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IIpencrasneHo peaxoe HAOMIOIEHNE TeMAHTHOOIACTOMBI Y 65-7€THEr0 My>K4HHbI ¢ ()OPMHPOBAHUEM T'H-
TaHTCKHUX Pa3MEPOB KHCTHI JICBOTO MOJYLIAPHUs, HE aCCOLMUPOBAHHOM ¢ Oone3nbto ['unnens — JIunaay.
Temanrnobmactoma — penkas noopokadectBeHHas onmyxonb (Grade I) meHTpanbHON HEPBHOW CHCTEMBI
HESICHOTO THCTOTreHe3a, CTPOMa KOTOPOW COCTOMT M3 T'YCTHIX CETEH TOHKOCTEHHBIX COCYIOB Pa3IH4YHO-
ro kamubpa. B mupoBoii nureparype onmcano 140 ciydaeB CynpaTeHTOPUANBHON JIOKATU3AIMUA 3TOTO
THUIAa omyxonei. JlaHa JOCTaTOuHO MOoJHAs KIMHWYECKast, HeHPOPEHTICHOJIOIn4eCcKasi U TUCTOIOTHUecKast
KapTHHA, MO3BOJIsIOIIAst 1M PepeHIIMPOBaTh TeMaHTHOOIACTOMY OT MHBIX THCTOJIOTHYECKHX BAPHAHTOB.
PaccMoTpeHbl epcrekTHBHBIE METOIbl KOHCEPBATHBHOTO JICYEHHSI MALIMEHTOB C JaHHOM MaToJoruei npu
HEBO3MO)KHOCTH BBITIOJTHEHUSI TOTAJILHOW PE3EKIMH OITyXOJIH.

CyIpaTeHTOpUalIbHas TeMaHruooaactoma, 6onesnp ['unmens — Jlungay.
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We report the rare case of 65-year-old male patient with supratentorial hemangioblastoma and gigantic
cyst of the left hemisphere of the brain without von Hippel-Lindau disease. Hemangioblastoma is a rare
benign tumor classified as grade I by the WHO of the central nervous system of uncertain histogenesis.
This neoplasm’s stroma consists of dense networks of thin-walled blood vessels of various calibers. About
140 cases of supratentorial localization of this type of tumor are presented in the world literature. We have
given a fairly complete clinical, neuroradiological and histological picture that allows one to differentiate
hemangioblastoma from other histological structures. Promising modalities in the treatment of patients
with this pathology when it is impossible to perform total tumor resection are considered.

supratentorial hemangioblastoma, von Hippel-Lindau disease.
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BBEOEHUE Typbl BBIEIAIOT COJIMIHBIA U KMCTO3HO-COJIMIHBIN Bapu-

I'emanruno6iactomel (IAB) mieHTpanbHON HEPBHOM CH-
cremsl (LIHC) — pemkue moOpoKadecTBEHHBIE OITyXOIH
HESICHOTO THCTOT€HEe3a, OTHOCSIIUECS, B COOTBETCTBHH C
kiaccudukarpeit BO3 mepsuunsix omyxoneit IHC 2016 T,
K IpyIIe ME3eHXIMAJIbHBIX HEMEHHHTOTETHAIBHBIX HOBO-
o0pazoBanwmii, cocraBmstomue 1,1-2,4% ot obmiero uncna
BHyTpHuuepenHbix Heomtasui [1, 2]. s [Ab ITHC Gonee
XapakTepeH CIOpaJAndecKuii XapakTep BOZHUKHOBEHNS, HO
MPUOIU3UTENHHO TPETh CIyYaeB acCOIMMpOBaHa ¢ Oomes-
Het0 ['mmmens — JIunpay [3]. Tunnana cyOTeHTOpHAanbHas
JIOKaJTM3alfs OIMyXOJIeH B MO3KEUKe, CTBOJIE TOJOBHOTO
MO3ra ¥ CIIMHHOM Mo3re. B 3aBHCHMOCTH OT MakpOCTPYyK-

AHTBl CTPOEHUSI OIMyXOJeH, MPU 3TOM BCTPEUAIOTCSI Kak
MyJIbTH(OKATbHBIE, TAK U SAMHIYHBIC TIOPKESHUSL.
Cymnparentopuanbusie [Ab kpaitHe penxku. B mupo-
BOI1 TUTEpaType 10 HACTOSIIErO BPEMEHHU OIMCAHO OKOJIO
140 cnydaeB cynpaTeHTOpUANIbHOMN JTOKAIU3AUH JaHHO-
ro tuna onmyxonei [[HC. Cynparenropuanshuas ['Ab Obuta
BriepBeie onrcana B 1902 1. M. Bielschowsky y momonoit
MalMeHTKY C JoKalu3aiueil B mooHoi gone [4]. U3 omu-
CaHHBIX CIYy4aeB CIOPAAMUYECKUX CyNpaTeHTOPUAIbHBIX
I'Ab B mopsike yOBIBaHHSI YacTOTHI OHH BCTPEYAJIHCh B
MOJTYIIAPUSAX TOJIOBHOI'O MO3ra, XHa3MaJbHO-CEJUIIPHON
00JIaCTH, MO30JIUCTOM TeJe, TPEThEM M OOKOBBIX JKEITy-
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nouykax. ECTh HECKONBKO COOOIIEHH O BPOXKACHHBIX CY-
nparenTopuanbHbix [Ab u onucanus I'Ab ¢ nnBasueit B
MO3TOBBIC 000JIOUKH [5, 6].

Benencteue Toro, uro cympareHtopuansHble ['Ab
Ype3BBIYANHO PEIKH, JAaHHBIE O HUX OCHOBAaHBI HA CIH-
HUYHBIX KIMHUYECKUX CIydasx. MIMeeTcss HEeMHOTO HH-
dbopMar 0 KIMHUYECKOM TEUCHHU JTHX OITyXOJEH,
HET €IMHOTO MHEHUS, SIBIISICTCS JIU CyNpaTeHTOpUAIbHAS
I'AB gactero cturm Oonesnu ['unmens — Jluanay. C Tou-
KH 3peHHUs MmatoMop(OIOTHH CYIIECTBYIOT TPYIHOCTU
rucronornyeckoi augdepennuposku I'Ab u runepued-
POMBI, aHTHOMAaTO3HOW MEHUHTHUOMEI [7].

B nacrosmieil crarbe npeAcTaBieH pPeAKUM ciyyai
maruenTa co cropaanyeckoit 'Ab neBoit TeMeHHOU KoM
1 (GopMHUPOBaHHEM THTAHTCKON KHCTHI JICBOTO IOTyIIIa-
pHS TOIOBHOTO MO3Ta.

KINUHUYECKU CNYYAN

65-neTHUT My)X4nHa 0OpaTWICs B KIMHUKY HEHpOXH-
pypruu I'bY3 HUN — KKb Nel B 2006 1. ¢ xanobamu
Ha TIepHOJUUYECKUE TOJIOBHBIE OOJH, MPEXOMAIIYIO Clla-
00CTb B MpaBBIX KOHEYHOCTSX. BplenepedncieHHbe
KanoObl Oecriokonin B TeueHue 6 net. Ilpu mosBreHNH
cuMnToMaTtiuky Briepsbie B 2000 I. OBIIT rOCHUTAIU3UPO-
BaH B HEBPOJOTMYECKOE OT/AENEHHE TOPOACKON OONBHU-
sl T. Kponmorkuna KpacHomapckoro kpas, rae Ha (oHe
HeaudPepeHIIMPOBAHHOTO MEIMKAMEHTO3HOTO JICUCHUS
CHMIITOMaTHKa OBICTPO perpeccupoBana. MeToasl Hei-
pOBH3yaNH3allMi MAalMEHTy HE BbIMOMHsUIMCH. [lpu He-
BponorndeckoM ocMoTpe B 2006 T. BBISIBICHO MOBBIIIE-
HUE TIIyOOKHX DPE(QIEKCOB CIpaBa, KOMIICHCUPOBAHHBIN
CHHJPOM BHYTPHUEPETHON THIIEPTEH3HH.

Ha MPT ¢ BHyTpHUBEHHBIM KOHTPaCTHPOBAHUEM Ta-
JONMHUEM 00HapyX eHO 00beMHOE HOBOOOpa30BaHUE Jie-
BOM TeMeHHOH nonM pasmepamu 15 % 23 X 19 MM, ume-
Iollee TUTIEpP-, M30MHTEHCUBHBIN MP-curaan Ha T2-BU,
runouHTeHcuBHbIl Ha T1-BY, ¢ HainyieM BHYTPEHHUX
neperopook. Ilo 3agHeMy KOHTypy 0Opa3oBaHUs BU3ya-
JU3UPOBAJICST OYar HaKOIJIEHUSI KOHTPACTHOTO Mpemnapara
pasmepamu 5 X 7 x 11 Mm.

Pucynox 1. MPT 2onosnoco mosza,
T2-BU, axcuanvhas npoexyus

Figure 1. Brain MRI, T2-WI, axial
section
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Pucynox 2. MPT eonosnoco mosea
T2-BHU, xoponapHas npoexyus

Figure 2. Brain MRI, T2-WI, corona
section

OT mpeyioxKEeHHOTO OTNepaTUBHOIO JIEUCHUS MaIlHEeHT
KaTeropu4ecku oTKazajcs. B nuHamuke He HaOmonaics.

B Teuyenue anpens — mag 2017 1. cocrosHue 60NBHO-
ro pesko yxyamwiocs. Ilpu mocrymneHun B HEWPOOH-
konorngeckoe oraeneane I'bY3 HUM — KKb Nel um.
npod. C.B. Ouanosckoro B mae 2017 . 5kamo0bI MAIIEHT
MIPEABSBUTH HE MOT B CBSI3M C PEUEBBIMH HAPYIICHUSAMHU.

IIpn 00OBbEKTUBHOM OCMOTpE — 00IIee COCTOSIHUE TS-
xkenoe, nHaeke KapHosckoro 50%, ceHcopHas adasus,
WHCTPYKILUH HE BBIMOIHAET M3-32 PEUEBBIX HAPYIICHHH,
MIPaBOCTOPOHHSAS LEHTpaJbHas TeMHUILIETHs, MPaBOCTO-
POHHUI LEHTPAIbHBII IPO30MAPE3.

OCMOTp OKy/IHCTa BBITIOMHEH C LENBI0 HCKITIOYEHHS
HOBOOOpa30BaHMI ceTyaTKH B paMkax Oome3Hu ['mmme-
151 — Jlmagay. Vis OS = 0,5, Vis OD = 0,6. [Tons 3peHust:
MPAaBOCTOPOHHSS CUMMETPHUYHAsi TOMOHHUMHAsI TeMHAHOTI-
cust. ['masHoe THO: AMCKHU 3pUTETBHBIX HEPBOB THUIIEPEMH-
pOBaHbl, OTEYHBI, MPOMUHUPYIOT B CTEKIOBHIHOE TEINO,
apTepuu Cra3MUPOBaHBI. 3aCTONHBIX THUCKOB 3PUTENBHBIX
HEpPBOB, HOBOOOPA30BaHUI CETYATKH HE BBISBIICHO.

bonesns ['mnmens — JIunpay Oblna Taxoke HCKITIOUE-
Ha Ha OCHOBaHUM JaHHBIX Y3U Oprommuoit momoctu, KT
OpraHoB OPIOIIHOM MOJOCTH ¢ KOHTpacTupoBanuem, KT
OpPraHOB IPyAHOM KIJIETKH, OCMOTpA IVIa3HOTO THA U OT-
CyTCTBUS ceMeitHOTO aHaMHe3a 3a0oneBanusi. OHKOJIOTH-
YecKHi aHaMHe3 MaIleHTa He ObUT OTATOIICH.

W3 nmabGopaTopHBIX aHANM30B: COMACpPXKAHUE TEeMOTIIO-
6una 142 r/n, konuvecTBo aputpouuTos 5,0 X 10'%/1, xo-
JIMYECTBO JIEWKOLUTOB U UX JU(PQPEepeHIINPOBKa, a TAKKe
pe3ynpTaThl OMOXUMHUYECKOTO aHajdu3a KPOBH, IEKTPO-
JIUTOB, KOAryJaorpaMMbl U OOIIEro aHajan3a MOYH B TIpe-
Jienax HOPMBI.

Ha cepun MP-tomorpamm T1-BU, T2-BU, T1 ¢ koH-
TpacTHBEIM ycuiieHueM (puc. 1-3) — B neBoit remucdepe
TOJIOBHOTO MO3Ta COXpaHseTcs o0beMHOe 00pa3oBaHHE,
MMEIOIlIee TuIep-, HU30MHTEHCUBHbIH MP-curHan Ha
T2-BU, ¢ neperoponkamu, pasmepamu 84 x 52 x 72 M.
Ilo 3agHeMy KOHTypYy 0Opa3oBaHHS BHU3yalIH3HUpyeTCs
o4ar HaKOIUIEHHS KOHTPACTHOTO Iperapara pasMepamu
14 x 11 x 11 mm.

Pucynok 3. MPT eonosnozo mo3zea, T1-BU c xomu-
MPACMHBIM YCUTIEHUEM, AKCUATbHAS NPOEKYUs.

Figure 3. Brain MRI, T1-WIwith contrast enhancement,
axial section



Cnyuvain 13 KnuHnuyeckow npaktnky / Case reports

Pucynox 4. Unmpaonepayuonnoe ¢pomo na smane onopooxc-
HeHUsl ONYXoe6oll KUCbl
Figure 4. Intraoperative photo at the stage of opening the tumor cyst

Pucynox 6. Hnmpaonepayuonnoe ¢omo nodxca yoaneHHOU
onyxonu
Figure 6. Intraoperative photo of a bed of a removed tumor

Ha 2-e cyTku rocnuranusanuu, y4uThiBas HapacTa-
HUE TPyOOro HEBPOIOTHYECKOTO NSHUITNTA, BBHITIOTHCHO
OTIEpPaTHBHOE YJIAJIEHHE OITYXOJIH.

HNHTpaonepalluoHHO: KOpa B MPOEKIUU HUXKHEH Te-
MEHHOH JIOJIBKM PE3KO MCTOHYEHA, OOPO3ZBI CIVIAXKEHBI.
Kopa nocne npeaBaputensHoil HaBUraluy pas3BejieHa 1o
BHYTPUTEMEHHOH 00po37e, Ha TIyOuHE 4 MM OIOPOXK-
HUJIACh OITyXOJIeBasi KMCTa C KCAaHTOXPOMHOHN OMaJecIy-
pyroIeii >KHIKOCTBI0, TPUMEPHBIM 00beMOoM 110 150 Mt
(puc. 4). B monoctu KHUCTBI OOHAPYKEH OITyXOJCBBIN
y3ei. Onyxoib ceporo 1BeTa, B OCHOBHOM Macce PhIXJIon
CIIM3UCTOM KOHCHCTEHIUH (pHc. 5). Brimonnena Mukpo-
XUPYprudeckasi JUCCEKIUs TONI0COB OITyXONH C yaaje-
HUEM Y3JIa OIyXOJIU eIUHBIM OJIoKOM (pHc. 6, 7).

[Taron0rorucTONOrMYecKoe HCCIIeIOBaHNE: TeMaHTH-
obmacroma, Trmr 2 (WHO Grade I). I'mcromaronmorude-
CKOE HCCIIe/IOBaHHE C OKpalIMBaHHUEM T'eMaTOKCHIIMHOM
¥ 03WHOM BBISIBUIIO Y3KHE TIOJOCKH MHTEPCTHIINATBHBIX
KJIETOK C OOMJINEM JINTIHJIOB B IUTOILIa3ME M TyCThIE CETH
TOHKOCTEHHBIX COCYJIOB pasinyHOro Kaiaubpa. UMmyHo-
THCTOXMMHYECKOE HCCIIEOBAHUE: OIMYXOJEeBbIE KIETKH
TIO3UTUBHBI HA CIIEAYIOIIHEe MapKepbl: BUMEHTHH U Hei-
POH-cTIEITUPHUIECKYIO IHONA3y. MapKephl SIUTEIHaIbHO-
o MEMOpPaHHOTO aHTHUI'eHA, ITHAIEHOTO (PHOPHILISIPHOTO
kucioro 6enka, CD34 u S-100 oka3aiuch OTPHIIATEIb-
HBIMH (pHC. 8, 9).

Pucynox 5. Humpaonepayuonnoe gomo na smane evioeie-
HUSL CONUOHO20 KOMHOHEHMA ONyXo/u

Figure 5. Intraoperative photo at the stage of dissection of the solid
component of the tumor

Pucynok 7. Maxponpenapam — y3en onyxoau cepozo yeema, 8
OCHOBHOU MACCe PLIXNIOU CIUZUCHOU KOHCUCMENYUU, C 00UTb-
HoOU 8acKynApusayuen

Figure 7. Histologic specimen is a gray tumor node, mainly a loose
mucous consistency, with abundant vascularization

Ha xontponpaeix KT mocne onepammu (puc. 10) oua-
TOB HaKOIUIEHWS! KOHTPACTHOTO TIperapara He BBISBIICHO,
KHcTa perpeccruponaia. [locronepanmoHHbli nepuo npo-
TeKan 0e3 ocJIoKHEeHHH. B HEBPOJIOrHYECKOM CcTaTyce OT-
MeqaJics perpecc pedeBbIX HapYyHIEHHH, MMOJOKUTENbHAs
JTUHAMHAKA TPaBOCTOPOHHEH TeMHIUIETHH (K MOMEHTY
BBIITMCKH MBIIIEYHAs CHJIa B KOHEYHOCTSIX CIIpaBa 10 2—3
0aJUTOB) W TIOJIHOE pPa3pellicHHe THUIIEPTCH3UOHHOTO CHH-
JIpoMa C perpeccoM neaJrnieckoro CHHIpoMa ¥ HopMa-
TM3anuel KapTHHBI KOHTPOJIBHOTO OCMOTPA TIIA3HOTO JHA.

OBCYXAEHUE

Cynparenropuanbnbie [Ab — peakas nmaronorusi, B Mu-
poBo#i Juteparype 3a nepuoa ¢ 1902 nmo 2019 r. onucan
141 ciydaii cynpareHTOpHATBLHON JIOKAM3allMU JaHHOTO
tuna omyxoneir [ITHC. 13 Hux 82 cmydas (58,2%) acco-
UUPOBaHEI ¢ Oonesupio [ummens — Jlarmay, a 59 ciaydaes
(41,8%) sBrsumuch criopaguyeckumu. B nienom mst [AB
TUIMMYHOMN JIOKAIHM3AIMY B MTOTYIIAPUSIX MOPKEUKA 3TO CO-
OTHOIIIEHHE HECKOJIBKO HHOE: CIIOPAaJMYECKd BO3ZHHKAET
66—-80% omyxonei, B cBs13U ¢ cunapomoM ['unnens — Jlun-
nay — 20-33% [8]. Tonbko IpH XHa3MallbHO-CEJUIIPHOM
JIOKAJIM3alMH JI0Ka3aHa JOCTOBEpHAs acCOLUalus Iepe-
Opaeubix AB 1 6onesnn ['unmens — Jlunmay [S].

0030p MHPOBOH JTUTEPATYPhI O CIIyYasx CyNPaTeHTO-
puanbHbIX ['AB, He accoruupoBaHHBIX ¢ Ooe3HbI0 [HII-
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Pucynox 8. Muxpoghomozcpagpua nokazvisaem
MHOJICECMBEHHbIE PACUUPEHHbIE KDOBEHOCHbLE
€OCyObl nepeMenHOU PAZMEPHOCMbIO, GbICHIIAH-
Hble OOHUM Cll0eM IHOOMENUATLHBIX KIIeMOK C
sKpanieHuemM CmpoMAIbHbIX KIemoK (0Kpacka
2eMAMOKCUTUHOM U J03UHOM, Yeenuuerue % 100)
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Pucynok 10. Ilocreonepayu-
onnviti KT-konmpons

Figure 10. Postoperative brain
CcT

Pucynox 9. Muxpoghomoepagus noxkaszvieaem
paszepanuyerue cocyoos U CImpoMaibHbiX Kile-
MoK (OKpacka 2eMamoKCUNUHOM U IO3UHOM,
yeenuuenue x200)

Figure 9. The micrograph shows the differentiation

of blood vessels and stromal cells (hematoxylin-
eosin staining, original magnification x200)

Figure 8. The micrograph shows multiple dilated blood
vessels of variable dimension lined with single-layer
endothelial cells with intermediate stromal cells (hema-
toxylin-eosin staining, original magnification x100)

nenst — Jlanmay, npencrasies B Tabnuiie 1 [8]. C yuerom
OTCYTCTBHA JAaHHBIX O IOJOBOW MPUHANJIEKHOCTH B 5
KJIMHUYECKHUX CIy4asX, 3HAYMMbIX T€HAECPHBIX Pa3Iuuui
BBIBJICHO He ObUTO: 30 MAIMeHTOB — MYCKOTO Tona, 24
MAIUeHTKH — JKEHCKOro moia. Jluama3oH BO3pacToB CO-
ctaBsul oT 3 MecseB no 80 jeT, MeauaHa Bo3pacTa —
40 net. BrisiBieHbl MUKW 3a00€Ba€MOCTH B BO3PACTHBIX
rpynmnax 20-30 u 40-50 ner.

Jlokanu3zanus omyxoisiell MpeacTaBleHa CIeTyOIUM
oOpa3oM: TodyIIapHas Jjokamu3anus — y 38 OONbHBIX
(64,4%), n3 HUX MopakeHHe JIOOHOW noau — y 17 Gob-
HbIX (29,3%), Temennot — y 12 (20,7%), BucouHoi — y
5 (8,6%), 3arbutouHON — y 4 GonbHBIX (6,9%). Xwuaz-
MaJbHO-CEJUISIpHAsl JIOKaNM3alus OIyXoJel omucaHa y
8 OoxapHbIX (13,8%), mopaxkeHHE TPEThEro M OOKOBBIX
XKemyaoukoB — y 7 OonbHbIX (12,1%). UMenu mecTo eu-
HUYHBIE CIIy4Yau MOPAKEHUsI MO30JIMCTOTO Teja, TalaMy-
ca u 0azalbHBIX sA7ep, Tunmokamma. OOpariaer Ha ceds
BHUMaHHUe (DaKT BOBHUKHOBEHHUS Y JIBYX ITEIUATPHUECKUX
MaIMeHTOB Bo3pacToM 18 Mecsnes u 3 mecsia ['Ab 6o-
KOBBIX KEITyIOYKOB C MPEANOIaraeMbIM BPOKICHHBIM Ie-
He3oM omyxonu [9].

MakpocKkonuyeckd mpeoOnajai CONUIHBIA BapH-
anT ['Ab. B HameMm KIWHUYECKOM Cilyyae MpeicTaBiIeH
KHCTO3HO-COJIMJHBIN TUI MaKpOCTPYKTYphl C (opmu-
POBaHHEM KHCTO3HOU IOJOCTH TUTAaHTCKHX Pa3MEpOB,
MPEBBIIAIOIEH MONOBUHY JJIMHBI HOJIyLIapus TOJOB-
HOTO MO3ra, ¥ HEOONBUIMM COJHIHBIM KOMIIOHEHTOM.
BelenepeuncieHHbie  0COOEHHOCTH MAaKPOCTPYKTYPBI
OIyXOJu OOYCJIOBUJIM BapHAaHT KIMHUYECKOTO TEUEHUS
3a00JIeBaHMsI C JUTUTEIBHBIM MEPHOJIOM JICKOMIICHCAIH
1 OBICTPBIM PErPECCOM 04aroBOro HEBPOJIOTUIECKOTO Jie-
¢uIKTa B paHHEM MTOCIIEONIEPAIIIOHHOM TIEPHOIE.

B HexoTopbIX ciydasx OBIBa€T CIIOKHO IMOCTaBUTh
nuarno3 'Ab ¢ moMoIpio METOIUK HEWPOBU3yaIU3aLUN
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WIM Ha OCHOBE JaHHBIX HHTPAONEPAIIOHHOW MHKPO-
ckoruu. [Ipu rucTonormyeckoM M UMMYHOTHCTOXUMH-
YEeCKOM HCCJICJOBAHUH IONYYEHHBIX OHUONTATOB MOTYT
ObITh OOHapyeHbl TUIHYHbIe Ui [AB npusHaku: mpe-
UMYIIECTBEHHO COCYIUCTOE CTPOEHHE C Y3KHUMH II0JIO-
CKaMU HMHTEPCTUIHANBHBIX KJIETOK C Pa3dyTod «IeHH-
cToi» 1uToruiazMoi. M3-3a xapakTepHOH, coaepkamien
JUMAABl [UTOILIA3Mbl W 0YaroB IUIEOMOP(MHBIX sjep
muddepennnanpias auarnoctuka [AB oT HekoTophIX
JIPYTUX 37I0KaYeCTBEHHBIX OMYyXOJNeH, TaKUX KaK Ioved-
HO-KJIETOUHBIM paK, KapLUuHOMAa KOpBHI HAJIMOYCYHHKOB
W TIaparaHriiuomMa, OCTAaeTCsl CIIOKHOH, OCOOEHHO MpH
CTPOMAJILHOM BapHaHTE OIYXOJIH.
VIMMYHOTUCTOXUMHUYECKOE HCCIIEIOBAHUE SIBIISIETCS
KIIOUeBbIM B AuddepeHnnanbHoil auarnoctiuke [Ab u
JIPYTUX OITyXOJed TOJOBHOTO MO3Ta. AJTOPUTM €r0 BbI-
MOJTHEHUSI BHIIIIAUT CHERyromuM o0pazoM. OCHOBHBIE
nBa kommnoHeHTa I'AB — cocynucThle KaHambl U CTpO-
MaJbHbIE KJIETKU — OKPALINBAIOTCS HETAaTUBHO KaK SIH-
TeNHaJbHBIMU MapKepaMu, TAKUMHU KaK JMUTEIHATbHBIHN
MeMOpaHHBII aHTUTEH, TaK U COCYIUCTBHIMH MapKepaMmH,
takumu kak CD34. CrnemoBareibHO, MMMYHOOKpAIITHUBa-
HUE SIUTEIHATIBHBIM MEMOpPAaHHBIM AHTHUTCHOM MOXET
0COOEHHO TTOMOYb OTAHYUTh [AB OT MEHUHTHOM U MeTa-
CTa30B novyeyHo-kieToyHoro paka [10]. Hecmotps Ha To,
YTO UMMYHOXHUMUYECKasi aKTUBHOCTh B OTHOIIeHun CD34
SIBJISIETCSI TIOJIOKUTENIEHOM B HEKOTOpBIX ciydasx ['Ab,
XapakTep OKpalluBaHUsI P MEHUHTMOME U TeMaHTHOIIe-
PHUIIMTOME MHOI — O4aroBBId, TETEPOreHHBIN, CO CIa0bIM
OKpallliBaHHUEM OIMyXoJIeBbIX KieTok [11]. B mononHeHue
rucrojoruyeckue npemnaparsl I'Ab, kak mpaBuio, AaioT
OTPHLATENIFHYIO PEAKIHIO C THAIGHBIM (PUOPHILIIPHBIM
KHCJIBIM MIPOTEMHOM U TOJIOKUTEIBHBI IPU OKPALIUBAHUN
HelpoH-cnenuduyeckoil sHoMa301. BUMEHTHH, Kak Hau-
OoJiee MIMPOKO PACTIPOCTPAHEHHBINH POMEKYTOUYHBIN (U~
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Taobnuya 1

KauHnveckue npuMepsl CHOPAIHYECKHX CyNPAaTeHTOPHAJIbHBIX FeMAaHTH001aCTOM B MUPOBOIi JINTEpaType,
He aCCOIMHPOBAHHBIX ¢ 00J1e3HbI0 ['unmens — JIunaay

Table 1

Clinical cases of sporadic supratentorial haemangoblastomas in the world literature,
not associated with Hippel-Lindau disease

Ehgm Makpo- Ehax Makpo-
SEZE P SEZS P
ss2 ; ABTOp(BI) BospacT, | oy | crpyxrypa ss82 g ABTOp(bI) BospacT, | poy | crpyxrypa
ElsEis Loyl OIYX0JIH ESEE Ll ONyXO0JTH
OFx= = Oz =
Bielschowsky 24, xen. | 1902 | Conuumnas Grattarola 18, myx. | 1955 | Kucrosno-
Floris et al. 32, myx. | 1954 | Conmmuast commaHas
: = Morello
- <
Stein et al. 12, wen. | 1960 f(ﬁ:;;;:;) e = and Bianchi 10, myx. | 1958 | Conmmnas
Papo ct al — 1961 | — E = Stein et al. 49, myx. | 1960 | Conunnas
’ =] -
Perks et al. 21, xen. | 1976 | Conunnas Murali et al. 57, Myx. |2007 | Comunnas
Kim et al. 45, myx. | 2001 | Comuzmnas She et al. 24, Myx. | 2013 | Comuzmas
Acikalin et al. 43, myx. | 2003 | KucrosHo- Schley 48, wen. | 1927 | Kucrosso-
coNuiHast = COJNTHTHAS
Agostinelli 10, xen. | 2004 | Connnnas E = Ishwar et al. 62, xen. | 1971 ConupaHas
= et al. E 5 Yang et al. 19, xen. | 2011 | KucrosHo-
S 2
: Iyigun et al. 61, myx. | 2004 | CommmHast = comuAHad
g Sherman 52, en. | 2007 | Commgnas ") She et al. 60, xen. |2013 Kucrosno-
8 et al. CoNMHAS
= ol _
Jang 68, en. | 2007 | Comnanan Grisoli et al. 28, xkeH. | 1984
Takeuchi 58, myx. | 2008 | CommmHast é Neuman et al. 35, wen. | 1989 | —
Elguezabal 67,xen. | 2010 | Kucro3Ho- g é Kachharaetal. | 57, xen. | 1998 | —
et al. COJHTHAS 5 : Ikeda et al. 62, myx. |2001 | —
Kaloostian 49 xen. | 2012 | Commpgnas 5 2 Rumboldt et al. | 60, myx. | 2003 -
)
and Taylor Z E | Pekeretal 54, myx. | 2005 | -
Sarkari 45, xeH 2012 | Conuguas 5 Schir et al 30, xeH 2011 —
and Agrawal © . i T
She ot al. 21, myx. | 2013 | Kucrosmo- Xie et al. 64, xen. | 2013 | Comugnas
COJIUIHAs Katayama etal. |— 1987 -
Raghavaetal. | 50, myx. | — ConunHast ° Black et al. 15, myx. | 1991 | Comnpnmas
Berger 24, MYX. 1927 Kucro3so- é = Isaka et al. 47, xKeH. 1999 ConuaHast
and Guleke comaHas HE Tekkok 18 mec., |2006 | Kucrosno-
Zeitlin 54, myx. | 1942 | Conunnas 2 E and Sav KEH. conuaHas
Morello = 3 Jaggi et al. 30, myx. | 2009 ConugHas
and Bianchi 27, myx. | 1960 | Comnnnas E ® Peyre et al. 3mec., [2009 | Kucrosno-
Morello B MYX. conuaHas
and Bianchi 27, myx. | 1960 | Comuumnas Al-Najaretal. |- 2013 _
= Rivera &S Marrioti - 1936 ComuHas
5 and Chason 16, myx. | 1966 | Comumnas = Eg
= sh I 7 1995 C =8 o Ozveren et al. 40, xxen. | 2001 Kucto3zuo-
;'é' arma et al. , MyX. oJIMIHas =] S s CONMITHAS
g -
g Choi et al. 26, xen. | 1998 | Comumgnas o h Kautzky 55, vy, | 1953 Commamas
z Yamakawa et al. | 17, myx. | 2000 | KucrtosHo- 4= E(‘ and Vierdt
= COJNTHTHAS S%a
< \© 3
Cosar et al. 50, myx. | 2006 | ComumHast E=x
Kishore et al. 50, myxk. | — KHCTO3HO- é = Ohata et al. 27, xen. | 2006 | Commnmas
conuHas =2 | Crisietal. - 2010 | —
Pandey et al. 39, myx. | 2015 | Kucro3Ho- , @= = | Tarantino et al. | xeH. 2000 | —
CONHUIHAs E = E E
s 3
JlanHbIi 65, myx. | 2016 | Kucro3Ho- E E ==
KIMHAYECKHI COJIHHAS E 5 2g
ciryyan = °E s
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JIAMEHT, SKCIPECCHPYEMBIN MTPAKTHUECKH BO BCEX ME3EH-
XMMAJIBHBIX OITYyXOJISIX, SIBIAETCS MONOXHUTENBHBIM IIPH
I'AB, noaTBepkaas runoresy o ToM, uto I'Ab npoucxozasr
13 ME3CHXUMAaIBHBIX KIIETOK [12].

KnnHuueckue nposiiieHust cynpareHTopuanbHeix TAB
3aBUCAT OT MX JIOKAJIHM3AIUH, CTETIEHN BBIPAXXEHHOCTH KH-
cro3Horo komrnoHeHTa [3]. [lammeHTsl, kak u B TpeacTaB-
JIEHHOM KJIMHUYECKOM CITy4ae, 3a4acTyi0 MMEIOT JOJTYIO
UCTOpHIO OONE3HH C HE3HAYUTENHHO BBIPAKEHHOH HEBPO-
JIOTHYECKOM CHMITOMATUKON. B koHEUHOM HMTOTE Ha (pOoHE
JIEKOMITCHCAIINH, HACTyTMaromen u3-3a Macc-3¢gQexTa, BbI-
PaXXeHHOTO MEPUTYMOPO3HOTO OTEKa, OOJIE3Hb MPOSBIIAET-
Cs BHE3AITHO, TpeOys MOAYac HEOTIOXKHOTO HEHPOXUPYPTH-
geckoro BMemarenscTBa [13]. Xupypruueckoe ynaneHue
SIBIIIETCA METOIOM BBIOOpa, HO OHO MOXKET OBITh 3aTpyu-
HEHO H3-3a THIEPBACKYISIPH3AIMK HOBOOOpPA30BaHUS, T10-
3TOMY HauOoJIee IpUeMIIEMO yAaJIeHHe Y3/1a OIMyX0JH eIH-
HBIM OJIOKOM, BO3MOJKHA MTPEAOTIEPATUOHHAST IMOOIH3AIIHS
cocynoB omyxonu [14]. Hapsimy ¢ 3TuM mMMeroTcst paboThI
0 MPUMEHEHNH METOIUK CTEPEOTaKCUIECKOH PagnoXupyp-
ruu B nedenun [Ab [15, 16]. [lomyueHHBIE pe3yabTaThl He-
onHosHavHbl. Tak, B uccnenosannu F.T. Sayer, J. Nguyen,
R.M. Starke et al., Bximrouaromem namuenToB ¢ I'AB, mo-
Jy4aBIINX pagnoXupyprudeckoe jiedenue, 15% omyxoneit
OCTaBAIIUCH CTAOMIIEHBIMU B 00BeMe, B 54% cirydaeB 00b-
€M OITyXOJH yMeHbInmics, a B 31% — yBemmumics. Cpok
Oe3penarBHOTO Tieprona B TeueHne 1 roma, 5 u 10 mer
nocturHyT B 89, 74 u 50% cirydaeB cooTBeTCTBEHHO [17].

[TepcnextuBubiM MeTogoM JeueHuss [Ab sBisiercs
AHTHAHTHOTEHHAsl Tepamnus C WCIOJIb30BAHUEM WHTHOH-
topoB VEGF (daktop pocra sugorenus cocynoB). OHa
MOXeET OBITh HCIIOIb30BaHA B CIy4asiX ¢ HeonepadeIbHbI-
MU TOPAXECHUSIMH, 7€ aJbTepPHAaTHBHBIC BAPUAHTHI Jieye-
HUS HE TIPUBOASAT K 3HAYMMOMY KIMHHYECKOMY 3(deKrTy
[18]. U Bce xe HEOOXOAMMO CTPEMHTHCS K MOTHOU pe-
sexrun ['AB, xoTopast sBisieTcst Hanboee 1enecoodpas-
HBIM METOJIOM JICUEHHS U aCCOIIMMPOBaHa ¢ Mocieonepa-
[IMOHHOM JIeTATbHOCTHIO 110 2% [2].

Pentrenonornyeckas cumnromaruka I'Ab: Ha KT co-
JUHBIE OMYXONH BBINISAAT KaK IJIOTHBIE H30CHCHBIE
00pa3oBaHMS C MHTEHCHBHBIM HAaKOIUICHHMEM KOHTPAcCTa.
Kucrosnsie 'Ab npu KOHTPacTHOM YCUJIEHHU OCTarOTCs
HU3KOIUTOTHBIMH, HO Y3€J HaKalUIMBAaeT KOHTPACTHBIN
npenapar. OOBIYHO pa3Mep y3ila MEHBIIE, 9eM pa3Mep
KHCTBI, 4TO Tomoraer nuddepennrponars I'Ab ot kxu-
CTO3HBIX aCTPOIUTOM, KOTOPBIE MMEIOT OOJBIINIT pazmep
comuauoro komnonenta. Ha MPT T1-B3BeneHHBIX H30-
OpakeHMAX C BBEICHHEM TaJO0JUHHA, y3€J OIyXOJIH To-
MOTEHHO MOBBIIIEHHOW MHTEHCHBHOCTH, B TO BpeMs Kak
KHCTO3HAs YacTh TMIIEPUHTEHCHBHA Ha T2-B3BEIIEHHBIX
n3o0paxennsx u 6e3 ycunenus. Taxxe Ha MPT xopo-
10 BHU3YaJU3UPYETCS] TEPUTYMOPO3HBIA OTEK, WHOTAA
«3MEEBUIHBIE)» CHUTHANBI 10 NMEepU(EPUN COOTBETCTBYIOT
OTJIOKEHUSIM TeMOCHAEpHHA. DNHUAEPMOUIHBIE U apax-
HOWJAITBHBIE KHUCTHI, @ TAKXKE KHCTO3HBIE aCTPOILIUTOMBI —
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HamboJiee 9acTo paccMaTpuBaeMbie Tpu AuQQepeHIn-
anpHON auarHoctuke ¢ [Ab mopaxenws LIHC [19].

I'Ab sBnsiercs enuncTBeHHOH omyxombio LIHC, cBs-
3aHHOH C MONMHUIIUTEMHUEH, KoTopast BcTpedaercs B 9 —20%
IPY UX THNWYHOM MH(paTEHTOPHATBHON JOKATH3AIUH.
[omumuremuss 0OyCIIOBIEHA HEPETYINPYEMOH CeKpe-
LMed 3PUTPONOITHHA C IMOMOILBIO OIyXOJIEBOM TKAaHU
[20]. Bnepssie W.H. Perks, J.N. Cross, S. Sivapragasam,
P. Johnson B 1976 r. coobmunm o ciryyae MOJUIATEMHH,
cBs3aHHOH ¢ cympareHTopuansHoi ['Ab [21]. B Hamem
KIIMHAYECKOM IpuMepe M30bITOYHAS MPOIYKINS IPUTPO-
MO3THHA OITyXOJIbI0 OOHapyXeHa He ObLia.

Ha ocHOBe m3y4eHHOro Marepuana BBISBIEHBI Xa-
paKTepHble A CHOPATUMYECKUX CYMpPaTeHTOPHUAIBHBIX
I'Ab mecTa nokanu3anuy, NPOAHATU3UPOBAHBI [EHIAEP-
HBIE TapaMeTpbl, THUCTOJOTHYECKHE XapPaKTEPHCTHKH.
Kaknx-mn6o cnenudriecknx 4epT naeHTH(UKAINN TPH
HEHPOBH3yaTM3allMOHHBIX HCCIEJOBAHHUIX HE OIMHCAHO.
IIpoananm3upoBaHo Bo3MokHOe (opmupoBanue B ['Ab
049aroB BHEKOCTHOMO3TOBOTO KPOBETBOPEHHSL.

BbIBO/AbI

CymnparenTropuansHo pacronoxenHas [Ab — penkoe
JOOpOKa4ecTBEHHOE HOBOOOpa3oBaHHWE C OnarompusT-
HBIM IIPOTHO30M, U €T0 CIeNyeT OTINYaTh OT Pa3IHIHBIX
3JI0KQYECTBEHHBIX OITyXOJIEH, KOTOPbIE UMET CXOAHYIO
Mopdonoruto. B nuteparype B HacTosIiee BpeMs Majo
KJIMHAYECKHUX JaHHBIX B OTHOIICHHWH CYIPAaTEHTOPHAIb-
HbIX ['AB, uT0 00yCcnOBNIMBaET HEOOXOAMMOCTD N3YUECHHUS
1 IMyOJIMKAIUH TaKUX KINHIYECKUX CITydaeB.

OnucadHple DIHUIEMHAOIOTHYECKHAE, KIMHHKO-J1a00-
paropHble, HEHPOBU3YAIN3AMOHHBIE U ITaTOIMCTOJIOTH-
YeCKHe MapaMeTphbl JOKHBI ObITH HMCIOJIB30BAaHBI MPH
muddepeHnInanIbHON JUArHOCTHKE Y MAlMeHTOB JIO0BIX
BO3PACTHBIX I'PYII C KHCTO3HO-COMUIHBIMA OOBEMHBIMU
00pa3oBaHMAMH TOJIOBHOTO MO3Ta, MIPEX/Ie BCETO C MeTa-
CTa3aMM IIOYEYHO-KJIETOYHOTO paKa, SMHUIEPMOUIHBIMU
KACTaMH, apaXxHOWJAIBHBIMH KHCTaMH WM KHCTO3HBIMH
aCTPOLIUTOMAMH.

YKazaHHBIE TEpPaANeBTUUECKHE MOJAIBHOCTH IpHMe-
HEHUs] MEIUKAMEHTO3HOIO JIEYEHUS U METOAHK CTEPEO-
TaKCHYIECKOr0 OONMydeHus B jedeHnn manueHToB ¢ [Ab
MOTYT HCIIOJIB30BAThCS Y MAIEHTOB MPH HEBO3MOXKHO-
CTH BBINIOJHEHHS PaAMKAIBHOTO XUPYPTUIECKOTO yaaje-
HUSI OIYXOJIH.
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