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Pesrome

AkTtyajabHocTh. KpannodapuHruomel — 10OpOKaueCTBEHHBIEC SIUTEIHAIbHbIE OMyXoyun. CylecTBYIOT
JIBE TEOPUH O MPOUCXOXKACHUM KpaHHOo(papuHruoM. CoracHo nepBoil, 3TH HOBOOOPa30BaHMS Pa3BUBAIOTCS U3
OCTaTKOB KJIETOK KapMmaHa Parke, coequHAOLIEro B YMOPHOHAJIBHOM IIE€PUOJE MOJOCTH MEPBUYHON POTOBOM
TPYOKH ¢ TUTTOQH30M. DMOpPHOTEHETUYECKAs! THITOTE3a OOBSACHSET TOSBICHUE aJaMaHTHHOMOIO0HBIX KpaHH-
ogapuHIHOM, yallle BCTPEUAIOLINXCS B AETCKOM Bo3pacTe. MeTaruiacTuyeckast TeOpusl MPEnoiaracT BO3HHUK-
HOBEHHE KPaHHO(DApUHTUOM B pe3ysbTaTe METAIUIa3UuH SMUTEIHATBHBIX KICTOK B XHa3MaJIbHO-CEJUIIPHON 00-
JIACTH M XOPOILIO COIVIACYeTCsl ¢ JaHHBIMHU 10 CBOICTBaM KpaHMO(GApUHTHOM Y B3pOCibIX ManueHToB. Llensb.
[IpeacraButh omnucaHWe KIMHUYECKOIO CIydas SKTONMYECKOM agaMaHTHHOIIOJOOHOM KpaHMO(papHUHIHOMbI
MPaBOr0 MOCTO-MO3KEUYKOBOTO yIJIa, aCCOLMMPOBAHHON C cuHApoMoM ['apnHepa. MarepuaJibl 1 MeTOABI.
[Iposenen ananu3z CKT, MPT, ructonoruuyeckoro, rMCTOXUMHUYECKOTO U IPYTUX CHEUAIbHBIX UCCIIEIOBAaHUM,
a TaKKe JaHHBIX APYTHX YEThIPEX aHAJOIMYHbIX HAONIOACHUM, OMyONnMKOBaHHBIX B JuTeparype. Pe3yiabrarsl.
OrnucaH peknuii cirydaii SKTOMMYECKON aJaMaHTHHOIIOIO0HOHM KpaHHO(apHHTHOMBI TIPABOTO MOCTO-MO3KEUKO-
BOTO YTJIa, aCCONMUPOBAHHOMN ¢ CHHApPOMOM [ apiHepa (ceMelHbIi aJleHOMaTO3HBIH TIOJIHUIT03, MHOKECTBEHHBIE
OCTEOMBI Yepera U OIyXOJH MATKHUX TKaHel), BBIABICHHBIN y nanuenTa 27 net. OTMevaercs, Toka HeoObSICHU-
Mast, KOppessinys KpaHno(papruHIruoM y OOJIBHBIX ¢ CHHAPOMOM [ apaHepa B 00J1acTH MOCTO-MO3KEUKOBOI'O YIUIA.
BeiBoabI. PacCMOTPEHHEIN B CTaTbe KIMHUYECKHI CIIydail O3BOJISIET PEKOMEHI0BATh MALIMEHTaM C aJJaMaHTH-
HOIIOJOOHBIMU KpaHMO(apUHITMOMaMHU, 0COOCHHO IPH MX IKTOMMUYECKO JIOKaTU3aluy, BKIKOYAaTh B KOMIUIEKC
Je4e0HO-IMarHOCTUYECKUX MEPONPHUSITHI LieJICHAIIPaBICHHbIN cOOp CeMEHHOro aHaMHe3a U CHEeLUaIbHbIC HC-
CJICOBAHMUS 17151 NCKITFOUECHUS aJICHOMATO3HOTO MTOJIMI03a KUIIEYHUKA ¥ cuHapoma ['apanepa.

KiroueBble cjioBa: ajeHOMATO3HBINM HONUIIO3 TOJICTON KHUILKH, OIYXOJIM MOCTO-MO3KEUKOBOIO yIvia, CHH-
npom I'apanepa, skronuyeckas KpaHHo(papuHruoma.
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Abstract

Background. Craniopharyngiomas are benign epithelial tumors. According to embryogenetic theory, these
neoplasms develop from the remains of the cells of Rathke’s pouch, which connects the cavities of the primary
oral tube with the pituitary gland in the embryonic period. The metaplastic theory assumes the occurrence of
craniopharyngiomas as a result of metaplasia of epithelial cells in the chiasmal-sellar region. Objective. To
present a clinical case of ectopic adamantium-like craniopharyngioma of the right cerebellopontine angle asso-
ciated with Gardner’s syndrome. Design and methods. The analysis of SCT, MRI, histological, histochemical
and other special studies, as well as data from four other similar observations published in the literature, was
carried out. Results. We describe a case of a rare case of ectopic adamantium-like craniopharyngioma of the
right cerebellopontine angle associated with Gardner’s syndrome (familial adenomatous polyposis, multiple
skull osteomas and soft tissue tumors) diagnosed in a 27-year-old patient. It is noted, while inexplicable, the cor-
relation of craniopharyngiomas in patients with Gardner’s syndrome in the region of the cerebellopontine angle.
Conclusions. In the case of patients with adamantine-like craniopharyngiomas, the including of collection of
a family history and special studies to exclude adenomatous intestinal polyposis and Gardner syndrome in the
complex of treatment and diagnostics id highly recommended.

Key words: adenomatous polyposis coli, ectopic craniopharyngioma, Gardner syndrome, tumors of cerebel-
lopontine angle.

For citation: Safarov BI, Melchenko SA, Ulitin AJu, Sklyar SS, Zabrodskaya JuM, Voinov NE. Adamantinoma-
tous craniopharyngioma of cerebellopontine angle in association with Gardners syndrome. Translyatsionnaya
meditsina=Translational Medicine. 2022,;9(1):60-67. (In Russ.) DOI: 10.18705/2311-4495-2022-9-1-60-67.

Cnucok coxpamenumii: XXKT — xenynouHo-ku- Beenenue
meyHbli Tpakt, MPT — marauTHO-pe3oHaHCcHas To- KpaHnopapuHTrHOMBI — JOOpOKAaYeCTBEHHBIE SITH-
Mmorpadusa, CKT — cnupanbHas KOMIBIOTEpHAs! TO-  TEIHAJIBHBIC OMyXOJH, Pa3BUBAIOIINECS U3 OCTaTKOB
morpadust, 31" — snexTposHItedanorpadus. KJIETOK KapMmaHa Parke, COeAMHSIONMETO B 3MOpH-
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OHAJBPHOM NEPHUOJAE TOJOCTH MEPBUYHOM POTOBOM
TpyOKu ¢ runoduszoM. Jpyras Teopus npeamnoiaraet
pa3BuTHE KpaHUO(DAPUHTUOM B pe3yJbTaTe MeTaria-
3UM 3MUTEIUAIbHBIX KJIETOK B XHa3MaJIbHO-CeIIsp-
HOM oOmactw [1].

Iluku BBISBISEMOCTH KpPAaHUO(APUHTHOM IpH-
xonarcs Ha 5—-14 n 4574 Tona, cocTaBisAsA, COOTBET-
CTBEHHO, 5,6—13 % u 2-5 % Bcex NMEpBHYHBIX Iiepe-
OpajbHBIX OIyXOJICH B Ka)JOM M3 NaHHBIX BO3PACT-
HBIX rpyni [2, 4].

Cy1iecTBYIOT ABE NpHU3HAHHBIE TEOpUU 00pa3zo-
BaHUS KpaHHO(papUHIHMOM — 3MOpPHOIreHETHYECKas
n Mertamnactuyeckas. CorjmacHo NEpBOK TeOpHH,
MpeaIonaraeTcs, YT0 0CTaTKM (papuHTeanbHOro SIH-
TEeJHs U/UIK KapMaHa PaTke npeTteprieBaroT onyxoie-
BY10 TPaHC(OPMALIUIO B IPOLIECCE PA3BUTHS IEPEIHEN
nonu rurtodusa (aneHorunodusa). [peanonoxuTens-
HO, UIMEHHO TakoW MeXaHH3M CII0coOCTBYeT (HopMu-
POBaHUIO alaMaHTHHOMNOIO0HBIX KpaHUO(APUHTHOM,
yale BCTPEUAIOLIUXCs B JETCKOM Bo3pacte. Bropas
TEOpHs MOAPa3yMeBaeT pa3BUTHE METAIIa3HH OCTaT-
KOB MHOT'OCJIOMHOTO IIJIOCKOT'O 3MUTENHS, YTO IPUBO-
IUT K (OPMHUPOBAHUIO NANMIIIOMAaTO3HBIX KPaHHO-
(apuHTHOM Y B3pOCIEIX [4, 5, 6, 7].

[TaTorene3 kpaHnopapuHTHOM OOBICHSET UX JIO-
KaJIu3alyio B 30HE HWHPYHIUOYIO-THIO(U3apHOH
ocH, TeM HEe MEHee, UMEIOTCS COOOILCHHS O PEAKUX
CllyyasiX MEepPBHYHBIX 3KTONMMYECKUX KpaHHOpapuH-
IMOM B Na3yXe KJIMHOBHIHOW KOCTU W TJIOTKE, B IH-
HeaJIbHOM 00J1acTH, B 00J1aCTH MOCTO-MO3KEYKOBOI'0
yrna (ormcano 12 cinydaes) [3, 4, 8, 10, 11, 12, 13, 14,
15, 16, 17, 18, 19].

Kak mpaBuiio, kpaHno(apuHTHOMBI HE CBSI3aHBI
HU C OJHMM M3 CHHAPOMOB, KOTOpPbIEC Ipeapacroa-
raroT K Pa3BUTHIO OIyXOJeH, OAHAKO, 0COOCHHOCTHIO
9KTOIMYECKUX KPaHHO(APUHTHUOM, BO3HUKAIOLINX
B 00J1aCTH MOCTO-MO3)XEYKOBOT'0 YIJIa, SIBJISETCS UX
couetanue ¢ cuHapoMoM lapmnepa. JlaHHBIA (axT
ONHCaH B YETHIPEX COOOIIEHUSX B JOCTYNHOH HaM
nurteparype [9, 17, 18, 19, 20].

B 1951 rony Gardner E. J. cooOmiut o cBsi3u mMAr-
KOTKaHBIX ONYXOJEH C MOJIMIAMHU TOJCTOW KHILIKH,
CKJIOHHBIMH K 3JI0KaYECTBEHHOMY IEPEPOKICHUIO
[21]. B 1952 rony Gardner E. J. u Plenk H. P. ontrcanm
HACJICICTBEHHBI XapaKTep MHOXKECTBEHHBIX OCTE-
OM, aCCOLMUPOBAHHBIX C IMOJMIIO30M TOJCTOH KHII-
ku [22]. T'ogom mozxke Gardner E. J. u Richards R. C.
COOOLIMIIN O CHHAPOME, KOTOPBIH XapaKTepu30Bajcs
TPUAJIOH KIMHUKO-NATOJIOTHYECKUX IPOSBICHUIH:
1) cemelinbrii AU QPy3HBINA MOTUTIO3 TOJICTONH KHIIKH
C TeHJICHIIMEH K MaJIMTHU3ALUU U PAa3BUTHIO paka; 2)
OCTEOMBI, YaCTO MHOKECTBEHHBIE, OCOOCHHO KOCTEH
JULEBOro yepena ¢ aedopmanuerd numa u cMmelie-
HUeM 3y00B; 3) OIyXOJIM MSTKHMX TKaHEH, TaKHe Kak

SMUTENUAIbHbIC KHUCTBI, TPUXO3IUTEINOMBI, Kepa-
TOaKaHTOMBI, JIUTIOMBI, (UOPOMBI, HEHPODHUOPOMBI,
neromuomsl [23, 24, 25].

Cuuraercs, 4yTo cuHApoM ['aprHepa U ceMelHbII
anerHomarosHbiii onmuno3 (FAP) — sto BapuaHTHI
OZTHOTO 3a00JIeBaHMUs, Pa3BUBAIOLIEIOCS B PE3yJibTa-
Te o0mIel reHeTuyeckoil anpreparuu. [loBpexaenne
pacnosiaraetcs B Ijieue XpoMocombl 5q21-q22 B J0Ky-
ce aJIcHOMAaTO3HOTO TOTUITI03a TOJCTOH KUk (APC-
reH). beuto onmcano 6omee 1400 ciydaeB myTanuid
JaHHOTO reHa. Takke BO MHOXKECTBE CIydaeB OTO-
Opa’keHbl IPOSIBJICHUA B IIpeeax OAHON CeMbH, IPH
9TOM OTMEYEH ayTOCOMHO-IOMHMHAHTHBIH THI Ha-
cienoBaHus, X0Ts B 1/3 HaOMIOMeHNN MyTamus Obla
CIIOHTaHHOM. J[0Ka3aHO, 4TO MmpeapacnojararoluMu
(akTopaMu K pa3BUTHIO aJ€HOMAaTO3HOTO IOJUIIO032
1, BO3MOXKHO, cuHApoMa ['apaHepa sIBIsIOTCS Hernpa-
BUJIbHOC NMHTAHUE, KypeHHE, (PU3MUECKUE HArPy3KH
[17]. OnpeneneHHYO AUArHOCTUYECKYIO 3HAYUMOCTh
HMeeT BPOKICHHAs TUIepTpodHruecKas HMUIMEHTa-
11 ceTyaTKu rias [25].

Cynst mo pesysbTataM CIELUaIbHBIX HCCIIEI0Ba-
HUH, SKTONNYECKHE KpaHHO(GapUHIMOMBI MOT'YT CIIy-
KUTb OIHUM U3 T€TEPOrCHHBIX MIPOSBICHUH CHHAPO-
Ma l'apnHepa, 0ZHaKO, PeaKOCTh JaHHOTO (peHOMEeHa
BBI3BIBAET HHTEPEC K My OJIMKALMH KaXKI0I0 TOJOOHO-
ro HabmroneHus [18, 19].

Lenpto HacTosIel pabOTHI SBISETCS ONMHMCAHUE
YaCTHOTO CIIy4asi U3 IPaKTUKU y MAIlUEeHTa C SKTOIH-
YecKol KpaHMO(haprHHTHOMOH, PACIIONIOKEHHOH B 00-
JIACTH MPABOI'0 MOCTO-MO3KEUKOBOI'0 YIJIa, y KOTOPO-
ro ObUI AMArHOCTUPOBaH cuHAPOM ['apiHepa.

Onucanue cayvas

ITauument M., 27 net, npu nocryminenuu B PHXU
MIPEBbSIBIISII )KaI00bl HA BEIPAKCHHYIO IIATKOCTh IIPH
x0/p0e (He MepenBHUTalcs Naxe ¢ MOAACPIKKOI), BbI-
Pa’KeHHBIH TPEMOP M HEJIOBKOCTh JABI)KEHUH B pyKax
(mpakTHUecKn HE MOT cebst 00CIyKMBaTh), IOIEp-
XUBaHUE MPHU TJIOTAaHUH KUIKOW NMHUIIHM, HApyIICHUE
YETKOCTH PeUH, CHUKEHUE 3By YHOCTH I0jI0ca, OTCyT-
CTBHUE KOHTPOJISI GYHKIMH Ta30BBIX OPraHOB.

W3 amamHuesa m3BecTHO, 9TO 4 MecsAma Ha3aj Ia-
LMEHT HaXOAWJICS Ha JICUCHUH B TOPOJCKOM OONbHUIIE
110 MECTY JKUTEIBbCTBA, Ky/a ObUI JOCTABJIEH C YJHILIBI
B COCTOSIHUM TDiryOOkoro oriymeHus. Knunuueckas
KapTuHa ObliIa IPEACTaBICHA BBIPAKECHHBIM CHHIPO-
MOM BHYTPHUYEPENHOW T'MIICPTeH3UH, acTa3ueil, ada-
3U€i, JBYCTOPOHHEH NUPAMHUIHON HEIOCTAaTOYHO-
cTbto. IIpn ocMoTpe HelpoodTaabMOIOroM BhISBIIE-
HBI 3aCTOHHBIC AUCKU 3PUTEIBHBIX HEPBOB C HCXOAOM
B arpoduro. Ha CKT rooBHOTO MO3ra BEISBICHA OITy-
XOJIb TIPABOT'0 MOCTO-MO3KEUKOBOTO yIiia, Ipy0o KOM-
MIPUMHUPYIOLIasl IpaBoe MOyLIaphue MO3XKEUKa U I10-
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nocth 1V xenrynouka, BbI3bIBasi pa3BUTHE OKKIIFO3HOH-
HOW TPUBEHTPUKYISIpHOU ruaponedanin (puc. 1).
05.04.2010 r. manueHTy BBIIOJHEHA ONEpaus —
YaCTHUYHOE yJAJCHUE OIyXOJU MPaBOCTOPOHHUM
PETPOCUTMOBUIHBIM JIOCTYHOM. [HcTONmoOrnueckui
OTBET: reManruobnactoma. [lanueHT OBl BBIIKCAH
B KOMIIEHCUPOBAHHOM cocTossHuM, HO 02.05.2010 r.
OH TOBTOPHO MOCTYIHUJI B TOPOJCKYIO OOJIBHUILY B TSI
KEJIOM COCTOSIHUH, B IIyOokoM ornyumenud. Ilo nan-
HbIM CKT BBISIBJICH NPONOIKEHHBIM POCT OIYXOJIH,
HapacTaHUE TPHUBEHTPHUKYJSAPHOH OKKJIFO3UOHHOMN
rugporedarnu. 05.05.2010 r. BHITOTHEHO TTOBTOPHOE
yaaneHue onyxoiu. ['mcroiornueckuil 1uartos ObL1
HM3MEHEH: METacTa3 paka ¢ o4araMi 3IHACPMalbHON
muddepeHunpoBky. B panpHeliem rucroioruye-
CKUH Iuar"o3 Obla ABaKAbl EPECMOTpPEH: 1) aHTHO-
MaTO3Hasi MEHUHIHOMa ¢ (JOKYCAMHM BBICOKON KJIETOU-
HoctH ¢ arurnuelt (21.06.2010 1.), 2) kpaHHOpapUHTHO-
Ma C BBIpa)KCHHON KepaTOUAHOU JereHepalluen SnuTe-
mus (17.08.2010 r.). Co cioB onekyHa, MarueHT Tocie
BBIIMCKY U3 CTal[MOHapa B TEUEHUE HEJENH IbITaJICs
BCTaBaTh U XOAUTH C MOAACPKKOH. B mocnenyromem
COCTOSIHME TAIMEHTa MPOrPAJUCHTHO YXYIIIAJIOCh,
HapacTajga MO3KEYKOBas U TMICPTECH3MOHHO-TUIPO-
uedanbHas CUMITOMATHKa, IMOSBUIIOCH HApYLICHUE
(YHKIIMY Ta30BBIX OPraHOB 10 LEHTPAJIbHOMY THILY.
[Ipu mocrymrennn 8 PHXMU (18.08.2010 r.) mammieHT
HaXOJWJICS B SICHOM co3HaHuU. KnmHuveckas xaprtu-
Ha Obljla MpeICTaBICHa YMEPEHHO BBIPaKCHHBIM T'H-
MEPTEH3UOHHO-TUIpOoLeQaIbHBIM CUHAPOMOM, CHH-
JPOMOM TOPaKCHHS YETBEPOXOJIMHUS (pacxosiieecs
KOCOrIja3ue, OrpaHMYCHUE JBUKEHUS IIA3HBIX SO0JI0K

mdyeckne 3abonesanns: / Cancer study

BBEpX, Mape3 B30pa BHU3), ABYCTOPOHHEH MUpaMMI-
HOH HEJOCTAaTOYHOCTHIO, OyNbOApHBIM CHHIPOMOM,
CTaTUYECKON ¥ JUHAMUYECKON aTaKCHEH.

Ha MPT ronoBHOro mMo3ra ¢ KOHTPAcCTHBIM YCH-
JICHHEM BBISIBJIICHBI NPHU3HAKK HPONOJIKEHHOTO PO-
CTa OIIyXOJIM IIPaBOrO MOCTO-MO3KEUKOBOI'O YTJIa,
pacrnpocTpaHsomieiics B mojocth [V xenygouka,
pasmepoM 25 X 28 MM, TPUBEHTPUKYJISIpHAST THIPO-
nedainust, 00yciIoBICHHAs OKKJIIO3HEH OITyXOJbIO BO-
noripoBofa (puc. 2).

IIpu ocmoTrpe HelipoodTambMOIOroM BBISBICHA
aTpodus 3pUTEIbHBIX HEPBOB, OOJIBIIE BhIPA’KEHHAS
cieBa. Jlanupie DOl ykaswsiBanmm Ha TpyOyro mucC-
(YHKLHMIO CTBOJIA TOJIOBHOI'O MO3Ta.

[lepBbim 3Tanom 30.08.2010 r. maMEeHTyY BBIIOJIHE-
Ha YCTaHOBKA BEHTPHUKYJIO-NIEPUTOHEATBHOIO IYHTA.
Bropsim sTanom 08.09.2010 r. BEINOJHEHO TOBTOPHOE
yIaJeHHe OIMYXOJIHM U3 MPAaBOCTOPOHHEIO PETPOCHT-
MOBHJHOT'O IOCTYIIA.

Bo Bpems omepauuu B JlaTepajbHBIX OTHAENAX
[PaBOro MOJYIIAPHUS MO3KEUKa BU3yaJM3MpOBaHA
MOCJIeONEepalMOHHAsl KUCTa, KOTopash Oblja OMOPOX-
HeHa U ucceyeHa. OmMyXonb ceporo LBeTa, MArKO-3-
JACTUYHON KOHCHUCTEHLIMH, YMEPEHHO KPOBOCHAOXKa-
eMast, C MHO)KECTBEHHBIMHU MEJIKUMU NEeTpUpUKaTaMH
JUaMeTpoM 10 1 MM, UMena YeTKUE I'PAHULBl C MO3-
TOBBIM BEIIECTBOM, Ipy0O0 KOMIIPUMHPOBAa IpaBoe
NOoJyIIapue MO3KEYKa M PaclpoCTpaHsulach B IIO-
JIOCTh YETBEPTOro >kenynoudka. OCTaBlIeH y4acTOK
OITYXOJIH, OKKJIIO3UPYIOUIMHM BOAONPOBOI B BEPXHEM
OTHeNie YETBEPTOr0 JKEJIYA0UYKA, MJIOTHO CIAsHHBII
B 3TOM MECTE CO CTBOJIOM.

Puc. 1. CKT roJsioBHOro Mo3ra. BeisiBiisiercsi 0nyxoJib IpaBoro noJymiapusi 1 4epBsi MO3KeuKa
¢ 04aramu o0bI3BeCTBJICHHS

Figure 1. CT scan of the brain. A tumor of the right hemisphere and cerebellar vermis with foci of
calcification is revealed
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[TanueHT BbINMCAH B KOMIIGHCHPOBAHHOM COCTO-
STHUM JUJIS TIOCIIETYIOILETo MPOXOXKACHUS peaduinTa-
LHMOHHOM Tepanuu.

TmarensHBIH cOOp cCeMEWHOTo aHaMHEe3a MO3BOJIHII
YCTaHOBHTh, YTO y POJACTBEHHHMKOB MAallMEHTa TaKKe
BBISIBJICHBI MHOYKECTBEHHBIE ITOJKO’KHBIE HOBOOOPa30-
BaHUs TOJIOBBL, TYJIOBHIIA M KOHEYHOCTeH. MaTh ma-
uueHTa crpagana noiauno3oM KKT u ymepna ot paka
KeJyaKa (MaJIUTHU3UPOBABIIETOCS TTOJINIA KETYIKA).

IIpu ocmotpe u no nanusiM CKT romoBHOro Mo3-
ra, y MalueHTa BbISIBICHBl MHOXECTBEHHBIE OCTEOMBI
gyepena. Kpome Toro, oGHapy eHbl MHOKECTBCHHbIC
SMUTEIUANbHBIE KUCThl KOXKHBIX ITOKPOBOB T'OJIOBHI,
TYJOBUIIA, KOHEUHOCTEH (pHc. 3).

[Ipu mpoBeneHnM (QUOPOKOIOHOCKONIHH BO BCEX
oThenax KUMKW (IPEeMMYLIECTBEHHO, B MPSIMOM
Y CUTMOBHUIHOW) BBISIBIICGHO MHOXeCTBO (Ooibiie 50)

paszsokannoepHbrx monumnos ot 0,2 mo 1,0 cm B nua-
MeTpe. Takum 00pa3oM, B CBS3M C HAJUIHEM Xapak-
TEPHOW TpHUabl CUMIITOMOB (MHOKECTBEHHbIE OCTEO-
MBI Yeperia, MHO)KECTBEHHBIC AMUTEINAIbHBIE KUCThI
KOJKHBIX ITOKPOBOB T'OJIOBBI, KOHEYHOCTEH M TYJIOBHU-
1112, MOJIHUII03 TOJICTOW KHUILIKH) MALUEHTY YCTaHOBJICH
CONYTCTBYIOIIMHI THarHo3 — cuHApoM [apaHepa.

ITaromopdosornyeckoe 3aKJ0UeHUe

B wuccnenoBaHHOM ONEpaliMOHHOM —MatepHalie
OIlyXOJIb XapaKTepU3yeTcs HaJIUYUEM CKBaMO3HO-
ro (IJIOCKOTO0) AIIHUTENHsI, CTPOSIIETO HeperylsapHbIe
JIOTbYAThIe M TPaOeKyIsIpHbIE CTPYKTYPHI C 0a3aiib-
HOW OKaHTOBKOHM KJIETKAMU MPU3MATHUECKOW (POPMBI
1 KepaTMHMU3AaIKMEH BO BHYTPEHHEM 1 IOBEPXHOCTHOM
KJIETOYHBIX CJIOSIX, IJIe 00pa3yIoTCsl y3€IKN «Pa3MOK-
LIero KepaTHHa» W KUCTHI Pa3HOIl BEIMUYMHBI, 3aI110JI-

Puc. 2. MPT rosioBHOro0 M03ra ¢ KOHTpacTHbIM ycuJjieHueM. IlociieicTBUS XMPYPru4ecKoro JeyeHust
U NPU3HAKH NPOJ0JIZKEHHOI'0 POCTA OIYX0JIH (MOSICHEHHUSI B TEKCTe)

Figure 2. MRI of the brain with contrast enhancement. Consequences of surgical treatment and signs of
continued tumor growth

Puc. 3. dnurennanbHasi KHCTA ThUIbHON OBEPXHOCTH NPABOIl KUCTH

Figure 3. Epithelial cyst of the dorsal surface of the right hand.
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HEHHbIC POTOBBIMH YeLIyHKaMu, IMOJBEPraoluMHUCs
ayronu3y (puc. 4a). B meixom 3T0 COOTBETCTBYET Ka-
HOHUYECKOMY OIMCAaHMIO alaMaHTHHOIIOJ00HOM Kpa-
HUO(AapUHTHOMBI, KOTOpasi TUIIMYHO PacIojaraercs
B XHMa3MaJbHO-ceusipHoil obmactu [3, 8]. [IpoBene-
Hue UI'X-uccnenoBanus mMokas3ajo, YTO OMYXOJIEBbIE
KJIETKH OTJIMYAJIUCh BBICOKOH SIEPHON 3KCIpeccHen
OHKOreHHOro Mapkepa P53, pacnpenenssierocs npe-
nMytecTBeHHO muddy3Ho (puc. 4b), m MIB-1 — B oc-
HOBHOM, B KJIETKaX 0a3aIbHOTO ci10s (pHc. 4¢), TIe MH-
JeKc ponudepatuBHOi akTuBHOCTH 110 Ki67 oka3za-
Cs1 IOBOJIBHO BBICOKHM M COCTaBWII, B CpesiHeM, 6—7 %,
oyaramu gocturas 10 15 %. Ognako 3Ta 0COOEHHOCTD
HE SIBJISIETCS UCKJIIOUNUTEIBHON, OCKOIBKY MHIEKCHI

b

nponudepaTuBHON aKTUBHOCTH B KPaHHO(PapHUHTHO-
Max, 0OCOOEHHO B aJaMaHTHHOIIOAOOHBIX, OTIMYAIOT-
csl BBICOKOW WHIWBHIYaTbHON BapruaOElbHOCTHIO H,
KaK [paBUJIO, 00JIee BBICOKH, YeM MPUHSITO OKUIATh
OT TAaKMX OIyXoJel. B crienuaibHbIX HCCIEIOBAHUAX
KaKOH-T100 CBA3M MEXAY STUMHU HHAECKCAMU U 4acTO-
TOH penuINBUPOBAHUS YCTAHOBIEHO HE OBLIO [2, 26,
27]. OxoHYaTeNbHOE THCTOJIOTHYECKOE 3aKIFOUeHUE:
aJJTaMaHTHUHOIIONO0HAsT KpaHMO(aprHHTHOMA C BBICO-
Kol mponudepaTHBHON aKTHBHOCTHIO.

3aki0ueHue
BakHoe 3HaueHHe B OHKOTEHE3€ aJaMaHTHHOIO-
MOOHBIX KpPaHUO(PAPUHTHOM OTBOISAT HApPyIICHUSIM

Puc. 4. AnamanTuHonono0Has KpaHuo(papuHruoMa MOCTO-MO3:Ke4KOBOI0 yrJja:
a — TUIHMYHAs J0JbYaTO-TPaOCeKyIsIpHasl CTPYKTYypa OIYyXOJIM C KHCTO3HBIMU MPOSIBICHUSIMU KEPaTOUA-
HOM JlereHepanuu (0OKpacka TeMaTOKCHIIMHOM U 303uHOM X 200); b — MMMYHOTHCTOXUMHUYECKas SKCIIPECCHS

P53; ¢ — Ki67 x200 (00BsICHEHUS B TEKCTE)

Figure 4. Adamantine-like craniopharyngioma of the cerebellopontine angle:
a — typical lobular-trabecular structure of the tumor with cystic manifestations of keratoid degeneration
(stained with hematoxylin and eosin x200); b — immunohistochemical expression of P53; ¢ — Ki67 x200.

Explanations in the text

ToM 9 Ne 1 /2022

65



Onkonornyeckue sabonesanus / Cance

Jerpajaliud U BHYTPUSJICPHOMY HaKOIUJICHHIO Oel-
Ka -KaTeHWHa, YTO SBIISICTCS PE3yJIBTaTOM MYyTallH
CTNNBI (rena B-xaTenuHa). B cCOBOKyITHOCTH ¢ Apy-
UMM YacThIMH T'€HETHYECKUMH HAPYLICHUSIMH 3TO
NPUHLUIIAAIBHO OTJIMYAeT aJaMaHTHHOIOAOOHBIH
BapHaHT OMYXOJIH OT MaNWUISIPHON KpaHHO(apHHTU-
OMBI, JUIsl KOTOPOW T'C€HETHYECKHE HapyILIEHHs BOBCE
HE XapakTepHsl [8, 28].

Segditsas S. (2006 1.) cunTaet, YTO HApyIIEHUS 00-
MeHa J-KaTeHUHA C ero BHYTPHsICPHBIM HAKOIJICHHU-
€M MOTYT OBITh TaKXe OJHUM U3 aCCOLUUPOBAHHBIX
nposasieHnid mytaunun APC-reHa ajeHOMaTo3HOTO
noyimmo3a kumedauka [29]. Ilo muenno Soo Kim
Myoung (2014 r.), 3T0 SBISIETCS KITIOYEBBIM MOMEHTOM
IUIS1 OOBSICHEHMSI acCOLMALMN aaMaH THHOMOAOOHBIX
KpaHHO(DapUHTHOM C CEMEIHBIM aJIeHOMAaTO3HBIM T10-
JIUTIO30M KHUIIEYHHKa U cuHapomoMm [apauepa [19].
[locnennee cormacyercs Tak)ke ¢ TeM, YTO BO BCeX
M3BECTHBIX HaM, BKJIIOYas Hall, IISITH CIIy4asiX KpaHU-
o(aprHHTHOM, aCCOLMUPOBAHHBIX C CHHAPOMOM [ ap-
Hepa, BCTpEYaJCs TOJBKO aJaMaHTHHOIIOAOOHBIH
BapuaHt omyxonu [9, 17, 18, 19]. Ocrtaercs HesicHOU
KOHJIMLIMOHAIbHAS TPUPOJA MPEIPACHIOIOKEHHOCTH
KpaHUO(DAPUHTHOM Y 3TUX OOJIBHBIX K HKTOIHNYECKO-
My MECTOIOJIOKEHHUIO B 00JaCTH MOCTO-MO3KEUKO-
BOTO yTja, 4To TpeOyeT NajibHEWIIEero HaKOTJICHUS
KJIMHUYECKOro MaTepuana u ero oboOmenus. Vme-
eTCsl IOCTaTOYHO OCHOBAaHMM, UTOObI PEKOMEHI0BATh
nanyeHTaM ¢ aJaMaHTHHONOAOOHBIMHM KpaHHO(a-
pUHTHOMaMHU, OCOOEHHO MPHU MX IKTOMHYECKOH JIo-
KaJI3alli, BKJIIOYaTh B KOMIUIEKC JieueOHO-IHarHo-
CTUYECKHX MEpOINPHUSTUH IeJieHaNpaBIeHHbIH cOO0p
CEeMEHHOro aHaMHe3a M CHEeLHaJIbHBIC HCCIICTOBAHUS
JUIS1 NCKJTIOYEHHS aJICHOMATO3HOTO TTOJIMII03a KUIIIey-
HUKa ¥ cuaapoma lapnnepa.
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