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Apmepuogenosnas manvghopmayus (ABM) obaacmu eon06b1 u ueu — pedkoe 3abonresanue, 03HUKarUee 8 npoyecce IMOpUO- U 8ac-
kynoeenesa esudy mymauuu RASAI, komopas nacaedyemcs no aymocomHO-00MUHAHMHOMY muny u ceasana ¢ aokycom CMCI1
Ha OaunHOM naeyve S-i xpomocomsl 5q13.3. [lo cmamucmuxe, ABM écmpeuaromces pesice, yem opyeue 8poicoeHHble NOPOKU pa3eumus
cocydoe, makue Kaxk aumgamuueckue uiu eeHo3uvle manrvgpopmayuu. Hecmomps na mo umo ABM — neznokauecmeenHbie H08000pa-
308aHUS, OHU A8ASIOMCS Haubo1ee aepeccusHbIMU, 0eCMPYKMUBHBIMU U CAONCHBIMU 8 NAAHE CHPOEHUSL U3 8CeX COCYOUCMBIX AHOMAAU.
B 3apybescroii aumepamype umeromcs: HeMHO204UCAeHHble pabombL ¢ OnUcaHuem cayuaee 0anHol namonoeuu (Hanpumep, 1.T. Jackson
u coaem. npoanarusuposanu 16 cayuaee namonozuu, M.T. Chen u coaem. coobwuau o 14 cayuasx, M. P. Kohaut u coaem. npoananu-
supoganu 81 cayuaii ¢ sxcmpakpanuansivimu ABM). B omeuecmeenHoli aumepamype pabomol ¢ ONUCAHUEM KAUHUMECKUX CAYHae8
ABM edunuunbi, noasmomy mema ocmaemcsi 00CIMamo4Ho aKkmyaibHou.

B cmamoe npedcmasneno pedkoe kaunuueckoe Habarodenue ABM nosocmu Hocoenomku u pomoaaomku ¢ popmMupo8anuem MeHuHeo-
HUepanoyene y nayuenmxu 34 sem.

Karouesvie caosa: apmepuoseHo3Has Marb@opmayus, namosoeus cocydos, MeHuHe09Hyepaoyee, peOKull KAUHUMECKU CAy4all

Jlaa yumupoesanus: Opuues U.H., Bepewak B.B., Mydynose A.M. Apmepuogero3nas mansgpopmayus Hocoeromxu. Pedkoe kaunuuec-
Koe Habarodenue. MD-Onco 2024;4(1):52—7. https://doi.org/10.17650/2782-3202-2024-4-1-52-57

NASOPHARYNGEAL ARTERIOVENOUS MALFORMATION. RARE CLINICAL OBSERVATION
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Arteriovenous malformation (AVM) of the head and neck is a rare disease developing during embryo- and vasculogenesis due
to RASAI mutation which is inherited in accordance with autosomal dominant pattern and is associated with CMC1 locus on the long arm
of the 5" chromosome 5q13.3. Statistically, AVMs are rarer than other congenital vascular abnormalities such as lymphatic or venous malfor-
mations. While AVMs are non-malignant neoplasms, among all vascular abnormalities they are the most aggressive, destructive and complex
in their structure. In international literature, a small number of articles describing cases of this pathology exists (for example, 1.T. Jackson
et al. analyzed 16 cases of this pathology, M.T. Chen et al. reported on 14 cases, M.P. Kohaut et al. analyzed 81 cases of extracranial AVMs).
In Russin literature, the number of articles describing clinical cases of AVM is in the single digits, and this topic remains quite relevant.

The article presents a rare clinical observation of AVM of the nasopharyngeal and oropharyngeal cavity with formation of meningoencepha-
locele in a 34-year-old female patient.

Keywords: arteriovenous malformation, vascular pathology, meningoencephalocele, rare clinical case

For citation: lurichev I.N., Vereshchak V.V., Mudunov A.M. Nasopharyngeal arteriovenous malformation. Rare clinical observation.
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BBEJIEHVE

AHOMAaJINM COCYINCTOTO CTPOSHUS COCTABIISIIOT TeTe-  CTPOCHUIO, MAaTO(PU3NOIOTUH, KIMHUISCKON KapTHHE,
POTEHHYIO TPYIIITY BPOXKACHHBIX MATOJIOTUI cocynoB. OHM  a B MAJIbHEUIIIEM — TTOJXOAAMM K JIEYEHUIO. DTU BPOXKIEH -
BKJTIOUAIOT COCYIMCTBIC OIYXOJIM U MaTb(DOPMAIIK, KO-  HBIE IIOPOKHU Pa3BUTHSI COCYIOB KIIMHIYECKI MOXHO pa3-
TOpBIC Pa3INYAIOTCSI MEXIY COOOI IO XapaKTepHOMY OCIMTh Ha CJICAYIOIINE BUIBL.
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1. CocyaucThie OIyXOJIH:

— MH(MAHTUIbHAS TeMaHTIOMA;

— BpPOXIEHHAs TeMaHTHIOMa;

— IyYKOBUIHAS TEMaHTHOMA;

— KaromdopMHasi TeMaHTUO3HIOTEINOMA;

— BepeTeHOIION00HAsI TeMAaHTMO3HIOTEINOMA;

— Ipyrue, peaIKue TeMaHTHMO3HIOTETNOMEL;

— TIPUOOPETEHHBIE COCYINCTHIC OITyXOJIU (ITMOTeHHAST
rpaHyjeMa, TeMaHTOMa B BUIe MHUIIICHHN, MUKPO-
BEeHYJISIpHASI TeMaHTMOMA U T. 11.).

2. CocynucTeie MaabhOpMalnu:
o ManbhopMalny ¢ MeIJICHHBIM KPOBOTOKOM:
» KanunnsipHsie:
— «BUHHOE TISITHOY;
— TeJIeaHTUIKTa3HS,
— aHTHMOKepaToMa.
* BeHosHble:
— OOBIYHAS CIIOpamuJecKast;
— cuHapoM buHa;
ceMeitHast KOXXKHas 1 CIM3UCTHIX 000JI0YEK;
[JIOMaHTHOMa;
cuHapoM Madyuun.
» JIumdarnyeckue.
o ManbdhopMalny ¢ OBICTPHIM KPOBOTOKOM:
— apTepHaybHas;
— apTeprOBEHO3HAs (QUCTYIIA;
— apTepHOBCHO3HAS.

o KoMOMHMpOBaHHBIE CIIOXHBIE COCYINCTHIC MaJlb-

dopManmm.

ApTteproBeHO3HBIE MaTbhopmariu (ABM) — mopoku
Pa3BUTHS, TIPA KOTOPBIX UMEETCSI aHOMAJIBHOE COO0IIIe-
HHE MEXITy apTepUsSIMU M BEeHAMU, Jallle BCeTO OOHAPYKH-
BaeMbI¢ Y JTIONCH B TIOAPOCTKOBOM U IOBEHIUILHOM TTepH-
omax. DTa MaToJOTHSI BO3ZHMKAET B IIpoliecce IMOpPHO-
¥ BacKyJoreHe3a BBUIY MyTaunun RASA 1, KoTopas Hacie-
IyeTcsl TI0 ayTOCOMHO-IOMWHAHTHOMY THUITY M CBSI3aHa
¢ mokycom CMC1 Ha IIMHHOM IUIeue S5-I XpOMOCOMBI
5q13.3. ITo cratuctuke, ABM BcTpeualorcst pexxe, 4eM Apy-
THe BPOXICHHBIC ITOPOKU Pa3BUTHUSI COCYIOB, TaKMe KaK
JmMdaTUIeCcKre UK BeHO3HbIe Mabdopmanuu [1].

B mkonpHOM Bo3pacte ABM vyacTo ommboyHo npu-
HUMAIOT 3a COCYAVCTOE POIUMOE TIATHO MJIM TeMaHTHOMY.
B otnuume ot npyrux manbgopMaiinii apTepuoBeHO3HASsT
IIPY POXKICHUH MOXET IIPEICTABISITh TPYTHOCTH TSI T~
arHOCTUKH BCJICACTBUE OTCYTCTBUS XapaKTePHOM KIIMHM-
YeCKOM KapTWHBI Ha HAYaJIbHBIX 3Tamnax. M3BecTHO, 4TO
OHM BO3HUKAIOT M3-3a aHOMAJINIT pa3BUTHSI KPOBEHOCHBIX
COCYIOB B Bo3pacrTe OT 4 10 6 Hej.

HecMmotpst Ha To uTo ABM — He3nokauecTBEHHbIE
HOBOOOpA30BaHMsI, OHM SIBIISIIOTCS HamOoJiee arpecCuB-
HBIMH, IECTPYKTUBHBIMU 1 CJIOXKHBIMU B TIJIAHE CTPOCHMUS
W3 BCEX COCYIMCTHIX aHOMAJINIA.

[Tpu rucToIOrMIecKOM MCCIeTIOBAHNN BU3YAIU3UPY-
IOTCS pacIIMPEHHBIC TOHKOCTEHHBIE COCYIbI, COCTOSIIIIE
W3 SHIOTETUOIUTOB, HEe CKIOHHBIX K IpoJudepannn;
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OIIPEAETISTIOTCS. HOPMAIbHBIN YPOBEHD TYYHBIX KJIIETOK, TOH-
Kasg 6a3zajabHast MeMOpaHa M Oe(PUIIUT IIAIKWX MBIIIIII.
Cocynbl 3am0JTHEHBI 00TaToi 0€TKOM XXUIKOCTBIO 1 303H-
Hopwmiamu [2, 3]. B 90 % ciy4yaeB manbghopMaiiu omnpe-
IEJSTIOTCS TIPU POXIEHWHM C OAMHAKOBOM YacTOTOM
Y MaJIbYMKOB M NeBOoYeK. B oTnmume oT reMaHTHOM,
y MaibopMarLuii OTMeJaeTcs ITOJTHOE OTCYTCTBIE CKIIOH-
HOCTH K WHBOJTIOIINH.

OOBIYHO pa3Mep MOPaKCHUS MOCTETICHHO YBEIMIM-
BaeTCs, 9TO, KaK M3BECTHO, CBSI3aHO ¢ (DOPMHUPOBAHUEM
KOJUTaTepaJTbHOTO KPOBOTOKA, ITOCKOJIBKY HOPMAaJbHBIN
KPOBOTOK JBIDKETCS K apTEPUOBEHO3HOMY IIIYHTY C HU3-
KuM corpotuBieHueM [4, 5]. IlybepraTHBIN Tepuof,
¥ pa3IMYHbIC TPAaBMBI MOTYT CTaTh TPUITEPHBIMU (PaKTO-
pamu [UIst pocTa [5, 6]. Yaiie Bcero 1narHo3 ycraHaBIIH-
BaIOT Ha OCHOBAaHUM KJIMHUYECKON KapTWHBEL. Ha Koxke
ABM 1posIBIISIETCST IPKO-PO30BBEIMH BO3BBIIIAIOIITIMUCS
00pa30BaHUSIMU C YCTKUMM T'paHMUIIAMU, JUISI KOTOPBIX
XapaKTepHBI IOBBIIICHHAs JIOKaJdbHAs TeMIlepaTypa
W ITyJIbCallnsl. XapaKTepHasI JIOKAIM3alMsI — [eHTpaTbHAs
4acTh JINIIA, ITOJIOCTh pTa, KOHEYHOCTH. PocT Manbhop-
MaIli¥ COTIPOBOXKIACTCS MECTHOM MH(PUIIBTpAIINEd MSIT-
KUX TKaHEH C MOCIeAYIOIINAM X Pa3pyLIEHUEM.

I1pu ynerpazBykoBoM ucciaegoBaHuu ABM Bu3syanu-
3UPYIOTCSI KAK MHOXECTBEHHBIC TPYOJaThle CTPYKTYPHI,
KPOBOTOK MOXET HE OIPEICIISIThCS M3-3a €T0 HU3KOM CKO-
poctr. MarHUTHO-pe30HAHCHAsT TOMOTpadus ABJISIETCS
OCHOBHEBIM JIY9eBBIM METOIOM HcciieqoBanms. [lopaxe-
HUSI UIMEIOT BBIPAXXKEHHYIO TUTIEPUHTEHCUBHOCTD B PEXKU-
Me T2. OoguH n3 Hamboee pacIpoOCTPaHEHHBIX BBICO-
KOCIMenU(PUIHBIX JIYYEeBBIX IIPU3HAKOB — HaJM4YMe
¢dnebommToB. JJlaHHbBIE MOPaXKeHUsT MOTYT TPOMOMPOBATh-
¢4 [7]. KoMmmbloTepHYyI0 TOMOTpaduio ciaeayeT MpUMeHSITh
IIpY HEOOXOAMMOCTH YEeTKOM BU3yan3aluy (piedoIuToB
WJIN TIPY TIOJO3pEHNH Ha KOCTHOE BOBJIcUeHUE [8].

ITpu oTCyTCTBMY CUMITTOMOB JICUeHIE He Ha3HAYAIOT
¥ TIPOBOST TOJIBKO IPU MX HAJIMYMU, a TaKXKe TIPHU BO3-
HUKHOBEHUHN OCJIOXKHEHUI. B HacTosIIiee BpeMsl JieueHre
ABM BKITIO9aeT XUPYPIUIECKOE BMEIIATEILCTBO, BHYTPH -
COCYIHCTYIO SMOOIM3AIINI0, KOMOMHUPOBAHHYIO TEPAITHIO
B BUIE SMOOJM3ALNU C MOCICAYIOMEe XUpypruiecKoi
pe3eKIreii, a Takke CKiepoTepanuio [9].

I1o mepe yBenmueHust pasmepoB ABM oHu npopacraior
B OKPYKaIOIIKe MSITKIE MM KOCTHEIC TKAHH, Y B 3aBUCH-
MOCTH OT CTETICH MHBA3WH TOSBIISTIOTCS Pa3IMYHbIC CHMII-
ToMBI. Hanbosee 9acTolii CHUMIITOM — BBIPAsKEHHOE ITyJThb-
CHpOBaHUE, JIOKAIbHBIC U3MEHEHMSI MOTYT ITOSIBUTHCS
W3-3a IaBJICHWS Ha OKpyxXKalolire TKaHu. Ecim o6beM Be-
JIVMK ¥ Yepe3 IIYHT IIPOXOIUT OOJIBIIION KPOBOTOK, 3TO MO-
KET TIOBJIMSITh Ha CePAeIHO-COCYIUCTYIO CUCTEMY U BBI-
3BaTh TAKWE CUMITTOMBI, KaK KapINOMET NS, apTeprabHast
TUTIEPTOHUSI U CepAeYHast HemocTaToaHoCTh [10].

CraHmapTu3MpOBaHHBIN MeToq JleueHss ABM B 00-
JIACTY TOJIOBHI U IIIeH ellie He pa3padoTaH. It aTux mesei
ObLTa TIpemToxeHa kiaccudpukaius R.A. Schobinger, ko-
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Topast onuchiBacT ABM Kak pazmmaHble CTaauy Ipolecca,
KOHIIEHTPHUPYSICh HA KIMHUYECKOM CTaTyce IallMeHTa
C TIpUBeIeHNEM ITPAKTUICCKUX PEKOMEHIAIINIA IO BEIOO-
py HanboJIee yIayHOro BpeMEHU IJIST TIPOBEACHUS Jiede-
Hus [11].

Kiaccudmkarmst ABM, npennoxenHast R.A. Schobinger:

* I ctamust — moKoii (ITOKpacHEHWE KOXKM, TUTIEPTEPMUS,
apTepPUOBEHO3HOE IITYHTHUPOBAHKE IIPH HTOMILICPOB-
CKOM ucciienoBaHur; ABM MoxXeT CKpbIBaTbCS MO/,
MacKOM KanWJUIIPHO MaTb(opMaIiy Ui TeMaHT 1 -
OMBI B CTalM perpecca);

* II cragus — a3kcmancus (yBeJIMUeHHNE COCYIOB B pa3-
Mepax, IpoKaHue, YCUJICHHE ITyJIbCalliy, PacIInupe-
HHE ¥ U3BUTOCTD BEH);

* III cramust — mecTpykmus (TpodryecKre HapyIIeHN,
SI3BBI, KPOBOTEUCHMST; BOBMOXKEH JIN3UC KOCTHOM TKa-
HH);

+ IV cramms — nexommnencamus (TIpOSIBJICHUE CePIeIHOM
HEIOCTAaTOYHOCTH C YBEJIWYCHHBIM CEPACYHBIM BbI-
OpPOCOM U TUIIepTPOdHEIi JIEBOTO XKETYI0UKa).

J.B. Milliken u J. Glowacki [1] pekoMeHIOBaNIM X1~
PYPTUYECKYIO PE3eKIUIO0 MJIM KOMOMHMPOBAHHYIO Tepa-
o Ha paHHUX cTagusx (I u I1), a Takke HaUMHATED JIede-
HME KaK MOXHO ckopee mpu crtaausx III u BwilIe,
ITOCKOJTBKY BEICOKA BepOSITHOCTh ocsioxkHeH!I. H.S. Jeong
1 CcOaBT. [12] npeaaoXuau cTpaTeruio JIeUeHUS, BKITI0Ya-
IOLYI0 KOMOMHAIMIO 3MOO0IMU3ALMU U XUPYPrUuueCcKoi
PEe3eKIINM TOJIBKO B TEX CIIydasx, KOrma HeT OTBEeTa ITOCie
MMPUMEHEHUS CKJIEpOTepaliii B KaUyeCcTBE TTIepBOHAYAb-
Horo JiedeHUuss ABM rosose! 1 niren. OHaKoO Ha JaHHBIA
MOMEHT CaMbIM PaTWKaJIbHBIM METOIOM M30aBIICHUS OT
ABM 0b11 u ocraercsa xupypruueckuii. Ho B kauectse
CaMOCTOSITEILHOTO METOAA OH MPUMEHUM JIMIIb y Mallu-
€HTOB C HM3KNM PHCKOM Pa3BUTHSI OCIOKHECHUIA.

CTONT OTMETHTB, YTO B IUTEPATYPE UMEIOTCS HEMHO-
TOYHCIJICHHBIE paOOTHI C OTIIMCAHUEM CIyJaeB TaHHOM ITa-
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tonorun. Tak, I.T. Jackson 1 coaBT. mpoaHaIM3UpPOBAIN
16 ciygyaes ABM [13], M.T. Chen 1 coaBT. COOOIIMIN
0 14 cygagx nmaronoruu [3], M.P. Kohaut u coaBT. mpoaHa-
Jm3upoBanu 81 ciryyaii ¢ akcTpakpaHuanbHeIMU ABM [5].
B oredecTBeHHOI1 TUTEpaType pabOTHI C ONMMCAaHNEM KT -
HUYeCKMX ciaydaeB ABM emMHWYIHEL, TTO3TOMY TeMa OCTa-
€TCS JOCTAaTOYHO aKTyaJIbHOIA.

MEI TIpeAcTaBiIsieM peaKoe KIMHUYeCKoe HabIome-
H1ie ABM 1010CTH HOCOTJIOTKU U POTOTJIOTKH ¢ (POPMMU -
pOBaHVEM MEHUHTO2HIIe(hAIOIIEIIE.

KNMHWYECKMIA CIYYAN

Ilauyuenmra K., 34 1em, 6 mae 2023 2. obpamunace 6 Kau-
HUKY € Jcanobamu Ha 3ampyoHeHue ObIXaHUsl NPU UMEHeHUU
NO0A0JICEHUs. 20/106bL, 6 HACMHOCMU NPU HAKAOHAX énepeo.
U3 anamnesa uzsecmmo, umo smo seneHue Oecnokoum ee yice
6 meuernue 101em, 00HaKo parHee nayueHmMKa K 8pa4am ¢ OaH-
HbIMU dcanobamu He 00pauanacs u 00credosarue He npoxoound.
Jlewunacy camocmossmensHo ¢ NOMOWBIO COCYOOCYHCUBAIOUUX
HA3AAbHBIX Chpeee — 0e3 CyuecmeeHH020 3ghgexma.

ITlayuenmia Ovina o6caedoéana 6 obveme MaAeHUMHO-
DE30HAHCHOU U KOMNbIOMEPHOL momoepaguu obaacmu 2040-
66l U weu, maxice ObL10 6bINOAHEHO IHOOCKONUUECKOe IHA0-
Ha3abHoe uccaedosanue.

Ha cepuu MaeHumHo-pe3oHaHCHbIX MOMOSPamm onpede-
asemes ABM ¢ menuneosnyegharouene cpedreil uepenHoi
amku cnpasa (puc. 1).

Ha cepuu komnvromepHbix MoMOSDAMM MAK’ce 8U3Ya-
AUBUPYIOMCA USMEHEHHbIE COCYO0bl NOAOCMU HOCOAOMKU
u pomoenomku (puc. 2).

Takxce Gvi10 gbinoanero 3D-modeauposariie nOAYHEHHbIX
uzo0padiceruii obaacmu 20408bl u wieu (puc. 3).

TIpu nposederuu 3HOOCKONUHECK020 UCCACO08AHUS 6 NO-
A0CHU HOCOA0MKU U POMOAOMKU ONPe0essiaiuch PACUIUpeH-
Hble, U3sUmble, RYALCUPYIOUUE COCYObl, 00PA3YIOUUEe eOUHYIO
cemo (puc. 4).

Puc. 1. Maenumro-pe3zonancuvie momozpammot. Onpedensemcs apmepuo8eHo3HAs MAIbOOPMAayUs ¢ MeHUH209HYedaroyene cpedHell YepenHoll AMKU cnpa-
6a: a, 6 — T2-636euteHHbvle u300paxcenus 60 pponmanvroil naockocmu; 6 — T 1-836euenHoe uzobpaxcerue 6 akcuarvHoil narockocmu,; e — FLAIR-umnyasc-
Hast N0cae008amenbHOCMb 8 Ca2UMmanbHoil NAOCKOCHU

Fig. 1. Magnetic resonance imaging. An arteriovenous malformation with meningoencephalocele of the middle cranial fossa on the right is visualized:
a, 6 — T2-weighted images in the frontal plane; 6 — T1-weighted image in the axial plane; e — FLAIR pulse sequence in the sagittal plane
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Puc. 2. Komnvromepro-momoepaguueckas aneuoepaghus. AkcuansHovie NOCMKOHMPAcMHuble U300paxcerus. Busyaiuzupyromes usmeneHHble cocyobl NOA0CMU
HOCORAOMKU U POMOAOMKU

Fig. 2. Computed tomography angiography. Axial postcontrast images. Modified vessels on the nasopharyngeal and oropharyngeal cavity are visualized

Puc. 3. Komnsromepro-momoepaguueckas aneuoepagus, apmepuanrvias gaza. 3D-modeauposanue

Fig. 3. Computed tomography angiography, arterial phase. 3D modeling
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Puc. 4. Dndockonuueckue uzobpasicenus. ApmepuogeHo3Has Matb@opmayus noA0CmMU HOCO2AOMKU

Fig. 4. Endoscopic images. Arteriovenous malformation of the nasopharyngeal cavity

Taxum obpazom, no OaHHbIM UHCMPYMEHMANbHBIX UCCAe-
dosanuil y nauyuenmku ouaenocmuposana ABM noasocmu
HOCO2N0MKU U POMO2AOMKU C (POPMUPOBAHUEM MEHUH20IH-
ueghanouyene.

B ce53u ¢ puckom pazeumusi maKux maxiceabix 0CA0iCc-
HeHUil, Kak MeHuHeum, nHeemoyedarus u abcyecc mosea, 0ns
yoaneHus MeHUH203HUegaroyene nayueHmye 0bi10 peKomeH-
008aHO XUpypeu1eckoe eMeuamenscmeo, 00HAKo NaAYUeHMKA
OM NPeOoN0ICeHHO20 AeHeHUs OMKA3AAACh.

SAK/HOYEHNE

Hecmotpst Ha To uTo ABM — HesnokauecTBeHHbIE HO-
BOOOpa30BaHMs, OHU SIBJISIIOTCS HAUOOJIEE arPECCUBHBIMU,
JIECTPYKTUBHBIMU U CJIOXKHBIMU B TUIAHE CTPOEHMUSI U3 BCEX
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OoTaH.
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