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Atypical teratoid/rhabdoid tumor (AT/RT)
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M- FREICRET SBOTEEENBVERTT. BRICZS HREZEROHL

WD BERGLIZFAEL, INI-1 (hWSNF5/SMARCB1/BAF47) B F DR FMHALNEH SN
HELFHTT .

Atypical teratoid/rhabdoid tumor (AT/RT)(& 2000 M SIERIC WHO S 4EICHRY Ao EL
f=[1]. WHO BTV L—F 4 LRVEBEMENS VR REES IS SN TLVET . 2005-2008
FN2EMESME TIEENROKEZICEHHFEM 6.9% FLIRTIE 10%TLI[2]. HRIEEL
ROTUIF (REER) BELLTRHEIN, REEROTFHE2BTTL, EREDLAYAH
R, BEERAFLEORELHY, TUrLEORERDANPOLENESNFET[3][4]. R
LREHROEEOALGLY, EEE, BER JUTR #EMARGE EFELS LIEREZR
L BRIEKTHESTT.

AT/RT & 22q11.2 LIZTRFET B INI-1 (hSNF5/SMARCB1/BAF47) WS AINHEEF DM
FULTORFIL (REFLEFER)ZIFFLHITROLIEN D FEGFRIFH T[] Ff=,
SARE (XFRTT DY INIT (WSNF5/SMARCB1/ BAF47) BIFEREDRDHYIZ BRGT (SMARCA4) &
VCODAMGIEEFORBICEYFEET HILEBESNTVET. ChoDAAMFIEEFIE,
ATP {R7F1E SWI-SNF VA< FUUET YV EAERDEREF T, MEDEESHEIZEET
SERADELFORBREHELTLNDZH, CNODEENEBEOFRAELEELTLET.
WHO2016 7338 TI& AT/RT DEEIZIE, COELLNDBELFEEETIERT HENRALLY
FL1=[6]. FHIBLBREAS AT/RT DEMZEELTLTH, INIT DRERENBHE GEBEFEEILK
BEEMNEELTLSIRAE) T BRG! (SMARCA4) MEEFEENRESINTLVELMEE(E, CNS
embryonal tumor with rhabdoid features M4 LAY ET[7].

Rhabdoid tumor predisposition syndrome (37 R FIEZREGERE) (X, BAMHEERFO
INI-1 (hSNF5/SMARCB1/ BAF47) E1=I& BRG1 (SMARCA4) DEEIZKYRET HH LEIKE
HEEDERETTH, MEFEEISDEETIHEFIDENENESNET. STRARES
FRAEEFEICRET D AT/RT (FEYREFHNMECTFERRTY. £z, STFMFERRE



SEIREETIT AT/RT LISHZE - SEABHBIE D B S TR A MEB G ERRREBENRET ST LMW
HEnTWETI8l.
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EEICEET HERIE FROEBNRELLTMICE>TRGYFETH, 2EIC
REGDERTHA=0, FERDETHLRINTY . BBfE, RHENHY, FFIEKEFC

FERDBALLET. ROMLEDT I, IFDTLEMNEIVET. LB TIE, THk

ES5 W
THIEHL, THEY WO OAEYILSE [WOIHITINHLAGYFET . FRTIHEED

L &S50

BFFROBREIAVEYBBRCREGYET . BEEANHMARDERMITER
MNELET.

REEEICRELLHEICTER, BH, BHETLEDKEBEDERTRIEL, 772F4E
DINERRERZZLET . B OREANEBIN, BREGEEEZAEZYET. Morning
headache A4 T A, HAEHEMNEVEE THD1=0, LHIXIEL FHAELLE NFEHLNZH
NENTLESICLEB L BYFERA. LR TIIKEELGE DEENETTELHFELIIGE, 38
BEILAANRIVET. BBERNICELLOT BHOARBISEE2BIERNBILLET. KEEE
REENET 2L RABTHOKRBAICEYET. KIEOBERICRELIBE, BMLICHCTI-E
KHERIVET.

BREELDH

MR BEABLEATTA, EBCHTAEC-TEBLEEBC, EHOBEN
PREDTURLLEEERICYEMEDRETNELLIILAHYET. T, &
PREFICEESE, IBMEAHDIGE CHLMITERSETHEHIZEIELTWSIEEX, T
CTREZZITIFSARVLELNELTA. RBIZAT/RT DLSLEHEREHLITE

ES5LeBAD L

EIHIH5EE, MEHREREOTA)VrEYELREZEDOA) YN ERYET.

Y&dY £ L ELAEA

HEEZWIIUIRL-ESOREBMEBZE TTONAEY. thDEERKESEDER

HAZEZ L EEALK

[IERELZZEMNZ V=8, AT/RT BNROHONDIGEIZIE INFT DREMRBEREZET
Ly, FEEMREAY INI-1 [E1%I12 AT ET AT/RT E2BISNET.



BEOBECHER, BENEMERENL-ER) OFRLEELDH T 2T MREEM
RLERATYT. AT/RT DEZOFHELTIE, HMZEEFHFLOTUN (T2 star RFRER THRLVEE
FEMAED) L, ERMANTEMIICHERT AL, BEBICEBEENDOTNIE, MEELN
ELEGRRER TRIESEET A LLRENFEITOoNFS[9I[10]. EXREERELC LS ICHIEEE
HRTERBKT, ERAEBZR TRIESTHNIEL, AT/RT ZRELET[11]. MFEEHDS 30
~A0NEERICHERIBIRE S0, FHO MRRELVLETT.

REMBPMICHEMESNDSSTRARHEIaL L, Z/MADBRBRET TR E
EFBMAROHAREEEEZA T HMETT. STRANEBROHREEITEAICL-TER
Y, [FEAERONBNIELHAGERY—RIEZ TLH A0, HE RBZITTRMT H2&lF
HLLNZENZVTT . BESFIEC primitive neuroectodermal tumor FkDE (L 2/3 DAEFIIZERSH
B, DENEINS DIEZ IR EILERLSH SN TO BN S o1 EEZSNTVET.
i< ependymoblastic rosettes LI T HEMESN TLVEY[6]. R M OZ KO MR ELER
Hon, MEERAHBLECLY, BARGERERNSERESN, BRLBOLNLENHE
HMTY. MERERIIHMERBERNZICHIRICEIILTEBLET. BEFEETIL epithelial
membrane antigen, @ -smooth muscle actin ASB§ET, glial fibrillary acid protein, cytokeratin,
synaptophysin, neurofilament protein ‘RE LG LR DHTEMAZNTI[6]. INH DRERBIZT,
BERNONEEMEOCHEDORNBEOIRET, ESMRORMNIEELLDIETHESH
F9. K, AT/RT QEBREFREBERLET.
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&M &R, DAFYILEN TSR EIRTRAEL 11 ZABIRD AT/RT. ZER (LK
(F T2 BEAER, FTERENARIZDLIERZE T1 SRFAER, TERAMNLEGRAER). MHiEA
BICRAUKEREZHFOIREMNEZINDES. IBEERER TIERWNSES T, BEER
[CZ2HDEREEFOTNS. HE R2B(BL) T STRANHEIE B0 A, N TERMY
DRV N/C EOBWHRENEERLTRIELTEY . BEMROKIE IND REEE (AT) TR
HTHD.

BRE
FLESLES EWSADSLD2TLAL
KEBENSELISE, BEEBEEORIIKEEDFM(FLT—Y, EENEKRH
Z5LwD
BMGE)NEESNLGLEILHYFET. FHTEEEOLBELEZRELEI D, ESE

DILAITFLY HFATELYD

AEZELGRARCPMEZESAALTS, HIILPTWESZD-HERHE XRE#F

EIETRAIREIEN S, EHENIRIEE N, BRZEBROSELRFETDAR
BHNEFELLEWZFT.

M KYESIFES FES5LegAbY &S

FWEFTTEBRICERTHIEMLESETHLH-O, (LFZEELHSTRAEZITL
LE53EHVEA

FY. LTI, REEGFHNEDLGIVEETHYBELRRIIZZALE, EVLVDHED

HYELED, EREEOCHRSRARDESICRYD LT DBERBEIRELTLE

I EFEREOAMEFBASHTIA, BEGERLOAVFEILTOEREA. K



HFADS FAEETLLLILe Fxadl&ilsile

SHRAHRL AT/RT ICHLTAMT, £ik-2FHERALRFTRHNZEASHEDLD
A—MREITY. —7, AP R TIIRHRERROBSREENERET =0
MEHRBREITIFA(IV T IFELLVEETY

AT/RT DRRERBELT, BISNT-LDOEHYFERLA. BHOFMALELLTT A, KIEE
[THLTHERNERE AV B NERRAERMCKERL F—Ca R TS5 b E
3. AT/RT (ZEEERNEDOEEH LT THOTHILLHY, MRNEHRICISERMIELL MR T
JRONBWEERHBTIDLENHYET. AT/RT ZF i CTLEH TE-1581F, BENERRE
L5 & LR TERHRBMNERT DAEEENHD-012], ATRETHNIELFEEEBIELE
T, ERICIIREF-ERARLBIENSNTY. FHHEHRICEALTIBENLRELH
Y, AT/RT (LR OCEBELMELTEETAHOTFMICLLEHEIRILE 0, ZKIR
DRELGHETOWEEITIEVIEZAN— B TT12]. HIEEV—A TR TIEER
MEREN VRN, FREOSHEYRIEBBYET.

L EE LB HIG A TITICEA—MBIITY . AT/RT [0S HIELEAL D A (FHEIIEN T
WERAD, LIRTFEEFEICECIIERZFENMTONTEY, BERBENTRTL:. &ETIE
BRHARELCEDRAEICH T HIbEE REOBMARBIELHIREBEEREITILT,
ERHROERNENTSATEY, RPAEGFTELITREMELTOET . NERRERNICE
BERAARIDANL XY —PEEAT I FFEE, BREOZ L AT/RT [CEVTARRE
ZR ESELEOITBLETAREEZEZONTLEY[12].

EHREED AT/RT ITHLTEMST, £FHAROERDRIRENTLES. LHL, CDI33
EVSBHIBEOT—H—MNBLFEELTIVS AT/RT TSR ABRD I BAE LS EBESN
B5E, MAHRICRZEABTVEB TIEREVNEBEZIONTOET[13]. 2ik- £ EHBHLBTR
SHEMAEDLEIIEN—RIUTYT. BEDHEIIEETT, BRTICIL50-56 LA, £ik- &5
(Z1% 23.4-36 LA D BEINFET. LB RED AT/RT TIEREHRABEITIFIIVITER
BT HILIFHLVMBETYT. AN RHAEBELFTHELTHSBABH E2R - £ EHRN%
T52ELHYET. BEEZFEOTVEVILN B TIERARBHIREASNETH, SR EASHh
TWEDhIITRHYFERA. k- 2ERBHETIHE REOKMABEELERT L1015
FHABRLBRREGYET N, FREFIRGRRETIGFREREISGRIRT HLYIF, 2130
T EGEEDBEHABRETOINENELNERA. AT/RT [XEBOIEAY DEELON BT



REICEOMFAREZTDIRIMEDESSYLE AT REEASRESN TOES[14].

Fik

BRENEC BAHHHHE ORI CEEO LSBT 1 8 [ HEHT
FEATRT, RMCERL CERNBIELET. ERIEEHOMLLI LY REYE
TH8, BEBENSBYET. ETTFEERDBRERELAYFET. AEHS
ENLCHEBERAGUBATE, ARAIASORENR, ARPISRELLERIE, 5
YISKOEDRSL, EROEBF DOV THELENSHIERHTLEL. &
BT TR AR AR T EARE L Aot SEXEAMMIEE (B
1 5 L ERBLTRET HHBE) HRELTRURIDBYFET. BMIEE L
BFRCDDITRBYFL AN, RHIRRELTARERET HoLIZ8Y, Bl
ROEMSIYRELLEY, RRTEZLOLHYET. RETAO—TvTHRBE
B, SHNGRE, RELE, BRORUBEOERERBL LTI
O R, RSSO TR ERH R BUREERALT, EEOEEELIHNES

[ZLELLD.

LB FFELURICEREL, £FHBMODRIEILXEZN WM 13 HARTRETFRIIEBH T
FRTY[12]. LY ROBESFEICELCIIEETE 2 FRICEFLTVSEBASAR 3 BICHET-4
LRIRTLE=. LA, IBE X FM - FRE - WA RARICIOEFHERNES L2 EIZLY
FROBPENH/ESNTOEY. BREBX(E, BATEHNERERENBEN LSS, RISEREHH
HYFTI[12].

Flz, BENRYLTRPEFTETY, BEHRERORELCFRELZToOLIENRER LG
EAEENRELTETY. BEAMICIHEN LTS, BEER RE, MNTEEOCRRKERND
DRIVEVZBAE, TADA, BRBEEDREREE, FEREE, SORNELEDHHNTR
ES BRUET, MOERES, SRIKODERORE, BREOCIVF—<LGEDZREESZD
REGENFITONFEY. LI DOVWTREF—LER - SHEEE THIRTILENHYFT.
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