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Cnyuau passutus Meaynnobnacrtomel
y nauueHTa ¢ HacneACTBEHHbIM
aHrMooTeKoM ¢ AecpULUTOM
Cl-unruburopa

E.A. Buktopoga, E.A. CanbHukoBa, J1.U. Manywa, B.B. LLlykuH,
A.B. HeyecHiok, B.B. NopHocTaes, H.b. KysbMeHko

@IBY «HaumoHarnbHbIi MEANLMHCKNIA NCCIEA0BATENbCKUI LIeHTP BETCKOM reMaTosiormm,
OHKOSIOr NN 1 UMMyHONOrm uM. [imutpus PorayeBa» MuH3apasa Poccumn, MockBa

HacnepncTseHHblit aHrvoHeBpoTuueckmini otek (HAQ) — sabonieBaHne, XxapakTepusyloLeecs 0TeKamMm
Pa3nnyYHbIX JIOKaIM3aLmMi 1 0THOCSLLIEeCS K NepBUYHBIM MMyHoaedMLMTaM Be3 NPOSBNEHUI, XapaKTepHbIX
NS NepBUYHbIX/BTOPUUHBIX UMMyHOLeMLMTOB. MenynnobnactoMa — ofiHa U3 CaMbIX PACNpOCTPaHEHHbIX
onyxornew LeHTpasibHOM HEPBHOM CUCTeMbl y AeTel. Hannune HacnencTBeHHO 0BycnoBneHHOro opd)aHHoro
3abonesaHus (HAQ) He NPOTUBOPEUMT Pa3BUTHIO OHKOSIOrMUECKOro NpoLiecca fioboit flokanvsaumm, B ToM
yucre y NaumeHToB AETCKOro BodpacTa. CoueTaHune AByX PasnuyHbIX HO30MIOMMYECKUX (DOPM Y KOHKPETHOrO
nauneHTa AMKTYeT pacCMOTpeHne 0cobbix MOAXONOB K Tepanun Kaxnoro U3 HWX. B paHHoW cTaTbe Mbl
onvcbiBaeM coBCTBEHHbIM OMbIT HAbMoAEHUA KIIMHUYECKOrO Crly4Yas pa3BuTUsS MeLynnobnactomsbl y
naunenTta ¢ HAO, a Takke npeacTaBnseM OnbIT NOAXoAa K npodhunakTuyeckon Tepanum y 6onbHoro ¢
reHeTvueckn nopreepkaeHHbiM HAO ¢ pedpmumtom Cl-uHrnbutopa 0o MaHudecTaumm KIMHUYECKUX
CUMMTOMOB B LIEMSIX BO3MOXHOCTU MPUMEHEHWST HEOBXOAMMON NMPOrpPaMMHOIN KOMMSIEKCHOW Tepanuu
B OTHOLUEHUW MepynnobnacTombl B MOSTHOM 06beMe, B TOM YMCHE XMPYPrUYECKUX MaHUMYNALMA W
Ty4€eBOW TEpPanum C NCMosIb30BaHMEM aHECTE3NOIIOrMYECKVX Nocobuit. PoguTenu naumeHTa panv cornacve
Ha WMCNoMb3oBaHWe MHApopMaLMK, B TOM uncne dhoTorpadouii pebeHka, B HayuYHbIX UCCIEA0BaHNUSAX U
nybnvkaumsx.

KnioueBble cnoBa: opgpaHHoe 3abonesaHue, nepBuyHbifi uMMyHoneguuut, Cl-uHrnbutop,
HacriencTBeHHbIN aHrnoHespoTudeckuii otek, SERPING-1, megynnobnactoma, onyxosb LeHTPparibHoM
HepBHOWM cUCTEMBI, AETH
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A case of medulloblastoma in a patient with hereditary
angioedema with C1 inhibitor deficiency

E.A. Viktorova, E.A. Salnikova, L.I. Papusha, V.V. Shchukin, A.V. Nechesnyuk,
V.V. Gornostaev, N.B. Kuzmenko

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Hereditary angioedema (HAE) is a disease characterized by edema of various localizations. Though classified as primary
immunodeficiencz the disease lacks manifestations characteristic for primary/secondary immunodeficiencies. Medulloblastoma
is one of the most frequent central nervous system tumors in children. The presence of a hereditary orphan disease (HAE)
does not contradict the development of oncological process of any localization. The combination of two different diseases in
a particular patient requires special approaches to the treatment of each of them. In this article we describe a clinical case of
medulloblastoma in a patient with HAE. We also describe our approach to preventive therapy in a patient with a genetically
confirmed HAE with C1 inhibitor deficiency before the manifestation of clinical symptoms which was implemented in order to
apply program complex therapy of medulloblastoma in his entirety, including surgical procedures and radiation therapy, under
general anesthesia. The patient’s parents gave consent to the use of their child's data, including photographs, for research
purposes and in publications.
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acnefnCcTBEHHbIN aHTMOHEBPOTUMYECKUIN OTEK
(HAQ), obycnosneHHbit gedouumntomM Cl-uHru-
6utopa (Kog no MexpoyHapognHo Knaccudm-
Kauum bonesHen 10-ro nepecmoTtpa D84.1 — nechekT B
CHUCTEMe KOMMEeMeHTa), — reHeTuyecku obycriosneHHoe
opchaHHoe 3aboneBaHune, OTHOCALLEECH K MEPBUYHBIM
MMMyHOoAedMUMTAM U XapaKTepuayioLleeca peunamn-
BUPYIOLLIMMUN OTEKAMU KOXM, FNyBOKUX CIIoeB AepMbl 1
CMU3NCTBIX 000M0YEK AbIXaTeMbHbIX NYTEN, Xenynoy-

HO-KWLLEYHOrO TPaKTa, MOYEMNOJIOBOM CUCTEMbI, COXpa-
HSIOLLIMMUCA B TEUEHME HECKOMbKMX cyTok [1, 2]. HAO ¢
pecpuumtom C1l-uHrmnburopa coctasnseT bonee ueM 99%
Bcex cnyyaes HAO [3].

B ocHoBe naTtoreHesa 3abonesaHus Nesxut aedpmumT
unu pyHKUMOHanbHaa HepgocTaTouHocTb Cl-mHrmnbum-
TOpa BCreacTeve MyTaumu B reHe SERPING-1 (serpin
peptidase inhibitor, clade G (C1 inhibitor), member 1)
(OMIM no. 606860; GenBankNM_000062.2), pacnorsio-
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YKEHHOM Ha xpoMocome 11q12—-ql3.1. CornacHo onybnu-
KOBaHHbIM [aHHbIM, B HACTOsILLEe BPEMS OMMCAHO OKOSO
500 MyTaumin, nokannsoBaHHbIX Ha MPOTAMKEHUW BCEro
reHa, 0iHaKo HanbonbLLas KOHLEHTPaLUUs MPUXOAUTCS Ha
3K30HbI 5, 6 1 8 [4]. 3abonesaHne HacneayeTCs NPenMy-
LLLeCTBEHHO ayTOCOMHO-AOMMHAHTHLIM nyTeM. Jedounumt
Cl-vuHrmnbutopa BNMSET Ha 4 pasnuuHbIX 3Tana Ha MyTu
NPoAyKuMu bpaamkmnHuHa. K HUM OTHOCATCA MopaBrieHune
ayToakTuBauum daktopa Xll v npespaLLeHuns npekan-
NMKpPENHa B KanfMKPEUH, OrpaHnyeHne pacLLenseHus
BpalMKMHMHA M3 BbICOKOMOSEKYISIPHOrO KUHUHOMEHA M
MHrMbrpoBaHWe o0BpaTHOM CBA3N Kannmkpent/daktop XIl.
Becb kackap peakumii NpYBOAWT K MOBbILLEHHOW NPOHULIA-
€MOCTU COCYAMCTON CTEHKW, BCIIEACTBME YEro 1 pasBmBa-
€TCS aHrMOHEBPOTUYECKUA oTek [1-4].

PacnpocTtpaneHnHocTs HAO, cBsizaHHoOro ¢ nedwm-
umtoM C1l-nHrnbuTopa, No faHHbIM NOCNenHUX uccneno-
BaHwWi, BapbupyeT oT 1:30 000 go 1:80 000, B cpenHeM
coctasnasa 1:67 000 [5, 6]. 3abonesaHune, Kak npaswuso,
0ebloTMpyeT B IETCKOM WM NOAPOCTKOBOM BospacTe [7].

HecmoTps Ha To, uTo HAO OTHOCKTCS K NEpPBUYHBIM
MMMyHofeduuMTaM, Tak Kak B naToreHese 3abone-
BaHWs y4acCTBYeT KOMMOHEHT KoMmmneMeHTa Cl-nHrnbu-
TOpa 3cTepasbl, Npy AaHHOM COCTOSHUM He HabriopaeTcs
TUMUYHBIX KIIMHUYECKUX NPOSIBNEHUIA NEPBUYHbBIX UMMY-
HOOoedMUMNTOB, TaKMX KaK MOBbILIEHHAsA 4acToTa M
TSXECTb MHMPEKLUMOHHbBIX, OHKONOMMYECKMX, ayTOUM-
MYHHbIX 3abonesanwii [8].

KnuHunueckasn kaptuHa 3aboneBaHus nposiBnseTcs
B BMLE OTEKOB PA3fIMYHON JIOKanM3aumu, B TOM Yncne ¢
BOBJIEYEHWEM BHYTPEHHUX OpraHoB. [1pu 3TOM cMmnTo-
MOKOMIIEKC COCTOSIHUA 3aBUCUT OT obnactu pacnpo-
CTpaHeHus oTeka (ropTaHb, A3blK, Nep1Kapa, MO3roBble
obonouykn, Mouesble nNyTH, abgoMmHanbHas NonocTb
M T.0.) ¥ MOXET UMUTMPOBATb APYrMe KIMHUYEeCKue
cocTosiHus. Hanbonee vyacTbiM nposiBrieHneM 3abone-
BaHWS ABMAETCA OTEK KOXMW W MOLKOXHOMN KIETYaTKM B
obnacTn KoHeuHocTeit (nepudpepuueckuin otek) [4], a
TaKske OTeK B 0bracTut mueoTa (abgoMuHanbHas ataka).
Hanbonee onacHbIM COCTOSIHMEM SBMAETCA YAYLUbE
BCIefCTBMe OTeKa B 0bnactu ropTaHu, 4Tto 6bio acco-
LMUPOBAHO C BbICOKOM YaCTOTOM neTasibHblX UCXOLOB
B MEpPUOL [0 MOABIEHWUA NAaTOreHEeTUYECKOW Tepanuu.
Okono 50% nauMeHTOB NepeHOCAT OOMH NPUCTYN OTEKA
roptaHu u 6onee 3a cBoto ®u3Hb [6]. B cuny dmsmnono-
rMyeckmx ocobeHHOCTeN acuKkensa y neTei passusa-
eTcsl BbicTpee, YeM y MauUMEHTOB B3POCOro Bo3pacTa
[7, 9, 10]. YacToTa NpMCTynoB pasfnMuHa BO BCeil Nomy-
NISILUMK M Y KOO0 nauneHTa OTAESIbHO B 3aBUCUMOCTM
OT 0BCTONATENbCTB U Nepuoaa wusHu (nybeprar, nepuos
BepeMeHHOCTU U POAOB, 9K3aMeHALMOHHbIE Ceccum).
Y NOMOBWHbI NAUMEHTOB aTaku NPOUCXOLAT Yalle YeM
1 pas B Mecsu [11]. B 6oblUMHCTBE CIyYaeB CUMMTOMbI
OTeKa yCUnuBaloTCs B Nepeble 24 4, 0OHAKO M3BECTHbI
cny4yau passutus acgukcum B TeueHme 10-20 MuH.
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B panbHeWweM HacTynaeT MedfieHHOe paspeLueHue
oTekos [3]. [nuTenbHOCTb aTak B CpeiHeM CocTaBnseT
0T 2 0o 5 OHen npu OTCYTCTBMM Tepanuu, HO MOXKET
coxpaHsTcs 1 gonblue [4, 12].

HeraTvBHOoe BnusiHne 3aboneBaHns Ha KayecTBO
U3HWM B HACTOALLEe BPEeMs XOpoLlo usyyeHo [13].
[TOMUMO KIMHUYECKOW CUMMTOMATUKKU, MPUHOCSLLEN
3HaAUMTESbHbIA AUCKOMOPT, NaUMEHTbl YacTo UCMbI-
TbiBalOT HECMOKOWCTBO MesKay MPUCTYMNaMu U3-3a Takux
haKTOpOB, Kak HempeackKasyeMocCTb aTak, cTpax bonu,
CBS3aHHOW C OTEKOM, TPEBOr'y Mo MOBOAY NOTEHLMANBHO
CMEepTEeNbHOr0 O0TeKa ropTaHu. [laHHble TpuUrrepHbie
dhaKTOpbl YacTo BfEKyT 3a coboi passBuTVe genpeccum
y naumenTos ¢ HAO [13, 14].

[uvarHoctuka 3abonesanuns basunpyetca Ha Buoxu-
MUUYECKUX MeTopmax uccrefoBaHus (onpepeneHue
copepskanus C1l-mHrmbuTopa KOMMUECTBEHHOIO U €ro
PYHKLMOHABHOM aKTUBHOCTM). MK MOMOLLM Pa3fMUHbIX
reHeTUUeCKux MeTonoB (NpsiMoe CeKkBeHUpoBaHUe Mo
CaHrepy, MLPA, naHenbHoe CEKBEHUPOBaHWE HOBOIO
MOKONEHMA) BO3MONKHO OMpeaesieHne reHeTMYecKoro
nedpekTa B uUenax noaTeepskaoeHus s3abonesaHus, a
TaK¥Ke ero BbISBIIEHUSA Ha LOKMMHUYECKOW CTaauu, B TOM
uncne B paHHeM BoapacTe (mo 1 roga) [7, 11, 15]. Mo
KEMaHMIO POAUTESIEN BO3MOXHO NpoBefeHne npeHaTasnb-
HOrO CKPUHMHra.

PanHas gnarHoctnka HAO vMeeT BaskHOE NPOrHo-
CTUYECKOE 3HaYeHWe B OTHOLUEHWN MHADOPMUPOBAH-
HOCTW MauneHToB 0 3aboneBaHWn 1 TepaneBTUYECKUX
noAxofax, 0COBEHHO B Cllyyae YpPreHTHbIX CUTyauun,
TaKUX KaK OTEK BEPXHUX ObIxaTenbHbIx nyTeit [8, 11, 15].

Hanuuve y nmauMeHTOB XPOHWYECKMX BOCnanu-
TenbHbIX 3abonesaHui BeaeT K Bonee TaAxenomy
TeueHuio HAO, ocobeHHo B mepwuopbl ux obocTpeHus
[3, 8]. Cxoskas KapTuHa HabriopaeTcs npu HanmMuum
MHEeKUMOHHBIX 3abonesanuit (ocTpas pecnupaTopHas
BMpYCHas UHApeKUMs, feTckue nHdekumm, Covid-19).

B neuenun HAO BbigensioT 3 bonblimx pasgena. B
NepBylo oyepefb 3TO HEMOCPEACTBEHHOE KyNUpOBaHMe
OTEKOB B MOMEHT MX BO3HWKHOBEHUA. KpaTKocpouHas
npodomnakTMyeckas Tepanvs NPoOBOAUTCS Nepes MaHu-
nynsuuamu (xmpypruyeckue, cToMaTonoruyeckue
W Ap.) MNM cTpeccoBbIMM cuTyauusmMu. OnuTenbHas
npodounakTMyeckas Tepanua HasHayaeTcs B criyyae
TSHKENOro TeyeHusi 3abonieBaHnsa B LeNsAX NpesoTepa-
LweHns pa3suTua oTekos [11, 16]. Bnaronaps noss-
nenvio BonbLIOrO apceHana npenapaTos Ana Tepanum
HAO kBanudomumpoBaHHo nofobpaHHas Tepanus No3Bo-
nseT usbexaTtb UMM 3HAUNTESTIbHO COKPATUTb BO3HUKHO-
BEHWE OTEKOB, TEM CaMbIM MOBbLILLIAS KAYeCTBO }KMU3HM
NaLUMEHTOB C TSKENbBIM XU3HEYrpoKaloLLMM OpchaHHbIM
3abonesaHneM. [laHHble 0 HeobxoaMMOCTU MnpoBe-
OeHUs NpoOMNaKTUYECKOWN Tepanumn y NauueHToB, He
LoCTUrmnx MaHudpecTaumm 3abonesaHus, KparHe orpa-
HUYEeHbI.



Mepynnobnactoma (MB) — ogHa M3 caMbix pacnpo-
CTPaHeHHbIX 31T0KaYECTBEHHbIX OMyXOJ1en LeHTpanbHoM
HepBHoit cucTtemsl (LIHC) y neteit (coctasnser okono
20% Bcex MHTpakpaHuanbHbix onyxonen n okono 40%
onyxonein 3agHeit yepenHon amku (344)) [17, 18].
Hanbonee uactas nokanusaums Mb — yepBb MO3sKeuUKa,
4acTo OTMeyaeTCs BOBeYeHWe B npouecc IV kenyaouka
¥ NOMyLLIapuin MO3XEeUKa.

MB MoryT amarHocTupoBaTbea B flobom Bo3pacTe,
yalLe y nuu Mysckoro nona [19, 20]. BeigeneHo 2 nuka
3abonesaeMocTu: B BospacTe 3—4 n 5-9 ner [21, 22].
YpoBeHb 3aboneBaemMocTtu coctaenset 0,47-1,0 Ha 100
Tbic meTeit B rog [20, 21]. 3HauMMbIx reorpadomueckmx
pasnuuuin B 3abonesaemoctut Mb Her.

KnuHuueckue cumntomel Mb 0bycnoeneHsl, npexae
BCero, o6CTpyKLMEN NMKBOPONPOBOAALLMX MyTen K
MOBbILLEHNEM BHYTPUYEPENHOrO AaBNEHUSA U 3aBUCAT OT
Bo3pacTa pebeHka Ha MOMEHT pa3BuTusi 3abonesaHus.
Y petey B Bo3pacTe cTapwe 3—4 neT 3aboneBaHue
Hanbonee yacTo Npe3eHTUPYET KIAaCCUYECKUM CUMNTO-
MOKOMMEKCOM: YTPEHHSAS TOLHOTa/pBOTa, rofI0BHas
6onb, coHnueocTb [22]. CumnToMbl MB passuBaioTcs
BbICTPO, 0BbIuHO B TeueHne 1,5-3 mec [23].

MBE oTHOCAT K 3MbBpuoHanbHbIM onyxonam LIHC.
B 2010 r. 6bin0 BbIENEHO 4 MOMEKYNSAPHO-TeHeTUYe-
ckux noarpynnsl MB (WNT, SHH, rpynna 3 v rpynna 4),
Ka)aas M3 KOTOpbIX UMEeEeT CBOW MOJSIEKYNAPHO-reHe-
TMyeckne oCobeHHOCTU, pasnuuHbie Buonoruyeckoe
noeefeHne, OTBET Ha Tepanuio W ucxodbl [24], uto B
[anbHeNLIeM HaLLMOo CBOe OTPaskeHMe B Knaccudukaumm
onyxonen LIHC BcemupHoW opraHv3auum 3apaBooxpa-
Henus 2016 . 1 2021 r.

MB rpynnbl 4 — caMblii pacipOCTPaHEHHbIA BapUaHT,
Ha ero gonio npuxogmtca 0o 35% cnyuyaes Mb. [laHHbiR
BvO, MB BCTpeyaeTcs B pasfniMyHbIX BO3PACTHbIX Mpynnax,
0TMeYaeTCs YeTKOoe NpeBanupoBaHue cpeau 3abonesLumx
MWL, MYSKCKOMO Nofa (COOTHOLLEHWE MasbUMKU:OeBOUKM
cocTasnseT 3:1), MeTacTaTMYeCKoe pacnpocTpaHeHue
Ha MOMEHT WHWUManNbHOW OMarHOCTUKKM BCTpeyvaeTcs
npuMepHo y 30% nauuneHToB, B BonbLUMHCTBE ClyyaeB
HabriofaloTCs CpeaMHHas NoKanM3aLUms 1 Krnaccuyeckoe
rucTonormyeckoe ctpoenme [20, 21, 25-28). BeposTHbilit
MCTOYHUK MpoucxoskaeHns Mb rpynnbl 4 — CTPYKTypbl
BepxHei poMbuueckoit rybel [29].

CurHanbHbIR NyTh, yyacTByloLwMiA B naToreHese Mb
rPyNnbl 4, @ TaKe XapaKTepHble repMUHarbHble MyTaLum
Hen3BecCTHbl. Hanbonee uacton abeppauven asns-
eTcs nsoxpomocoMa 17q (66—80%) [20, 21, 27]. Takwe
BbISBMIAOTCS aMnnndbukaumm reHos OTX2 (okono 5,5%),
MYCN (5-6,3%), CDKé (4,7-5%), KDM6A (10-13%),
MLL3 (5,3%), MYC (1%), TaHOeMHble oynivKauum reHa
SNCAIP (okono 10%), aynnukaumu/neneumm pasimuHbix
xpomocoM (aynnukaumv 4, 7, 17q, 18, neneumn 8, 10, 11,
17q) [20, 21, 28, 30, 31]. [Mnepakcnpeccus reHoB ceMeit-
ctBa MYC MbB rpynnbl 4 He CBOMCTBEHHA.

MporHo3 B MaHHOM rpynne onucbiBaeTcs BOMbLUNH-
CTBOM aBTOPOB KaK NMPOMEKYTOUHbIW, C 0DLLEN BbIxXMBa-
emocTbio 70-75% [20, 21, 28]. Y B3pocnbix NauneHToB
NMPOrHO3 Xy)e, 4eM B NefuaTpuyeckon KoropTe,
BorbHbIE C MeTacTa3aMm TakKe UMEeIOT XyALLWe Nnokasa-
Tenu BbiskmBaeMocTy [21].

CornacHo KoHceHcycHOW KoHdepeHuuUMn B
r. Xangensbepr (2015 r.), 6onbHbie ¢ MB rpynnbl
4 Bbinu pasneneHbl Ha 3 rpynMbl PUCKA: HU3KWIA PUCK —
onyxonu 6e3 MeTacTasoB, C MOHOCOMMWEN XPOMOCOMBI
11, cTaHpapTHbIN pucK — onyxonu Bes mMeTacTasos, bes
MOHOCOMMM XPOMOCOMbI 11 1 BBICOKMIA PUCK — OMYyXOmu
cTagun M*. BnusHve aHanmnasum Ha NPorHo3 nauneHToB
¢ Mb rpynnbl 4 Tpebyet yTounenus [30].

B nopasnstoLem bonblimnHeTBe cnyyaes MB TpebyioT
KOMMIEKCHOr 0 fIeYeHUs C MPUMEHEHNEM XUPYPIrnyYEeCKon
peseKumy OMyxosnu, npoBeaeHus nyyesoit Tepanum (1T)
W NOMMXMMKUOTEPanUU B PasfiMyHbIX NOCNefoBaTesb-
HOCTU 1 0bbeme.

B cTaTtbe npenctaBneH KAWHWYECKUU chydai
pa3suTtua MB y naumeHTa pgetckoro Bo3dpacta ¢ HAO 1-ro
Tuna. Poputenu nauveHTa fanu cornacue Ha UCNonb-
30BaHue uHdopMauun, B TOM unucrne doTtorpadui
pebeHKa, B Hay4HbIX UCCMEROBaHUAX U NyBnmKaLusx.

KITMHUYECKUU CITYYAN

Manbuuk C. o AaHHbIM CEeMEeNHOro aHamHesa MaTb
n 6abylwika no nuHum matepu ctpagaioT HAO ¢ pedou-
umToM Cl-uHrubutopa. YuutbiBasi CEMENHbIN aHaMHe3,
pebeHky Bbino npoBegeHo obcrnefoBaHWe, Mo pesysb-
Tatam kotoporo guarHo3 HAO ¢ pecpmumtom Cl-uHru-
Butopa 6bin nopTeepxaeH (cHukenne C1l- uHrnbuTopa
konuuectaenHoro o 0,089 r/n (Hopma 0,21-0,43 r/n),
Cl-uHrubutopa doyHKUMOHanNbHOro Ao 25% (HopMa
70-130%)). Mo pesynbTaTaM MONEKYNAPHO-FEHETH-
uecKoro uccneposaHus (NpsMoe CeKBeHWUpoBaHue Mo
CoHrepy) Bbinia BbifiBfieHa MyTauus B reHe SERPING-1
¢.1196C>T, p.Pro 399Leu B reTepo3nroTHOM COCTOSIHUW.

3nNM3000B OTEKOB WM MapruHanbHON 3pUTEMbI Y
pebeHka He Habniopanocb. C Bo3pacTa 6 net oTMe-
Yyanucb nepuoanyeckune xanobol Ha bonm B xuBOTE.
Habniogancs racTpo3HTEpPOSIOroM, SBHOW MPUYUHBI
BoneBoro cMHapoMa BbISIBIEHO He Bbino.

B BospacTe 9 neT nocre TpaeMbl (NapeHve Ha ynuue)
nosiBunacb o6LieMo3roBas cuMnToMaTvka (ronosHble
Bonu, TolwHoTa, poTa). Mo pesynbTataM MarHUTHO-pe-
30HaHcHoi Tomorpadoumn (MPT) LIHC 6e3 1 ¢ KOHTpacTHbIM
ycunenuveM (KY) bbino BbisiieHo o6beMHoe 0BpasoBaHme
IV skenynouka, pasmepamu 5,7 x 4,5 x 4,5 cM ¢ koMnpec-
CWel cTBOMa rofIoBHOFO MO3ra, TPMBEHTPUKYNspHas
OKKJTIO31OHHas ruapouedanus; NpusHakoB MeTacTasm-
poBaHus B npeaenax LIHC He BbisisneHo (pucyHok 1).

Ha cnepnyiolmii feHb B permoHanbHOM LeHTpe Bbino
BbINOJIHEHO 3KCTPEHHOE OMnepaTMBHOE BMeLllaTesb-
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cTBO 6e3 npoBefeHVst KpaTKOCPOYHOW npodhmnakTuye- “Merna YeTKMX rpaHul, TamnoHupoBana IV skenynouek,
CKOM Tepanum B oTHowweHun HAQ: MUKpoXupypruyeckoe Bbina ynaneHa B npegenax BUAMMbIX TKaHeW Mo3ra,
ynanexve obbvemHoro obpasosaHus 344 ¢ Henpodm- YYaCTOK OMyXosfiM BpacTan B CTBOST Ha MPOTAMEHUU
310SI0rMYECKUM MOHUTOPUHIOM. CorfiacHo NpoTOKOSY 2 cM — ynareH, 0CTaTOK OMyXonv B BUAE TOHKOM NNEHKM
onepauuu, OMyxofib PoCfia M3 YepBsA MO3MKEUKa, He (pucyHok 2).

Pucyhok 1
WMhnumaneHas MPT ronoeHoro Mo3ara. Peskum T1IW ¢ KY. Busyanuaupyetcs kpynHas onyxosb obnactu [V xenynouka co
CLlaBfieH1eM CTBOJSIa FONOBHOIO MO3ra

Figure 1
Initial magnetic resonance imaging (MRI) of the brain. TIW post contrast. A large tumor of the IV ventricle with compression
of the brainstem

PucyHok 2

MPT ronoBHoro Mo3ra B nepBble NOCeonepaLmoHHble cyTku. Peskum T1IW ¢ KY. MocTonepaunoHHble nsmeHeHns B 34S.
Henb3s UCKMIoUMTb HanMune MUHUManbHOW OCTaTOYHOM OMYXOmnn

Figure 2

MRI of the brain on the first postoperative day. TIW post contrast. Postoperative changes. The minimal residual tumor(?)
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Ha npoTsikeHun 3 nocneonepaumoHHbIX CyTOK 0TMe-
yanocb HapacTaHWe HeBPOJIOrMYECKOW CUMMTOMATUKM
B BUae paseuTus cuHopoMa 345 (pebeHoK B cosHaHWM,
KOMaH[pl BbINOMHAET YaCTUUHO, MO3MKEUKOBbIA MYTU3M,
B3rNsn He OUKCUPYET, HEe CNeauT, peakumst Ha 0CMOTP
HeraTuMBHas, rpUMachbl, KpWK, NMOCTOSIHHbIE 3aKMYypWU-
BaHWA rNa3, XaoTUYHbIE ABUMEHWS KOHEYHOCTSIMU, CaMo-
CTOSITESIbHO HE CMOMWT, He BCTAET, He XOAMUT, HapyLUeHue
Ta30BbIX OYHKLWIA), 4TO MO0 BbITh ACCOLMMPOBAHO Kak
C TEYEHMEM paHHero nocreonepaLnoHHOro nepuoaa,
Tak 1 C pa3BUMTMEM OTEKa BellecTBa rOfIOBHOMO MO3ra
(kak nposierneHre HAO).

Mo pesynbTaTaM rMCTOMIONMYECKOrO 3aKI0YEHUS
pedhepeHc-nabopaTopun Bbin yCTaHOBMIEH AMArHO3!
knaccuueckas MB, WHO grade IV, ICD-0 code 9470/3.
YuuTbiBaa Hanuuue sgepHoun akcnpeccum 0TX2, ans
noaTeepxkaeHna non-SHH/non-WNT noarpynnel MB
(rpynna 3/rpynna 4) 6bin0 NpPoOBEAEHO MOSEKynap-
HO-FeHeTUYecKoe nccnenoBaHve, BepudmumposaHa Mb
MOJIEKyNIPHO-TeHeTUYeCKon noarpynnel 4. Mpu uccne-
poBaHun MetopoM FISH amnnudpmkaumm reHos C-Myc u
N-Myc obHapyeHo He Bbino.

Uepes 1 Mec nocne Xnpypruyeckoro atana neyeHuns
pebeHok bbin rocnutanusuposaH B ®IBY «HMULL FOU
uM. IMnTpus Porauesa» Munagpasa Poccuu ans npose-
peHus obcnepoBaHus M ONpefeneHns panbHewnLen
TaKTUKKM Tepanuu. lpu NocTynneHun oTMeyanucb
HEBPOIOrMYECKME HaPYLLIEHUA C MOMOMKUTENbHON ANHA-
MWUKOW MO CPaBHEHUIO C PaHHWM MOCIEONepPaLOHHbIM
nepuopoM. o gaHHbiM MPT LIHC 6e3 u ¢ KY coxpaHs-
FIMCb MOCTONEepaLUMOoHHbIe 3MeHeHus B 345 ¢ HannuneM
YyYacTKOB ULIEMUW MO KOHTYPY MOC/IeonepaLoHHOM
nonocTtu bonblle cnpaBa, Ha )OHE KOTOPbIX Hemb3s
BbIN0 UCKNIOUNTL HaNUUMe MUHUMANbHOW OCTaTOYHON
OMyXonn, yMepeHHas BHYTPEHHASA rugpouedanus, MeTa-
cTaTuyeckoro nopaxenusi ctpyktyp LIHC BbissBneHo He
Bbino.

B nnaHe panbHewwero obcnenosaHus bbina BbINOS-
HeHa LMarHocTuyeckas nmoMbanbHas MyHKUMA, onyxo-
neBble KNeTkuM He oBHapyseHbl. C yyeToM Hanuuus
y pebeHka HAO nepen mManunynsiumen npoopunacb
KpaTKOCpOYHasi pochuakTUYeckas Tepanust ¢ UCMNosb-
30BaHWEM MpenapaTa uHrubutopa C1l-acTepasbl yeno-
BeKa B CcTaHmapTHoM 0o3unposke 20 ME/Kr. OcroskHeHwil
BO BpPEMS MPOBELEHUS MaHUMYMALMM U NOCNe Hee He
Habniopganocs.

Ha ocHOBaHMM JaHHbIX aHaMHe3a M pe3ynbTaToB
npoBepeHHoro obcnenoBaHus beina yctaHosneHa ROMO-
cTapusa 3aboneBaHuns. C yyeTOM rMCTOMOMMYECKOrO
OvarHosa, ctaguu 3aboneBaHus, Bo3pacTa NaumeHTa,
obbeMa npoBefeHHOM Ha NepBOM 3Tane cneundgmyeckom
Tepanuu B paMKkax npoTokona HIT-MED 2014 (sepcus
2017) 6bina ebinonHeHa T no paavkanbHOW NporpaMme
(KpaH1ocnnHanbHoe 0bnyyeHune, pasoBas oYarosas 103a
(POM) 1,8 'p mo cpenHeit ouarosoit fosbl (COM) 23,4 p,

pononHutensHoe obnyuenne 344 — PO 1,8 'p no COL
54 [p, ¢ napannenbHOW XMMHMoTepanuein BUHKPUCTUHOM
1,5 Mr/m?, BHYTPMBEHHO, eskeHefenbHo, BCero Bbino
BbIMOSIHEHO 5 BBELEHWIA).

C yyeTOM HEBpOMOrMYyeckoro cratyca nauu-
eHTa ceaHcbl JIT npoBOAMANCH MOA MHIaNALUMOHHBIM
Hapko3oM. Bcero 6bino BbimonHeHo 30 ceaHcoB.
MepBbi ceaHC bbin NMpoBeAeH C UCMNOMb30BaHUEM
KpPaTKOCPOYHOM MPOoOUNaKTUUECKOW Tepanum UHrnbu-
TopoM Cl-acTepasbl MHrMBUTOpa YenoBeka B 4O3VPOBKE
20 ME/kr. Mpu npoBeneHnM mocrieayiolnx CeaHcoB
npenaparbl 47 KPaTKOCPOUHON MPOOUMIAKTUKKN He
npuMeHsucb. OgHokpaTHO nocne ceaHca JTT oTMevarncs
oTek B obnactu ryb, paspelumnsics caMoCTOATENbHO B
TEYEHNEe HEeCKONbKMX YacoB. MIHDEKLMOHHBIX 3N13000B
3a BpPeMs fleyeHus He oTMeuvanock. [MapannenbHo ¢
NT nposogunuch peabunuTauMoHHbIE MEPONPUATUS
(BoitTa-Tepanus, 0byyeHne OHTOreHeTUYEeCKOR BepTu-
Kanu3aLum) ¢ BbIPAsKEHHOM NOSOKMUTENBHON AUHAMUKOM
B HEBPOJIOMMYECKOM CTaTyce.

Ha MOMEHT BbIMUCKM MNauMeHTa COXPaHANMUCH
)anobbl Ha HapyLUeHne NOXOAKM, KOOPAUHALMK, peyn.
ObLuee COCTOSAHME C MOMOMMTENBHON AMHAMUKON.

MauueHT 6b1n BbinucaH n3 HMUL OO0 nm. Omutpus
PoraueBa ans NpoposikeHust Tepanuu nNog HabmogeHem
cneuuanncToB Mo MecTy xuTenscTea. o paHHbiM MPT
LIHC uepes 6 Hen nocne okoHuyaHuaA J1T 3adpmkcnpoBaH
MOSHbIA OTBET Ha Tepanuio (pucyHok 3).

[anee B pernmoHanbHOM KAVHWKE HayaTo MpoBe-
LeHWe NoAAepKMBAIOLLEN NMOIMXMMUOTEPANUM MO NPOTO-
kony HIT MED 2014 (sepcus 2017) (BUHKPUCTUH B AHM
1, 8, 15, uucnnaTtvH B AeHb 1, FIOMYyCTMH B fieHb 1). B
HacTosLLee BPEMS fleYeHne No NPOTOKONY 3aBEpPLUEHO,
B AMHaMUWKe COXpaHAeTCH MOMHbIA oTBeT. [onnMxnuMmno-
Tepanuio pebeHoK nepeHocwn ¢ pasBuTUEM annasum
KPOBETBOPEHUSI C BOCCTAHOBMEHWEM MOKasaTenen K
CrnenyowWweMy UWKNY; C YMEPEHHbIMU NPOSABIEHNAMM
nonuHeponaTuu.

3a Becb nepuop NneyeHust LOCTOBEPHbIX KIMHUYe-
ckux nposineHuin HAO Ha dhoHe nposoammoit J1T, nonu-
XUMMOTEPanuK, a TaKKe XMPYPrimyecKoro atana feyeHms
He Habnioganocs.

3AKITIOYEHUE

Onupadacb Ha [aHHbIN KIIMHWYECKUN Ccryvan
pasBUTUA OHKONOrMYeckoro 3aboneBaHns y nNaumeHTa
petckoro BospacTa ¢ HAO 1-ro Tuna po MaHudbectaumm
KIMMHUYECKMX CUMMTOMOB, MOMHO paccMaTpuBaTb
BO3MOKHOCTb MPOBEAEHUS ANUTESIbHOM Tepanuu, B TOM
yucne XMpYpruyeckux MaHuwnynsuui ¢ Mcnonb3oBa-
HWEM aHecTe3nonormyecknx nocobui, 6es npuMeHeHus
npocpmnakTuyeckon naToreHetnyeckon tepanum HAO.
OpHako crnenyeTt NOMHWTL, UTO Nobon K3 Bbillenepe-
UMCMEHHBIX (PAKTOPOB MOKET SBUTbCS MYCKOBbIM Mexa-
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PucyHok 3

MPT uepes 6 Hep nocne J1T. Pexxum TIW ¢ KY. MNocTonepauvonHble n3MeHeHns B 345, YyacTkoB NaTonornyeckoro Hako-
MSIEHUS KOHTPACTHOMO BELLIECTBA He BbIBMEHO, 0TMEeYaeTCs NOMHbIN OTBET Ha Tepanuio

Figure 3
MRI 6 weeks after radiation therapy. TIW post contrast. Postoperative changes. Complete response

HU3MOM MaHMd)eCTaLI.I/IM 3aboneBaHus ¢ nocnenyouwmnm
passuTUEeM B TOM Uucne mmsHeyrpomarou.LeVl aTaku.

MHEHME 3KCMEPTA

A.I0. LLlep6uHa, npocheccop, 3aBenyioLLlas oTaene-
HueM umMmyHonorun ®rby «<HMUL ArON um. AiMutpus
PoraueBa» Munsppasa Poccum

HacrnencTeeHHblit aHrmoHeBpoTUueckuii otek (HAQ)
OTHOCWTCS K MepBUYHbIM UMMyHogedpuumTam (MU0) ¢
fedpekToM B cucTeMe KoMnneMenTa [32]. HecMoTps Ha
TO, yTO MHorue Buapl MU NpegpacnonaraloT K passuTUio
OHKOJIOrMYECKOW NaTonoruy, B TOM YACMe 1 Onyxonen
LleHTPanbHOW HEPBHOM CUCTEMbI, LeDEKTbl CUCTEMDI
KOMIIIEMEHTa He OTHOCATCS K JaHHOM KaTeropuu. Tem He
MeHee, yunTbiBas OTHOCUTENbHO BbICOKYIO0 YacToTy HAO
B nonynaumu [33], couetaHme HAO 1 oHKONATOMNOMMMN HE
SIBMSAETCA Ka3yMCTUUECKUM. TaK, pasfiMuHble uccnepno-
BaTeNM NbITanuCb ONpeaenuTb NPeauKTopbl pPasBUTUSA
npuctyna HAO Ha dooHe xummnoTepanum [34]. MpeacTas-
NEHHBIN KIMHUYECKWI NPUMEDP ABMSETCSA OQHUM U3 TaKMUX
cnyyaes. OgHaKo Npy MOMOLLM MYNbTUANCLMINIMHAPHOI O
MOAX0Aa WM HAKOMJSIEHHOrO OMbiTa BEAEHUS NMALMEHTOB C
OaHHBIMU HO30J10MMYECKUMU hopMaMmM BO3MOXKHO LOCTH-
KEHMEe XOpOLUMX Pes3ynbTaToB CO CTOPOHblI TeYEHUS
obounx 3aboneBaHuit.

HeobxoguMocTbe NpoBefeHMs 3TaMHOro XUpyp-
FMYECKOro fleYeHns, a Takxke ANUTENbHOM Tepanuu

Bonpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM MM B NeauaTpum
2022 | Tom 21 | Ne 1| 136-142

Mo BWUTasbHbIM MOKA3aHUSAM NMPU HaNUYUK TAXKENOro
conyTcTBylowero 3abonesanua y naumeHToB ¢ HAO
obycrnoenuBaeT obs3aTenlbHOe pacCMOTPEHNE BOMPOCa
0 LenecoobpasHoCTU MHMUMAaLMKU ANMTeNbHOW npodoun-
NaKTUYECKOM Tepanuu Ha Becb Nepuog nedeHus u/unu
NMPOBEEHUSA KPaTKOCPOYHOW NPOOMNaKTUKN nepeq
Kamoon MaHunynaumei. CnenyeT yunTbiBaTb HanMume u
0C0BEHHOCTH KNMHNYeckomn kapTuHbl HAO, non v Bo3pacT
nauveHTa, HeobxoANMbIV 0BbEM U ANIMTENBHOCTL MIaHN-
pyeMoro neuexnus unu Hanuume HAO kak choHoBOro
3aboneanvs bynet nogpasymeBaTb obnvratHoe npyme-
HEHWe NpenapaToB ANs AJIMTENbHOM NPOUNaKTUYECKOM
Tepanuu. K ocoboi rpynne nauneHToB B AaHHOM Criyyae
CTOMT OTHECTU OeTei U NoLPOCTKOB O MaHUdecTauum
KITMHWYECKOMN KapTuHbl 3aboneBaHus.

MCTOYHMUK ®PUHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbU NOATBEPANIIU OTCYTCTBUE KOHGPIIMKTA UHTEPECOB, O KO-
TOPOM HeobxoanMOo CooBLLMUT.
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