] IOAH
He BKJIIOYEHA B IPYIITY COCYIMCTHIX aHOMAJIMI, PSiI aBTO-
POB OTHOCUT JaHHOE 3a00JIeBaHUE K Ba3OIpoIudepaTuB-
HBIM oryxoJisim [24, 25].

ITpu FOAH nat6monaetcs Boicokast akcnpeccusi VEGF —
KJIIOYEBOTI'O PETY/IITOPA AHTUOTeHEe3a, KOTOPHIM IECTBYET
KaK MOTEHLMAJIbHBIA BOCXOOALUUIA CTUMYJIATOP U HUXKE-
crosinii addexrop curHanbpHoro mytd mTOR [13, 14, 26,
27], mpencTapJsionieit codoit cepuH,/TPeOHUHKMHA3Y, Ha-
XOISIIYIOCS] B LIMTOIIa3M€E M UTPAIOIIYIO OOJIBIIYIO POJIb
B HECKOJIBKMX BHYTPUKJIETOUHBIX CUTHAJIbHBIX ITYTSIX, CIIO-
COOCTBYIOLIMX pa3BUTHIO onyxosu. Perynsuus mytu mTOR
OYEHb CJIOXKHA M OIOCPENOBaHa Ceprei B3aUMOACUCTBUMA,
CBI3bIBAIOLIMX Mepenadyy curHanoB peuentopa VEGF
U IpyTHe KJIETOUYHbIE CTUMYJIBI, a TakKxXe dhochaTuani-
WHO3UTOJI-3-KMHA3y U aKTUBaIuio Iyt Akt/IIpoTenHKU -
Hasbl B. DTOT npoiecc npuBoAUT K BhIpabOTKE MHAYLIM-
pyemMoro runokcuei akropa 1-a, KOTOPBIA peryaupyer
TPAHCKPUILMIO T€HOB, CTUMYJIUPYIOIIUX POCT KJIETOK
u anruoreHe3, Bkmovasi VEGE Hao6opot, uHruomuponaHue
mTOR npuBomut x nomasiaeHuio VEGF u anruorexesa.
B HemaBHeM McclienOBaHMN COOOIIANIOCH, YTO CUCTEMHAs
UHBEKIHUSI CUPOIMMYCa UHTMOUpoBaia f-KaTeHUuH, 4ToO
cHkano akcrpeccruio VEGF B MBIILIMHBIX MOJIESIX OCTEO-
apTpuTa. DTO yKa3blBaeT Ha IPYIoii IyTh UHIMOUPOBAHMSA
anruoreHesa [28]. Kpome Toro, nmomo6Hble U3MEHEHUS
B-kaTeHMHa HAOJIOJAIOTCSI B KPOBU MAllMEHTOB C IUMda-
TUYECKUMU ManbpopManusimu [29].

HecMoTpst Ha HOBBIE JaHHBIE O HEKOTOPBIX MOJIEKY-
JISIpHBIX MuleHsX, Takux Kak VEGF u nocpegHuku nytu
Wnt/B-KaTeHUH, aHTUAHTMOTEHHbIE MPEeNapaThbl, 0COOEH-
HO CHUPOJIUMYC, aKTUBHO HE MCITOIb30BAIUCH TS JICYCHUS
IOAH [17]. EnuHCTBEHHOE COOOIIEHNUE O TIEPBOM OIIBITE
MPYMEHEHUST CUPOJIMMYCa B KaUeCTBE aIbIOBAHTHOI 1 HEO-
aIbIOBAHTHON Tepanuu JaHHOTO 3a00J1eBaHMS OITYOJIUKO-
BaHo K. Fernandez u coaBT. B 2020 I. ABTOpPHBI ITpeACTaBUIN
KJIMHWYECKYEe HAOMIOACHYS YCIIEIITHOTO MPUMEHEHMST JaH-
HOTO Mpenaparta y 3 FoHOIIeH Ha pa3JIMYHbBIX 3Taax jJeye-
Hus [17]. B nameit cratbe onucad nepsbiii B PO ciayyait
HeoanbloBaHTHOI Tepanuu FOAH unrnoutopom m-TOR.
ITo manusiMm MCKT u MPT ronossl ¢ KY mnocie 9 mec
nmpueMa CUpPOJIMMYyca OTMEUYEHbBI 3HAYUMOE YMEHbBIIICHUE
00BbeMa OMyXOJIH, MPAKTUYECKU MOJHOE BOCCTAHOBJICHHUE
3PEHUS, 3HAUUTEIIbHOE COKPALLCHUE XUPYPITUUECKUX PU-
CKOB, YTO MOATBEPKAECHO B XOJIE XUPYPTUIECKOTO JICUSHMSL.
B Hacrosiee BpeMsi malMeHT MOJHOCTBIO 3aBEPIII Jie-
YeHME U HAXOIUTCS IMOJ HaOIIOACHUEM B KaTaMHECTHYe-
CKOM rpymnre.
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