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1. KommiekT oneHouHbIX MaTepuaioB (qaiee - KOM) npeanasHadeH Jyisl OIEHKH TIaHUPYEMBbIX
PE3yJIBTaTOB OCBOSHUS paboyeii mporpaMmbl AUCHHUILTUHEI «IlaTomorusy.

1.1. KOM Bkitowaer 3afgaHusl g NPOBEACHMSI TEKYIIErO KOHTPOJIS M IPOMEKYTOUHOU

aTTeCTallUU.
OO0r111ee KOJIMYECTBO 3aJIaHUI U pacipeiesieHe 3aIaHUK 110 KOMITETCHIIMSM U THIIaM:
Kon o o
KO.HI/I‘-IGCTBO 3aJaHUN BaKpBITOI‘O THUIIA KOHI/I‘IGCTBO 3aJaHUN OTKpI:ITOI‘O THUIIA
KOMIICTCHIIUN
VK-1 20 20
I1K-5 20 20

2. JlonoIHUTENbHBIE MaTepHalibl U 000PYAOBaHUE Ul BBITOJIHEHU 3alaHui (TIpU

HEOOXOIMMOCTH ): HE TPEOYIOTCSI.



3. 3agaHus BCEX TUIOB, MO3BOJISIFONTUE OCYIIIECTBIIATH OIICHKY BCEX KOMIIETEHIINN, YCTAHOBIICHHBIX pabouel mporpaMMoi TUCIUIUTHHBI «IlaTomorusy.

Kon
KOMIIETCHIINHN

Ne
n/n

Ha3Banue paznena/@opMyaupoBKa 3a1aHUS

ITajJI0H 0TBETA

Pazgen 1. O6mias nmatonorus OnyXoJIeBOro pocTa y JeTel U HacIeICTBEHHAs! TPEAPACIOIOKEHHOCTh

3aJlaHus 3aKpHITOrO THIA

YK-1

BriGepute onun nmpaBuibHBIN 0TBET. Kakoe cBOMCTBO B
HauOOJbIICH CTETICHH OTIIMYACT 3I0KAYECTBEHHYIO OIYXOJb OT
T00pOKaYECTBEHHOM ?

A 3KCIIaHCUBHBIN POCT

b nHBa3MBHBIN POCT C pa3pyLICHUEM OKPYKAIOIINX TKaHEH

B naynimuue kancyisl

I" coxpaHeHne TKaHEBOW apXUTEKTOHUKH

b. HBa3uBHBIN POCT C pa3pyLICHUEM OKPYKAIOIIUX TKAHEH.

YK-1

YcraHoBure MMPpaBUJIbHYIO MOCJICIOBATCIILHOCTD 3TAIlOB
MOP(OJIOTHYECKOM BepH(PHUKAIINN OITyXOJIH ITOCIIE TTOTyICHUS
OMOTICHIHOTO MaTepHaa.

1 dbukcanus u MpoBoIKa MaTepuasa

2 TUCTOJIOTUYECKOE UCCIICIOBAHIE OKPAIICHHBIX CPE30B

3 UMMYHOTUCTOXHMHUYECKOE UCCIICIOBAHUE IO MTOKA3aHUSIM

4 MOJEKYJISIPHO-TEHETUYECKOE UCCIICIOBAaHUE M0 TTOKa3aHUSIM

1,2,3,4.

YK-1

BriGepute ouH mpaBUIbHBIN OTBET. [|JIs1 OImyXoJei 1eTCKoTo
BO3pacTa 110 CPAaBHEHHUIO C OMYXOJISIMH B3POCIBIX OoJiee
XapaKkTepHO:

A npeo6nanaHHe SMUTCIUAJIBHBIX KApIUUHOM

b BBICOKast 107151 SMOPHOHATBHBIX OMYXOJIEH U CApKOM

B orcytcTBUE HacHeACTBEHHBIX (HOpPM

I" oTCYTCTBHE MOJIEKYJISIPHO-T€HETHYECKHUX JIPaiBEPOB

b. Breicokas 101t SMOPUOHAIBHBIX OIYXOJIEH H CAPKOM.

YK-1

Bribepure oaun npaBuiibHbIN oTBeT. Kakoii monxox naubonee
00OCHOBaH MPH aHAJIM3€E OMYXOJIH Y peOeHKa C MHOKECTBEHHBIMU
BPO’KJICHHBIMU aHOMAJIMSMHU U CEMEHHBIM aHAMHE30M PaHHUX
omyxoJsen?

A OrpaHMuYUTBHCS TOJBKO THCTOJIOTHEN

b onileHnTHh BO3MOXKHOCTH HACIEACTBEHHOTO OIYX0JIEBOTO CHHIpOMA
Y HalpaBUTh HA TEHETUYECKOE KOHCYJIbTUPOBAHUE

B HCKII0YNTE MOJIEKYIISIPHOE UCCIIEI0BAHNE

I" cunTaTh OMyX0JIb HCKIIOUHUTEIBHO CIOPATUIECKON

b. OueHnTh BO3MOKHOCTBH HACIEACTBEHHOTO OITYX0JIEBOTO
CI/IH,Z[pOMa n HaHpaBI/ITI: Ha MCIUKO-I'CHCTHUYCCKOC
KOHCYJIbTUPOBAHHE.




Kon
KOMIIETeHIIMH

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA

I1K-5

Bribepure oaun npaBuiibHbIN oTBeT. Kimaccuueckum
MOP(OJIOTHYECKUM TTPU3HAKOM HEHUPOOIaCTOMBI SIBIISIETCS:
A pOroBbIE )KEMUYKUHBI

b pozetku ['omepa Paiita

B Tenbua Bepokan

I s)xene3ucThie KOMILIEKCHI C MYILIMHOM

b. Po3erku ['omepa Paiira.

I1K-5

Bribepure oaus npaBuiibHbIN oTBeT. [l HedhpoOiacTomMbl
HanboJjee XapakTepHO COUYETaHNEe KOMITOHEHTOB!

A 65acTeMHOTr0, 3MUTEINAIBHOTO U CTPOMAIBHOTO

b miockoks1€TOYHOTr0, KEIE3UCTOTO U HEUPOIHIOKPUHHOTO
B nmumdonanoro, MuenonIHOro ¥ MErakapuouuTapHOTO

" XpsieBoro, KOCTHOTO M )KHPOBOTO

A. brnacTeMHbIN, STUTETHAIBHBINA U CTPOMATIbHBIA KOMIIOHEHTHI.

I1K-5

Bribepure oqun npaBuibHbIi oTBeT. CTpyKTyph! lnmiepa-
JroBaist HanboJee XapaKTepHBbI JJIs:

A 0myXOJH KE€ATOYHOI0 MEIIKa

b nucrepmuHoOMBI

B teparomsl

I" XopruoKkapIHOMBI

A. OnyxoJib ®KeITOYHOTO MEIIKa.

I1K-5

Bribepure oquH npaBuibHbIN 0TBET. Po3eTkn dekcHepa-
Buntepmraiinepa Hanbosee XapaKTepHBI JIJIA:

A peTHHOOIaCTOMBI

b menymnno6iacrombl

B HelipoOmacTombl

I" smeHIMMOMEI

A. PerunoOnacroma.

3azaHusl OTKPHITOrO TUIA




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA

YK-1

[IpounTaiite 3a1aHMe U 3aIUIIUTE pa3BEPHYTHI 000CHOBAHHBII

oTBeT. COnoCTaBbhTE OCHOBHBIC MEXaHU3MEI KaHIICPOrcHes3a y ,Z[GTGI\/'I

1 B3pocibix. OOBACHUTE, TOYEMY B IETCKOM BO3pAcTe BhIIIE A0S

SMOPHOHAIIBHBIX OMYXO0Jel U OIyXOJei, CBI3aHHbBIX C HApPYIICHUEM

pa3BUTHSA.

VY nereil KaHLepOreHes Yalle CBA3aH C HapyLICHUSIMHU
AMOpHOreHe3a, pAaHHUMHU T'€HEeTHUECKUMH COOBITUSAMU U
HACJIEICTBEHHON MTPEIPACIIOI0KEHHOCTBIO; IOATOMY
3HAYUTENBHYIO JI0JII0 COCTABIIAIOT OJIACTOMBI, CAPKOMBI U APYTHE
AMOpPHOHATIEHBIE OMYXOJU. Y B3POCIHBIX BEIYIIYIO POJIb Yallle
UIpaeT HaKOIJICHUE COMaTHUECKUX MYTaIUi 0] AeHCTBHEM
BO3PACTHBIX U CPEAOBBIX (PAaKTOPOB, UTO ONPEIEISIET
npeoOiaaHue SMUTEIHAIbHBIX KapIUHOM. [l 1eTcKux
OHyXOHeﬁ XapaKTCPHBI CBA3b C IOPOKAMU Pa3BUTHS, OTACIbHBIMU
HaCJIeICTBEHHBIMU CUHAPOMAaMH U BBICOKasi OMOJIOrn4ecKas
reTePOreHHOCTb.

YK-1

10

[IpounTaiite 3a1aHKe U 3aIUIIUTE pa3BEPHYTHIH 000CHOBAHHBII
otseT. [Ipoananu3upyirte posib repMUHAIBHBIX MyTallUH,
MO3aMIIM3Ma U HapYIIEHN TEHOMHOIO UMIIPUHTHHIA B
BO3HUKHOBEHUH OITYXOJIEHM IETCKOT0O BO3pPAaCTa.

I'epMHHaIbHBIE TATOTEHHBIE BApUAHTBI IIPUCYTCTBYIOT BO BCEX
KJIETKax OpraHu3Ma U CO3/1al0T HACJIEICTBEHHYIO
IPEIPACIOI0KEHHOCTD K OIyXOJIIM, HAIIPUMEp NPU U3MEHEHMSIX
RBI, TP53, WT1 u npyrux reHoB. Mo3anuin3m BO3HHUKAET 110CIIE
OIJIOJJOTBOPEHMSI, IOITOMY I€HETUYECKOE U3MEHEHHE
MPUCYTCTBYET TOJBKO B YACTH KJIETOK U MOXET 00YyCIOBIMBATh
CEerMEHTapHbIE WM ATUIHYHBIE (OPMBI IPEAPACIIONOKEHHOCTH.
Hapyiiennst reHOMHOrO UMIPUHTHHIA U3MEHSIOT 3KCIPECCUIO
I€HOB B 3aBUCUMOCTHU OT POAUTENIBCKOTO MPOUCXOXKICHUS aJlJIelIs;
TUIUYHBINA TipuMep - o6aacts 11pl5 npu cunapome bekBura-
Bunemana, CBSI3aHHOM ¢ PUCKOM AYMOPHOHAJIBHBIX OMyXOJICH.

YK-1

11

[IpounTaiite 3a1aHMe U 3aIUIIUTE pa3BEPHYTHIH 000CHOBAHHBII
otBeT. COCTaBbTE AITOPUTM MOPQOIOTHUECKON JUATHOCTHKI
HenudGepeHITMPOBAaHHON OMYXO0JIH Y peOCHKA: OT OIEHKH
MaTepHaa 10 BbI0opa MMMYHOTHCTOXUMHYECKOW U MOJIEKYJISIpHON
MIaHEJH.

Anroput™: 1) OLIEHUTH aJIEKBATHOCTh U PENPE3CHTATUBHOCTH
MaTepuasa, BHIIOJHUTH GUKCALUIO U CTAHIAPTHYIO THCTOJIOTHIO;
2) ompenenuTh 001Ut MOp(HOIIOTHYECKUN TAaTTEPH U
npeArnoaraeMyro JHHUIO U GepeHInpoBKH; 3) HA3HAYNTH
MEePBUYHYI0 UMMYHOTHCTOXUMUYECKYIO TTAHEIb, HCKITFOYAOIIY IO
OCHOBHBIC TPYIITIBI OIMyXOJIeH JETCKOTO BO3pacTa; 4) Cy3UTh
MaHeNb 10 pe3ybTaTaM MEPBOro ITarna; 5) npu HeOOXOAUMOCTH
BbINOJAHUTH FISH, RT-PCR, cexBennpoBanue uim nHOH
MOJICKYJISIPHBIN TECT AJIs OTBEPKACHUS HO30J0THH. Pe3ynbTaT
(GbOpMyIIHUPYIOT TOJIBKO B COTIOCTABICHUU C BO3PACTOM,
JOKJIM3AIMEeH U KITMHUKO-TYYEBbIMH JTAHHBIMHU.




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA

YK-1

12

[TpounTaiite 3a1aHKe U 3aIUIIUTE Pa3BEPHYTHIH 000CHOBAHHBII
orBeT. OOOCHYHTE 3HAUYEHUE CUCTEMHOTO aHATN3a KITMHUYIECKIX
JAHHBIX, JJOKAJIM3allu1, BO3pacTa, MOP(GOJIOTUH U MOJIEKYJISPHBIX
MapKepoB MPH MOCTAHOBKE JIMAarHO3a OMYXOJH Y peOeHKa.

Hu OJVH MPHU3HAK CaM I10 ce6e HE ABJIACTCA AO0CTAaTOYHBIM JIs1
OOJILIITMHCTBA OMYXOJICH JIeTCKOro Bo3pacta. Bo3pact u
JIOKAJIM3AIIHs 33/1al0T KPyT Haubosee BEPOSITHBIX HO30JIOTHIA,
MOPQOJIOTHS ONpeesieT HanpaBieHue nuddepeHImanbHOn
ANArHOCTUKU, UMMYHOTUCTOXHUMUS MMOATBCPKAACT JIMHUTIO
mudPepeHIMPOBKH, a MOJICKYIISIPHBIC MAPKEPBhI MOTYT OBITh
HO30JIOTUYECKH OomnpeaensomumMu. CUCTEMHOE COMTOCTAaBIICHUE
BCEX JIaHHBIX CHIKAeT PUCK OMMO0YHON Ki1accudukauu
MOp(bOJIOFI/I‘-IGCKI/I CXOAHBIX MAJIOKJIETOYHBIX N
HeaudPepeHITMPOBAHHBIX OMYyXOJICH.

I1K-5

13

[TpounTaiite 3a1aHKe U 3aIUIIUTE pa3BEPHYTHIH 000CHOBAHHBII
otBeT. Onumure Mopdosornyeckne npru3Haku HegpoOIacTOMBI U
OCHOBHBIE BapHaHThI ee T pepeHnanbHON THarHOCTUKH.

Hedpobracroma 00bIYHO UMEET TPEXKOMIIOHEHTHOE CTPOCHHE:
0JIaCTEeMHBIN, YMUTETHAIBHBIA U CTPOMAJILHBIN KOMIIOHEHTHI B
Pa3IUYHBIX COOTHOIIEHUSX. BO3MOXKHBI HE(hPOTeHHBIE OCTATKH;
Ba)KHA OlleHKa aHarua3uu. [{uddepeHnnanbHyo TMarHoCTUKY
MIPOBOJIAT MPEKIE BCErO C HEHPoOIacTOMOM, MeTaHepprUIeCcKOit
aJICHOMOM, CBETJIOKJICTOYHON CApKOMOM MOYKH, Pad 10N THON
OIlyXOJIbIO TIOYKH U IPYTUMU JAETCKMMH [T0YEYHBIMU
HeortazusiMu. Micnons3yoT Mopho1oruio, UMMYHOTUCTOXUMUIO
U, 110 IOKA3aHUsIM, MOJIEKYJIIPHO-T€HETUYECKUE HCCIIEN0BaHUS.

I1K-5

14

[TpounTaiite 3a1aHKe U 3aIUIIUTE pa3BEPHYTHIH 000CHOBAHHBII
otBeT. Onummure naroMopdosIoruio HeMpoOIaACTOMBI,
TaHTIMOHENPOOIaCTOMBI M TaHTJIMOHEBPOMBI U IPU3HAKH,
UCIOJIb3YEMBIE Ul UX pa3rpaHUUYECHUS.

HetipobmacToma COCTOUT M3 HE3PEINbIX HEMpoO1acTOB Ha (hoHE
HEHWpONWIs; XapaKTepHbI po3eTku I'omepa Paiita, crenenn
IIBAaHHOBCKOW CTPOMBI U IPU3HAKU CO3PEBAHUA.
["anrnuoneiipobiacromMa coyeTaeT HeMpOOIaCTHUECKUI
KOMITOHEHT C yYaCTKaMU CO3PEBaHUs B TAHTJIMO3HbIE KIETKHU U
LIBaHHOBCKYIO CTpOMY. [ aHITIMOHEBpOMa NpeAcTaBieHa
MPEUMYIIECTBEHHO 3PEJIbIMU TaHTJIMO3HBIMU KIIETKAMU 1
IIIBAHHOBCKOW CTPOMOI1 6€3 3HaUNMOT0 HE3peNoro
HEWpOOJIACTUYECKOTO KOMITOHEeHTA. Pa3rpaHnueHne oCHOBaHO Ha
crenienn qudGHepeHIMPOBKU, KOJINIECTBE HEHPOOIACTOB,
XapakTepe CTPOMbI, MUTO3-KapUOPEKCUCHOM MHJIEKCE U KITMHHUKO-
MOJIEKYJISIPHBIX JaHHbIX.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
Haubonee BeposaTHa HelipobiacTtoma. Mopdosoruueckoe
MOATBEPK/ICHUE BKIIOYAET UMMYHOTHCTOXUMHUIO
CutyanuonHas 3a1a4a. Y peOeHka 2 JIeT BBISBICHA OITyXO0JIb 9 . . .
HEHPO3IHIOKPUHHON U HelpoOimacTuueckoi quddepeHIIMpOBKI
HAJMOYEUYHUKOB C MEJIKUMH CUHUMHU KPYTJIbIMU KJIETKaMHU, . .
(manpumep, synaptophysin, chromogranin, INSM1, PHOX2B),
(GUOPMILISPHBIM MEKKIICTOYHBIM MaTepHaIOM U O4araMu
I1K-5 15 OLIEHKY MHJIeKca Iponudepanuu 1 MOp(hOIOTHIECKUX MTPU3HAKOB
po3eTkooOpazoBanus. Onpeaenure HaudoIee BEPOSTHYIO
co3peBanus. st crpatudukanuu nccaenyror MYCN u npyrue
HO30JIOTMYECKYI0 (HOpMY U TIEPEUNCIIUTE UCCIEIOBAHUS,
MPOTHOCTUYECKH 3HAYMMbIE TeHETUUYECKNUE H3MEHEHUS;
HeoOXouMBbIe 11 MOP(OTOrHUECKOro MOITBEPKICHUSI.
KJIIMHUYECKH JIOTIOJTHUTEIBHO OLEHUBAIOT KaTeXO0JIaMUHBI U
pacrpoCTpaHEeHHOCTh IpoIiecca.
HaubGonee Bepositna HepobOmacroma Ha hone WAGR-cunpoma.
. [TaToMOpdOTOrHUECKH 0XKUIAIOT OIaCTEMHBIH, STMUTEIHATBHbIN U
CuryanuonHas 3a7ada. Y pebeHka ¢ aHupuauen U BpoxKJIeHHBIMU .
o CTPOMAJIbHBII KOMIIOHEHTBI; HEOOXOJUMO OIICHUTDh aHAIUIa3UI0 U
aHOMAJIUSIMU MOYETIOJIOBOM CHCTEMBI BBISIBJICHA OITYyXOJIb TIOYKH.
. . HaJIM4YKMe HePPOreHHbIX ocTaTKOB. CoueTaHne aHUPUAUN U
IK-5 16 | ChopmymnupyiiTe Hanboiee BEPOSITHBIA TUAarHO3, YKAKUTE N N
aHOMaJIMil MOYETO0JI0BOM CHCTEMBI YKa3bIBAE€T HA BO3MOXKHOE
naToMop(OJIOrHUECKUe IPU3HAKU U OOBSICHUTE 3HAUCHHE
o nopaxenue oonactu 11pl13/WT1. CunapomanbHas acconuanus
BBISIBJICHHS] CHHIPOMaJIbHON acCOLMAIIUU.
BayKHA JIJIS1 TEHETUYECKOT'0 KOHCYJIbTUPOBAHHUS, OLIEHKH pUCKa
JIBYCTOPOHHETO MOPAXKECHUS U TMHAMUYECKOT'0 HaOII0IeHUSI.

Pazgen 2. [latomopdosiorust omyxoJield KpOBETBOPHOUM ¥ TUM(OUTHON TKaHU, TUCTHOIMTAPHBIX U JEHAPUTHOKJICTOYHBIX HEOTIa3Hil

3aJlaHus 3aKpHITOrO THIA

YK-1

17

BriGepute oqun npaBuibHBIN 0TBET. Kakoit mpusHak Hanboee
BAXKEH ISl pa3TpaHUUuEHUs OCTPBIX JICMKO30B HA pAHHEM 3Tarie
TUArHOCTHUKU?

A TOJIBKO BO3pacT MalueHTa

b coBokynHOCTh MOpGOSIOTHH, UMMYHO(GEHOTHIIA M T€HETHYECKUX
JTAHHBIX

B TONBEKO YHCIIO JIEHKOIIMTOB

I" TOBKO pazMep CeNe3eHKU

b. CoBokynHocTh MOp(osIOTNN, UMMYHO(DEHOTHIIA 1
TeHETUYECKUX TaHHBIX.




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA

YK-1

18

Bribepure oaus npaBuibHbIN oTBET. [Ipu nmogo3pennn Ha TumMdomy
y peOeHka HanboJiee KOPPEKTHBIM THarHOCTHYECKUH TTOIXO0/T
BKJIIOYAET:

A OLIEHKY TOJIbKO ITUTOJIOTHYECKOr0 Ma3Ka

b apxurektypy numdoy3na, IMMyHOTHCTOXUMHUIO U TIPU
HE00XO0IUMOCTH MOJIEKYJISIPHBIE UCCIIEI0OBaHUS

B Tonbko o0muit aHanu3 KpoBu

I" ronpko [I9T-KT 6e3 mopdonorun

b. ApxuTtektypa mTMMpaTHUECKOTO y3J1a, UIMMYHOTHCTOXUMHUS U
IPU HEOOXOIMMOCTH MOJICKYJISIPHBIE HCCIIETOBAHUS.

YK-1

19

Y cTaHOBHUTE COOTBETCTBUE MEXKY HO30JIOTHEH U Hanboliee
XapaKkTepHbIM JUArHOCTUYECKUM MapKepoM.

A naHTepraHCOKJIETOYHbBINA THCTHOLIUTO3

b B-nmumdobnactHas Heorna3us

B xiaccuyeckas nmumpoma XomKKuHA

I" ananactuyeckast KpynHokJeToyHas TuMdoma

1 TdT

2 CDl1a/langerin

3 CD30

4 CD30 u ALK B yacTtu ciiyyaes

A-2; b-1; B-3; I'-4.

YK-1

20

Bribepure ouH npaBuibHbBIN 0TBET. [louemy MonekysipHO-
TCHETUYECKasl XapaKTEPUCTHKA OCTPBIX JICHMKO30B Yy ACTEH UMEET
NUArHOCTUYECKOE 3HaueHue?

A He BAMsIET HAa HO30JOTHUECKYIO KJIACCU(DUKALIHIO

b no3Bossier yTouHUTh OMOJIOTHUYECKYIO TPy 3a00JIeBaHUs U
IIPOrHO3UYECKHE OCOOEHHOCTH

B npumMenseTcs TOJIBKO MOCIE JIEYCHUs

I" ncrionb3yeTcst TOJIBKO MPHU COMUIHBIX OITYyXOJIAX

b. [To3BomnsieT yTOUHUTH OHOJIOTMYECKYIO TPYIITY 3a00JICBaHUS U
MIPOTHO3UYECKHE OCOOCHHOCTH.

I1K-5

21

Bribepure ouH npaBUIbHBIN OTBET. JlJ1s TaHT€praHCOKIETOYHOTO
TUCTHOIMTO3a HanboJee XapakKTepeH UMMYHOTTPO(ITb:

A CDla+, langerin/CD207+

b desmin+, myogenin+

B cytokeratin+, EMA+

I WT1+, PAX8+

A. CDla+, langerin/CD207+.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
Bribepure oqun npaBuibHbIN oTBeT. Knetku bepesosckoro-
[IItepuOepra Hanboiee XapaKTEPHBI IS
A knaccuueckoit TuM@ombl X0IKKIHA
T1IK-5 22 b A A. Knaccruueckast num¢oma X0oKKHHA.
b numdomsr bepkurra
B HelipoOmacTombl
I MuenoniHON CapKOMBI
Bribepure ouH npaBUiIbHBIN 0TBET. MOpQoiorudeckuii naTrepH
«3BE3IHOr0 HEDAY HanboOIee TUIINYEH JUIS:
A nmumdomsr bepkurra
TIK-5 23 b P A. Jlumdoma Bepkurra.
b knaccudeckoit mum¢ompl X0HKKUHA
B domnukymsipHO rUniepriiazum
[" TaHrepraHCcoKJIETOYHOr0 TMCTUOLUTO3a
Bribepure ouH npaBUIbHBIN OTBET. JlJ1s FOBEHHIIBHOTO
MHEJIOMOHOLIUTAPHOTO JIEMK03a XapaKTepHA MPUHAIEKHOCTD K:
A MHENnoIUCIIIaCTUYECKIM/MUEIONPOIn(EepaTUBHBIM HEOIUTA3HSIM
A. MuenoaucruiacTuuecKkas/MuenonpoarudepaTuBHas HEOIIa3Hus
T1IK-5 24 | metckoro Bo3pacrta
JETCKOI'0 BO3PACTA.
b 3penoknerounsiM B-mumdpomam
B mi1a3mMoKI€TOYHBIM HEOIIIA3UsIM
I" onyX0JIIM THCTHOLIUTAPHOT'O MPOUCXO0KIAECHUS
3aaHus OTKPBITOTO TUIIA
Mopdonornueckuii METO]] OLIEHUBAET OJIACTHBIC KIIETKH, HX
LUTOJIOTUYECKUE OCOOEHHOCTH U COCTOSTHUE KOCTHOTO MO3Tra, HO
o . . ero crenuuuHOCTh orpannyeHa. MmyHodeHoTUIHpOBaHNE
[IpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN
. . OTIpe/IeIISIeT JIMHUIO U CTENEeHb CO3peBaHus OJaCTOB, IO3BOJISET
otBeT. CpaBHUTE MOP(OIOTUYECKUI, UMMYHOJIOTUYECKUHN 1
YK-1 25 pasrpannuuBath B-, T-nmumponnyo 1 MHETOUAHYIO

MO.HeKyJIHpHO-I‘eHeTI/I‘IeCKI/Iﬁ IIOAXOAbI K KJIaCCI/I(bI/IKaI_[I/II/I OCTpBIX
JIEUKO30B Yy JIETEH.

muddepeHnpoBKy. LlutoreneTnueckue U MOJIEKyJIsIpHbIE
MCCIE0BAHUS BBISBISIOT HO30JIOTMUECKH M MPOTHOCTUYECKU
3HaYUMBIE NIEPEeCTPOKHN U MyTauuu. MiTorosas kinaccuduxaius
OCTpOTO JIeiK03a OIHKHA ObITh HHTETPUPOBAHHOM.




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA

YK-1
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[IpounTaiite 3a1aHKe U 3aITUIIUTE pa3BEPHYTHIH 000CHOBAHHBII
otBeT. CocTtaBbTe AU PepeHInaTbHO-TMaTHOCTUYECKUN aJITOPUTM
reHepATM30BaHHOM JIMMQaeHOATHH Y PeOCHKA C YU4ETOM
PEaKTUBHBIX MPOIECCOB, TUMGPOMBI XOKKHHA U HEXOIKKUHCKHUX
auMdomM.

ANTOpUTM BKIJIIOYAET OLIEHKY AJIUTEIBHOCTH U
pacnpocTpaHEeHHOCTH JTUM(aeHONaTHH, KITHHUYECKUX
MPU3HAKOB UH(PEKIMH U CUCTEMHBIX CUMIITOMOB, OOIIMI aHAIN3
KpOBH U HallpaBJIeHHbIE JabopaTopHble uccaeaoBanus. [1pu
CTOMKOM MM TOJ03pUTENBHON JINM(paATCHOIATUI
MpeNNoYTUTENbHA SKCIIM3UOHHAs OMONCHUS IUM(AaTHYECKOro y3ia
C COXpaHEHUEM apXUTEKTYyphl. PeakTuBHBIE ITpOLIECCHI
XapaKkTepU3YIOTCSl COXPAHHOMN WJIM PEaKTUBHO U3MEHEHHOU
apXUTEKTYPOH U MOIUKIOHATBHOCTHIO; TUM(POoMa XOKKHUHA -
IUarHOCTUYECKUMHU KJIETKaMHU Ha XapakTepHOM (OHE;
HEXOKKUHCKHE JIUM(OMBI - MOHOTOHHOH OITyXO0JIEBOI
MOMYJISIUEH ¢ COOTBETCTBYIOIIMM UMMYHHBIM (heHoTHnoM. [1o
ITOKA3aHUSM BBIIIOJIHAIOT UCCIEA0BAHUE KIOHAIIBHOCTU U
MOJIEKYJISIPDHBIE TECTBL.

YK-1
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[IpounTaiite 3a1aHKe U 3aIUIIUTE pa3BEPHYTHIH 000CHOBAHHBII
otBeT. O0BACHUTE, KaK BO3PACT, JTOKATU3ALHSL, MOPOIOTHS U
WMMYHHBIH ()€HOTHUI TOMOTAIOT pa3rpaHu4uBaTh B- u T-
nuM@obracTHbIe Heorasun, mmMpomy bepkurra u
aHaIIaCTUYECKYI0 KPYIMHOKIIETOUHYIO JIUM(pOMYy.

B-mumpobnacTHas Heora3us yarie BOBJIEKaeT KOCTHBIA MO3T,
nuMbaTHUYEeCKHe y3IIbl, KOXKY U Ipyrue opransl; T-
mumoOIacTHast - 0COOCHHO XapakTepHa I MOJAPOCTKOB U
omyxoJyi cpeaoctenusi. O6e 06b19HO Fkcnpeccupyrotr TdT u
MapKepbl COOTBETCTBYIoNIEH muHnu. Jlumdpoma bepkurra y nereit
4acTo MOpakaeT OPIOUTHYIO MOJIOCTh, UMEET (DEHOTHUT 3penbIX B-
knerok CD20+, CD10+, BCL6+, ouens Bricokuii Ki-67 u
nepectpoiiky MY C. Anannactuueckas KpymHOKIECTOUHAs
muMpoMa XapaKTepU3yeTCsl KPYITHBIMH aHATIACTUISCKUMU
CD30+ kierkamu; y nereit 3HauuMm ALK-craryc.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
K ructronutapHbIM U JEHAPUTHOKIETOUHBIM HEOIUIA3USIM
OTHOCAT JIAHT'€PraHCOKJIETOYHBIN THCTHOLUNUTO3, TUCTUOLIUTAPHYIO
. . . CapKOMy, OIIyXOJIU ACHJIPUTHBIX KJIETOK U pAJ PEAKUX MIPOLIECCOB;
[TpounTaiite 3a1aHMe U 3aUIIUTE pa3BEPHYTHIH 000CHOBAHHBII PKOMY, OTLy JICHIP P et pont ’
. B JIETCKOM BO3pacTe Takke BaxxHa nuddepeHuanbHas
otBeT. [Ipoananusupyiite rpynmny ruCTHOLUTAPHBIX U . N
. . JMAarHOCTHKA C FOBEHWIBHOM KCAaHTOI'PaHyJIEMOM U PEaKTUBHBIMU
VYK-1 28 | IeHAPUTHOKIIETOYHBIX HEOIUIa3ui y JETEH, BKII0Yas peIKue
. . rucTuonuTo3amMu. Mopdosiorust 4acTo nepeKphIBaeTCs, MO3TOMY
¢dopmbl, 1 000CHYHITE POJIb UMMYHOTUCTOXUMHUH U MOJIEKYJISIPHOM .
HATHOCTHK HeoOxoauMa manenb Mapkepos: CD1a u langerin st
’ JIAHT€PraHCOKJIETOYHOIO MPOIECCa, TUCTUOLUTAPHBIE MAPKEPHI
JUISL IPYTHUX JIMHUM, a TAK)KE MOJIEKYJISIPHOE UCCIIEA0BAHUE
MAPK-nyTH B COOTBETCTBYIOIIUX CIyYasiX.
BepositHa kiaccuueckast mumdoma X0oIKKUHA.
CuryanuonHas 3amada. B 6uonrare numdarudeckoro ysmna y N .
Mopdonoruueckuii KpuTepui - KpynmHble KIETKU
IIOJIPOCTKA BBISIBJIEHBI KPYIIHBIE IBYSEPHBIE KIETKH C
XomxkuHa/bepesosckoro-1ltepadepra, Hepeako NBysSIEpHEIE, C
BBIPXEHHBIMU SAPBIIIKAMH Ha (JOHE CMEIIaHHOTO
IK-5 29 KPYITHBIMHU 303UHO(PUIHHBIMHU SIPBIIIKAMH, Ha (POHE CMEIIAHHOTO
BOCTIAJIMTEIBHOTO HH(UIbTpaTa. Onpenenure BeposITHYIO .
HO30JIOTHIO U IEPEYUCIIUTE OCHOBHBIE MOP(OIOrHuecKue u PEAKTHBHOIO MHQUILTpTa. THIMIHbI IMMYHOIPOGIIL:
. Homcmmlimecme e p CD30+, wacto CD15+, cnaGas skcnpeccus PAXS, o6srano CD45-
Y PHTCPHH. . I1o mokazanmsim orennBaioT EBV/EBER.
HaubGonee Bepositna numpoma bepkurra. Heo6xomumpl
CutyanmonHas 3aa4a. Y peOeHka 7 JieT B Ouornrare ormyxoyu MMMYHOTMCTOXUMHUYECKHE MAPKEPHI 3penon B-kineTounoin
OPIOIIHOM MOJIOCTH OmpeesieTcss MoHOMopdHas mponudeparus muddepenmmpoku (CD20/PAXS), repMuHAIBHOTO IIEHTPA
I1K-5 30 | cpenaux TUMQPOUTHBIX KJIETOK C MHOTOUMCIIeHHBIMU Makpodaramu, | (CD10, BCL6), Ki-67 06bruno 65m30k k 100%; BCL2 06b14HO
(hopMUPYIOIUMH KapTHHY «3Be3aHOTO Hebay. ChopMynupyiiTe OTCYTCTBYET WM cl1a0biii. Ho300THI0 MOATBEPKAAOT
BEPOSTHBIN TMArHo3 M I1aH MOp(oIoruueckon BepuduKaum. BbIsIBJIEHHEM IlepecTpoiiku MY C 1 HCKIIIOUeHnEM ApYTUX
BBICOKOArpeCcCUBHBIX B-KiIeTOUHBIX TUMQOM.
JlaHrepranCcoKJIETOYHBINA TUCTUOLIMTO3 XapaKTEPU3yETCS
KJIETKaMU ¢ 00pO314aThIMU WK CKJIQA4aThIMU SPaMH, 4acToO B
[IpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN COYETaHUH C Y03MHO(PHUIAMU U BOCHAIUTEILHBIM (DOHOM.
otBeT. OnuImmuTe MaToMopQoIOTHIECKUE 1 NMMyHOTHCTOXMMUYECKH KIIETKH 3Kcnpeccupytotr CDla,
I1K-5 31 | IMMYHOTHCTOXMMHUYECKHE NPU3HAKH JIAHT€PTaHCOKIETOYHOIO langerin/CD207 u 066140 S100. B oTimune ot peakTUBHBIX

THCTHOIIMTO3a U €T0 OTIMYHS OT PEaKTUBHBIX THCTHOIUTAPHBIX
MPOLIECCOB.

THCTHOIMTAPHBIX POLIECCOB, UMEETCS KJIOHATbHAS
nponudepanus; y 4acTi OOJbHBIX BBISBIAIOTCS U3MEHEHUS
MAPK-nyTtn, Bxmodass BRAF. Jlnarno3 oCHOBBIBAIOT Ha
COBOKYMHOCTH MOP(OJIOTHH U IMMYHHOTO ()éHOTHIIA.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
KOBeHMIIbHBIN MUETTOMOHOLIMTAPHBIN JIEUKO3 - peliKasi KIIOHAJIbHAs
MHUEJIONIHAS HEOILIa3Hs MPEUMYILECTBEHHO PAHHETO JAETCKOTO
[TpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN BO3pacTa. XapaKkTepHbI CTOMKHI aOCOIIOTHBI MOHOLIUTO3
oTBeT. /laliTe XapaKTEepUCTUKY IOBEHUIBHOTO nepudepruyeckoil KpoBu, MueNonpordeparys, crijieHoOMeranus,
I1K-5 32 | MMETOMOHOLIMTAPHOIO JIEIK03a KaK pEAKON MaTOJIOTUU AETCKOIO orcyrctBue BCR::ABL1 u, xak npasuio, menee 20% 61acToB.
BO3pAaCTa, YKAKUTE KIFOUEBbIC KIIMHUKO-MOP(OIOTHIECKUE U Tunuunel akTuBupytonme n3mMeHeHus: RAS/MAPK-mytu:
MOJIEKYJIIPHBIE TPU3HAKH. PTPN11, KRAS, NRAS, NF1, CBL; gacto nossitien HbF.
Mopdonoruueckoe ucciae0BaHue AOMOTHSIIOT
LIUTOT€HETUYECKUM U MOJIEKYJISIPHBIM aHAJIU30M.
Pazgen 3. Ilatomopdosiorust SMOpHOHATBHBIX U BUCIIEPATbHBIX COJIMIHBIX OMYXOJIeH JETCKOTO BO3pacTa
3aJlaHus 3aKpHITOrO THIA
BriGepute onun npaBuibHbIN 0TBeT. Kakoit nmpuHIMN Hanboee
Ba)XCH IIPU UHTEPIPETALNN MAJIOKJICTOYHON OIYXOJIH OpIOLTHOM
MOJIOCTH y peOeHka?
VK-1 33 A o1IeHMBAaTh TOJIBKO pa3Mep OIMyXOJu b. YuuTsIBaTh BO3pacT, OpraH Npoucx0oXJIeHHsI, MOP(OIOTHIO U
b yuuteIBaTh BO3pacT, OpraH NpoucxoxaeHus, MophoIoTHIO U ITaHEJIb MapKEPOB.
IIaHEJIb MapKepOB
B ucnonp3oBaTh 0MH yHUBEPCAIBHBIIT UMMYHOMapKep
I" MCKIIIOUNTB MOJIEKYJISIPHBIE METO/IbI
Y cTaHOBUTE COOTBETCTBUE MEXKAY OIYXOJIbIO U
[IPEUMYILIECTBEHHOM JIOKAIU3aLUEH.
A Hedpobmacroma
b perunoGmacroma
VK-1 34 B renaro6mactoma A-2: B-1: B-3: T-4.

I" mneBpomynbMOHaIBHAS OJIacTOMa
1 ceTuaTka

2 moyka

3 re4YeHb

4 nerkoe/meBpa




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA
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Bribepure oquH npaBUIbHBIN OTBET. J{J1s peIKIX 3MOpHUOHATBHBIX
OMYyXOJICH y IETe COBpEMEHHAs TMarHOCTHKA Yalle TpeoyeT:

A TOJIBKO MaKpOCKOIINYECKOTO OITUCAHUS

b unTerpanuu Mmop¢osioruu ¢ UMMYHOTHUCTOXUMUYECKUMU U
MOJIEKYJISIPHBIMH JIaHHBIMH

B otka3za ot mopdonoruun

I" mocTaHOBKM IMarHo3a TOJbKO IO BU3YyaJIN3aluu

b. UnTerpanus mopdonoruu ¢ MMMYHOTHCTOXUMUYECKUMU U
MOJICKYJISIPHBIMH JTAHHBIMHU.

YK-1
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BriGepute oqun nmpaBuibHBIN 0TBEeT. Hanboee parmonanpHas
TaKTHKa MPU OOHAPYKEHUH BYCTOPOHHUX OMYXOJIEBBIX y3JIOB B
MOYKax y peOCHKa BKIIIOYACT:

A uckimoueHre HepOreHHBIX OCTATKOB U3 aHAIHM3a

b onenky HedpobimacromMarosza/HedporeHHbIX OCTAaTKOB U
CHHJIPOMAJILHOW MPEPacOI0KEHHOCTH

B nuarnos Tonpko 1o pasmepy y3JoB

I" oTka3 ot Mopdonorndeckoil BepupuKaIiy BO BCEX Caydasix

b. Ouenka nedppobiaacromaro3a/HepOreHHbIX OCTATKOB U
CHH/IPOMAJIBHOM MPEIPACIIONIOKEHHOCTH.

I1K-5

37

BriGepuTe o1uH mpaBUIIBHBIN OTBET. TUITHYHBIN OMyXOJIEBbII
MapKep remaro0IaCTOMBI, OIEHUBAEMBIN B KIIMHUKO-
MOP(OJIOTHIECKOM KOHTEKCTE:

A anba-peronporenH

b Tponnonnn

B xanmsnuToHUH

I" mpokaabIUTOHUH

A. Anbsda-deronporenn (ADII).

I1K-5
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Bribepure oquH npaBuiibHbIN oTBeT. [lieBponyapMoHaIbHAS
0J1acTOMa OTHOCHUTCS K:

A penKuM OIyXOJIIM JIETKOI'0 AETCKOTO BO3pacTa

b 3penoknerounsiM mumdpomam

B onyxonsM IUTOBUAHOM KeEJI€3bI

I" onyxomsiM ceTyaTku

A. Penikasi ommyxoJib JIETKOTO JIETCKOTO BO3pacTa.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
Bribepure ouH npaBUIIbHBIN OTBET. J{JIs OIyX0JH KEeITOYHOTO
Melika HanboJiee XapakTepHa SKCIIPECCHSI:
A AFP
[1K-5 39 . A. AFP.
b myogenin
B GFAP
['CDla
Bribepure ouH npaBUIbHBIN OTBET. Pekoit 3710kauecTBEHHOM
OITYXOJIBIO TIOJIKETYTIOYHOM HKEJE3bl IETCKOTO BO3pacTa sIBISIETCS:
A mankpeaTobiacTroma
T1IK-5 40 | b mpoTokoBas ageHOKapIIMHOMA KaK HanOoJee TUMUIHAS JIeTCKas A. IlankpearobiiacToma.
OIlyXO0JIb
B nockokieTouHblii pak
I me3oTenoma
3aaHus OTKPBITOTO TUIIA
Hedpobnacroma - omyxoab MOYKH, 9aCTO TPEXKOMITOHEHTHAS
(6bmactema, smuTENM, CTpOMA), C OIICHKOW aHaIlJIa3uH U
HedporeHHbIX ocTaTkoB. Heiipobiactoma - omyxosb
CUMITaTUYECKON HEPBHOM CUCTEMBI U3 MEJIKHUX HEHPOOIacTOB ¢
o N . HEHUpPONWIEM U BO3MOKHBIMU po3eTkamu ['omepa Paiita; BaxHBI
[IpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN
crenenb co3peBanus 1 MY CN-cratyc. ['enato6nacToma -
otBeT. CpaBHUTE MOPQOJIOTHIO U JUATHOCTUYECKUE AJITOPUTMBI
YK-1 41 SMOpHOHANIbHAS OIYXO0Jb [IEYEHU PaHHETO JIETCKOTO BO3pacTa C

He(hpoOIacTOMBI, HEHPOOIACTOMBI M TENATO0IACTOMBI KaK
TUIMYHBIX SMOPHOHATIBHBIX OIMYXOJICH JETCKOr0 BO3pacrTa.

(dheTambHBIM U/WUITH YSMOPHOHATBHBIM SITUTEIUATBHBIM
KOMITOHEHTOM, MHOT /12 ME3€HXUMAaIbHBIMH JIEMEHTAMHU;
KJIMHAYECKH OOBIYHO cOMpoBOkaaeTcs mopbieHueM ADIL. Jlns
BCEX TpeX Heo0XoaAuMa HHTErpaius MophoIoru,
MMMYHOTUCTOXHMHH, BO3PACTA, JTOKATU3AINH U MOJICKYIISIPHBIX
JTAHHBIX.




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA
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[IpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN
otseT. [Ipoanann3upyiite IMarHOCTUYECKOE 3HAYCHUE BO3pacTa
MALUEHTA, JJOKAJIM3aLlUH OIIyXOJIM U CBIBOPOTOYHBIX MapKEPOB IIPH
SMOPHOHAIBHBIX U TEPMUHOT€HHBIX OIYXOJISIX.

Bospact u nokanu3zanus CynecTBEHHO CYKarT JTUarHOCTUYECKUN
psan: HeppobiacTtoma U HEMPOOIACTOMA TUITMYHBI 1711 pAHHETO
JETCTBA, PETUHOOIACTOMA - JIJIS IETEH MEePBhIX JIET KU3HU,
KOCTHBIE CapKOMBI Yallle BCTPEUAIOTCsl y CTapIINX AeTel U
oIpocTKOB. ChHIBOPOTOYHBIE MAapKepPhl TOMOTAIOT BEpU(UKALIUN
n HaOmoaeHuto: ADII xapakTepHO MOBBIIIACTCS TIPH
rernaTo0JIacToOME M OIyXOJIM KEIATOYHOro Merka, 6era-XI'Y - npu
YacTHU TePMUHOTEHHBIX OITyXOJel, KaTeX0JIaMHUHOBbBIE
MeTtabonutel 1 NSE ncnons3yrores npu HelipoOimactome. Mapkep
He 3aMeHseT MOP(OIIOTUYECKYIO BEpU(PHUKAIIUIO U OLIEHUBAETCS B
KJIMHUYECKOM KOHTEKCTE.

YK-1
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[TpounTaiite 3a1aHMe U 3aIUIIUTE pa3BEPHYTHI 000CHOBAHHBII
otBeT. CocTaBbTe ArOpuT™ AU PepeHnnanbHON qUarHOCTHKI
OITYXOJIU TIEYEHHU y peOeHKA, BKIIIOYMB T'eNaTo0IacTOMY,
rernaToLEIUTIOSIPHYIO KapIIMHOMY U I0OpOKadecTBEHHbIE
MOPaXKEHHUS.

JIMarHoCTUKY HAaYMHAIOT C KIIMHUKO-JTy4€BOI OLIEHKH U YPOBHS
A®II. ITpu renatobiiacToMe y MaJleHbKOTo peOeHKa OOBIYHO
BbIpakeHHO MOBbIIeH ADII, MOphOITOTHYECKH BBISBIISIOT
¢betanbHBIe/AMOPHOHATIBHBIE SMUTENUAIBHBIE CTPYKTYPBI,
BO3MO’KEH ME3EHXUMAaJIbHbIN KOMIOHEHT. | enaronemnonspHast
KapIMHOMa Yallle BCTpeyaeTcs y 0osee CTapiinx JeTel, IMeeT
TpaOEKyISIPHBINA UK TICEBOKEIE3UCTHINA POCT U
rernarouesIoaspHble Mapkepsl; ADII noBbllIeH He Beeraa.
JloOpokadecTBEHHbIE OOpa30BaHMS OLICHUBAIOT 110 TUITUYHOU
apXHUTEKType, OTCYTCTBUIO 3JI0KAUECTBEHHOM aTUIHNU U
COOTBETCTBYIOIIUM KIMHUKO-JTy4eBbIM Npu3Hakam. [Ipu
HeoOxoqumoctu mpuMenstoT HepParl, arginase-1, glypican-3,
beta-catenin u 1pyrue Mapkepbl B COCTaBe IMAHEIIH.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIeTEeHIIMH | 1I/1
Hedporennsie ocTaTku - MEPCUCTUPYIOIINE OYaru
AMOPHOHAIILHON TTOYEYHOW TKaHU, KOTOPHIE paCCMAaTPUBAIOT KaK
NPEIIECTBeHHUKH YacTH HepoOacToM. MHOKECTBEHHBIE WIIH
[TpounTaiite 3a1aHKe U 3aIUIIUTE Pa3BEPHYTHIH 000CHOBAHHBII muddys3Hbie ocTaTku popMuUpyrOT HedpobdaacTomaTo3. Mx
VK-1 44 | OTBET. OOBsicHUTE 3HAUECHUE BBISIBICHUS HEPPOTEHHBIX OCTATKOB, BBISIBIIEHHE, 0COOEHHO MPU ABYCTOPOHHHUX OITyXOJISIX, TOBBIIIACT
He(pobaacTomMaro3a U JBYCTOPOHHETO MOPAXKEHUsS OYEK JUIs BEPOSATHOCTh HACJIECTBEHHOM MM CUHIPOMAJILHOM
OLICHKH ITaTOI'€HE3a U PUCKA OITyXO0JIEBOU MIPEAPACIIONOKEHHOCTH. npeapacnoiaokeHHoctTu u Tpedyer ouenku WT1/11pl13, 11plSu
JPYTUX COOTBETCTBYIOIUX MEXaHU3MOB. DTHU JaHHbIE BaXKHBI JUIs
pHCKa KOHTpalaTepaIbHON OMYXOJH U HOCIETYIOLIETo
HaOJIIOICHNS.
Haubonee BepositHa remaro6iactoma. Kputepuu: Bo3pact
PaHHErOo JETCTBA, OIyXO0JIb IIEUEHH, 3HAUUTEIbHOE MTOBBIIIIEHNE
CuryanmonHas 3aa4a. Y peOeHka 3 JIeT BBISIBICHO 00bEMHOE
AOII, Hannyue ¢peTaaTbHOro ¥ SMOPHOHAIBHOTO SIMUTETHATEHOTO
oOpa3oBaHme MeUYeHU, YPOBEHb alib(a-peTonpoTernHa 3HaYUTETHHO
KOMIIOHEHTOB; BO3MOXXHBI U APYTH€ FMCTOJIOTNYECKUE
I1K-5 45 | noBsbilIeH. B 6uoncun oOHapy)eHb! (eTanbHble U SMOPHOHATILHBIC
y N KOMIOHEHTHI. /|11 Bepru(uKaluu OLeHUBAIOT apXUTEKTYpy U
AMUTENNATIbHBIE CTPYKTYphl. ChopMyIHpyHTe BEPOSITHBIM JHArHO3
. LUTOJIOTHIO, BBITOJIHAIOT MMMYHOTHCTOXUMMIO 10 MTOKa3aHUSIM U
U TIEPEUNCIIUTE KPUTEPUU MOP(OIOTHYECKO BepuUKAITUH.
COIOCTABJIAIOT C KIIMHUYECKUMU M JTyYeBBIMHU JTAHHBIMH; TIPH
HE00XOAMMOCTH MCIIOJIB3YIOT MOJIEKYJISIPHBIE METOIBL.
Haubonee BeposTHA MIeBpomyIbMOHaNbHas OnactoMa. [l Hee
CutyanuonHas 3a1a4a. Y MJIaJeHIIa BbISIBIIEHA KUCTO3HO-COJIHIHAS . . .
Lo TUIIMYEH JIeTCKUM BO3pACT M KMCTO3HBIN, KUCTO3HO-COJINHBIN
oIyxoJib Jierkoro. CeMelHbli aHaMHE3 COIEPKUT CBEACHUS O .
VI COJIMIHBINA XapaKTep MOpaKeHUs JIETKOT O/ TIIIEBPHI.
I1K-5 46 | penkHx OIMyXOJsX AETCKOro Bo3pacrta. Onpenenurte Hanbosee

BEPOSATHYIO HO30JIOTHIO U YKA)XKHUTE, KaKyl0 HACJIEeICTBEHHYIO
MPEAPACIIONO0KEHHOCTD CIEIyeT YUUTHIBATb.

Heo6xoaumo yuuThIBaTh CHHIAPOM OIYXOJICBOM
npeapacnonoxxkennoctd DICER1 u pekoMmeHnioBath
COOTBETCTBYIOIIEE MEAUKO-TeHETUYECKOE 00CIeJOBAHUE CEMBH.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
Pernnob6nacToma npeacTaBieHa MEJIKUMA
HenudGpepeHIMPOBaHHBIMU KJIETKAMH; TPU3HAKOM
Hepo3KTOAepMATBLHOM 11D (HEPEHIIUPOBKY SBISIOTCS PO3ETKU
[TpounTaiite 3a1aHKe W 3aNUIIUTE pa3BEPHYTHIH 000CHOBAHHBII dnekcHepa-BunTepiraitHepa, mpu 60J1ee BRIpaKEHHOM
MK-5 47 | OTBET. Onwumute MOp(HOIOTHIO PETHHOOIACTOMBI, IPU3HAKU CO3pEBaHMM BO3MOXKHBI (iepeTThl. YacThl HEKPO3 U
muhGepeHIIMPOBKN 1 OCHOBHBIE (DaKTOPBI, YIUTHIBAEMBIC TIPH kanbudukamnus. [Ipu marogoroaHaTOMHYECKOM OIEHKE OCOOCHHO
[1aTOJIOTOAHATOMUYECKON OLIEHKE PUCKA PACTIPOCTPAHEHUS. BaYKHBI MHBA3Msl 3pUTEIBLHOTO HEPBA, XOPUOUIEU, CKIIEPHI U
MepEeIHEro CerMeHTa, MOCKOIbKY 3TH MPU3HAKH CBSI3aHBI C PUCKOM
AKCTPAOKYJISIPHOTO PaCIPOCTPAHEHUs. Y UUTHIBAIOT TAKXKE OJHO-
WJIM IBYCTOPOHHOCTH U JaHHble 0 RB1-nipeapacnonokeHHOCTH.
[TankpeaTobiacToMa - pelikas 37I0Ka4eCTBEHHas OIyXO0JIb
MOJIKETYJOYHOM Kele3bl IETCKOro BO3pacTa, OOBIUHO C
alMHApHOH U HepeHITMPOBKON U XapaKTEPHBIMU
[IpounTaiite 3a1aHMe U 3aIUIIUTE pa3BEPHYTHIH 000CHOBAHHBII MJIOCKOKJIETOYHBIMU/CKBAMO3HBIMU KOPITyCKyIamu. Bo3amoxHa
MK-5 48 | OTBET: Jaiite maroMop(oIOruIecKyIo XapaKTepUCTUKY sKcIpeccHst pepMEeHTOB aluHApHOU L[H(b(pepeHquOBKH; HEPEIKO
MaHKPEeaToOIaCTOMBI U IIEPEUUCITUTE OMYXO0JIU, C KOTOPBHIMU €€ BbIABIsIIOTCS M3MeHeHuss WNT/beta-catenin-mmyTu.
cienyet auddepeHInpoBaTh y peOeHKa. JuddepennnanpHas TMarHOCTUKA BKIIIOYAET
AIMHAPHOKJIETOYHYIO KapIIUHOMY, COJIHIHO-TICEBIONANMUIUISIPHY IO
OIlyXO0J1b, HEHPOIHAOKPUHHYIO OITyX0JIb U APYTUE PEIKUE
OITYXOJIH MOKETYJOUHON HKeJe3bl.
Paznen 4. Ilaromopdonorus omyxouneit [IIHC, kocTel 1 MATKUX TKaHEH y eTei
3agaHus 3aKpbITOrO TUIA
Bribepure ouH npaBUIbHBIN OTBET. {15 coBpeMeHHON
TUArHOCTUKHU capkombl FOuHTa Hanbosaee 000CHOBaH MOIXOI:
A NTMarHo3 TOJIbKO 1O BO3PACTY
b. Mopdonorus, IMMyHOTHCTOXUMHSI U TIOATBEPXKICHHUE
YVK-1 49 | b mopdornorus, UMMYHOTHCTOXUMUS U TTOATBEPKICHUE

XapaKTEPHOU MOJIEKYJISIPHOU IIEPECTPOUKHU
B tonwpko pertrenorpadus
I ToJIbKO YpOBEHb LIET0YHOH (ochaTazbl

XapaKkTepHOU MOJIEKYJISIPHON EPECTPONKH.




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA

YK-1

50

VY cTaHOBUTE COOTBETCTBUE MEKY OIYXOJIBIO U JUATHOCTUYECKUM
MIPU3HAKOM.

A pabnomuocapkoma

b atunuynas teparouaHO-pabaouaHAS OITYXOJIb

B undantunsaas pudbpocapkoma

I" ocreocapkoma

1 mpoayKIiusi OIyX0JIEBOTO OCTEOUAa

2 nmotepst INI1T/SMARCBI1 B THIHYHBIX CITydasix

3 muorenHas auddepenurpoBka ¢ myogenin/MyoD1

4 xapakTtepHas 1ig yactu ciaydaeB nepectpoiika ETV6-NTRK3

A-3; b-2; B-4; I'-1.

YK-1
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Bribepure oaun npaBuiibHbIN oTBeT. [lpu HenuddepeHIpoBanHoMi

KPYTJIOKJIETOYHON CapKoMe y peOeHKa He0OX0IuMO:

A aBTOMaTHYECKU JUarHOCTUpoBaTh capkomy FOunra

b mpoBoauTh nuddepeHranbHy0 AMarHOCTUKY C MOJIEKYJISPHO-
OIpeIeNIIEMbIMU KPYTJIOKIIETOUYHBIMU CApPKOMaMH

B He BBINOJIHATH UMMYHOTUCTOXUMHUIO

" oleHMBAaTh TOJIBKO HEKPO3

b. [IpoBoauth nuddepeHInanbHy0 JHAaTHOCTUKY C
MOJIEKYJIAPHO-ONIPEAEIAEMBIMUA KPYIVIOKIETOYHBIMU CAPKOMAaMHU.

YK-1
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BriGepute oquH mpaBUiIbHBIN 0TBET. UHTErprpOBaHHBIN JUATHO3
omyxonu [THC y pebeHka MOKET yUYUTHIBATD:

A TOJBKO JTOKaIN3AIIIO

b rucronoruio u MoneKyIJIsIpHbIE XapaKTEPUCTUKU

B TosibkO BO3pacT

I" Tonbko pmanasie MPT

b. I'uctonoruto u MoJIEKyJISIpHbIE XapaKTEPUCTUKH.

I1K-5
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BriGepute onuu npaBuibHbIN 0TBET. O0sA3aTEIHHBIM
MOp(}OTOrHYeCKUM MPU3HAKOM OCTEOCAPKOMBI SIBIISIETCS:
A TIpOAYKIIMS OITyXO0JIEBOTO OCTEOU/ 1A 37I0KaUe€CTBEHHBIMU
KJIETKaMu

b nanuuue 3penoit KUpPOBON TKaHU

B Hanuuue ruanuHOBOTO Xpsiia 0e3 aTUIuu

I popmupoBanue xemne3

A. Tlpomykiust OIyXoJeBOTO OCTEOU/ 1A 3JT0Ka4YeCTBEHHBIMU
KJIETKaMH.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
Bribepure oauH npaBuiIbHbIN O0TBET. {715 pabaoMuocapKoMBI
HauboJjee XxapaKTepHa 3KCIPECcCHsi:
[1K-5 54 A desmin myogemn/MyoDl A. Desmin u myogenin/MyoD1.
b CDla u langerin
B PAX8 u WT1
I GFAP u OLIG2
Bribepure onun npaBuibHbIN oTBET. [loTeps siaepHO Kcpeccun
INI1T/SMARCBI siBisieTcst BaXXHBIM THarHOCTUYSCKUM MPU3HAKOM:
T1IK-5 55 A aTUIIIHOI TepaTONAHO-PaO O AHOI ontyxonH A. ATuninuHas TepaToUIHO-Pa0OUTHAS OMTYXOJIb.
b ocTeomsl
B mumdomsr bepkurra
I" renaro6y1acTOMBI
Bribepure oaun npaBuibHbIN oTBeT. Anuddysnas cpenunHas
[JIMOMA JETCKOI'O BO3PAacTa OTHOCUTCS K OIMYXOJISIM, JUIsl KOTOPBIX
0Cc00EHHO Ba)KHO:
IK-5 56 | A yuuThIBaTh MOJIEKYJISIPHBIN CTATyC TUCTOHOBBIX M3MEHEHMI A. YuuTbIBaTh MOJEKYJSPHBINA CTAaTYC TUCTOHOBBIX U3MEHEHHIA.
b ouieHuBaTh TOJNBKO KAJIBIU(PUKAIIHIO
B uCKII04NTE MOJIEKYIISIPHOE UCCIIEI0BAHNE
I" TMarHoCTUPOBATh MO Pa3MEPY OMYXOJIH
3aaHus OTKPBITOTO TUIIA
Capkoma FOuHTa 00BIYHO COCTOUT U3 MOHOTOHHBIX METTKUX
KPYTJIBIX KJIETOK, 4aCTO UMEET MeMOpaHHyI0 3kcnpeccuto CD99 u
XapakTepHyo nepectpoiiky reHos cemerictBa EWSR1-ETS, uae
[IpounTaiite 3a1aHKe U 3aIUIIUTE pa3BEPHYTHI 000CHOBAHHBII EWSRI1::FLI1. CIC-peapanxupoBaHHas capkomMa MOKET OBITh
VK-1 57 | OTBET. Cpasnute capkomy lOunra, CIC-peapanxupoBaHHYIO 6onee meoMopHoOIA, yacTo s3xcnpeccupyer ETV4, a nuarxos

capkoMy U capkomy ¢ n3ameHeHusiMu BCOR kak BapuaHTbI
KPYIJIOKJIETOYHBIX CAPKOM JIETCKOTO M MOJIOJIOIO BO3pacTa.

noaTeepxkaatoT nepectpoiikoit CIC. CapkoMbl ¢ U3MEHEHUSAMU
BCOR Bxmouator onyxonu ¢ BCOR::CCNB3 u apyrumun
n3MeHeHusaMH; Bo3MokHa skcrpeccuss BCOR u CCNB3. Otu
HO30JIOTHH HEJb3sI 00BEANHATH TOJIBKO 110 MOp(oIoTHu:
TpeOyeTcs LieseHanpapIeHHasi MOJICKYIgpHas Bepudukarusi.




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA

YK-1
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[IpounTaiite 3a1aHKe U 3aIUIIUTE pa3BEPHYTHI 000CHOBAHHBII
otBeT. COCTaBbTE AITOPUTM MOPQOIOTHUECKON JUATHOCTHUKI
OITyXOJIHM MSTKUX TKaHEH y peOeHKa C y4eToM JINHUU

(G epeHIIUPOBKH, UMMYHOTUCTOXUMHUH U MOJIEKYJISIPHBIX
MapKepoB.

AJITOpYUTM HaYMHAETCS C BO3PACTA, JIOKAIU3AIMU U TAHHBIX
BU3yaJIM3all1H, 3aT€M OLIEHUBAIOT THCTOJIOTUYECKUN MMATTEPH:
BEPETEHOKJICTOYHBIN, KPYTJIOKJIETOUHBIN, SITUTEIIMOU IHBIN,
MUKCOHWJIHBIN U Ap. [lepBuyHas UMMyHOTHCTOXMMUYECKAs [TaHEIb
JOJKHA OTPEJIEIIUTh BEPOATHYIO JTMHUIO TU(DHEPEHITUPOBKH U
UCKITIOYUTH TUM(OUIHbIE, STUTENNAIbHbIE, MUOTCHHBIE,
HEHpalbHBIE U COCYIUCTHIE onyxouu. ITocie cyxenus
JIMarHOCTHYECKOTO psJia UCIOIb3YIOT crielupruuecKre MapKephl 1
MOJIEKYJISIPHOE UCCIIEI0BAHNE XapaKTEPHBIX
nepecTpoek/MyTarui. 3akimodeHue GOPMHUPYIOT C yIETOM
KIIMHUKO-MOP(OJIOTUYECKOTO COOTBETCTBHSI.

YK-1
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[IpounTaiite 3a1aHKe U 3aIUIIUTE pa3BEPHYTHIH 000CHOBAHHBII
otBeT. OOBSICHUTE MPUHLUIIBI MHTETPUPOBAHHOMN THArHOCTUKU
onyxonei [[HC y nereli n 3HaueHHE MOJIEKYJISIPHBIX JAHHBIX JJISI
HO30JIOTUYECKON KJTacCH(DUKAIIHH.

HNuterpupoBannas nuarnoctuka onyxodend [IHC coueraer
MOp(}OTOTHYECKHiA TUTI, aHATOMUYECKYIO JIOKATU3AIHIO H
MOJIEKYJISIPHBIE XapaKTePUCTUKU. Y psila IETCKUX OMyXoJien
MO.HeKyJIHpHBII\/'I MPU3HAK ABJISICTCA HO30JIOTMYCCKU
OTIPECTISIONIUM WIN pa3AesieT MOPPOIOTUIECKH CXOIHbIE
OITyXOJIM Ha OMOJIOTUYECKH pa3Hble rpynmnbl. [IpuMepsl BKIIIOUatoT
H3-u3menenus npu 1udPy3HbIX CpEAUHHBIX TIIHOMAX,
MOJIEKYJISIPHBIEC TPYMITBI MeAyI001acToMbl, n3MeHeHuss BRAF u
npyrue apaiBepsl. [[03TOMy UTOTOBBIN AUATHO3 JOJKEH
OTpaXaTb JOCTYHNHLIC MOJICKYJIAPHBIC JAHHBIC, @ B CJIOKHBIX
CIIy4asiX MOKET NoTpeOoBaThCs MpohuIb METUINPOBAHUS.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
Octeocapkoma 00OBIYHO BO3HUKAET B MeTa(hu3ax JTMHHBIX KOCTEH
MOAPOCTKOB; MOP(HOIOTHISCKUN KPUTEPUI - HEMOCPEACTBEHHAS
MIPOIYKIHS OIyXOJIEBOI'O OCTEOM/1A 3I0KAYECTBEHHBIMU
kietkamu. Capkoma KOuHra yaiie npeacraBieHa MEJIKUMHA
[IpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN KPYIJIBIMU KJIETKAMH, II0PaXXaeT KOCTb WU MATKUE TKaHU U
VK-1 60 | OTBET. [Ipoananu3upyiTe OTIUYUS OCTEOCAPKOMBI, CAPKOMBI TpeOyeT MOATBEPKACHHSI XapaKTePHOH MOJICKYJISIPHOM
KOwunra n 106pokavecTBEHHBIX KOCTHBIX MOPAKEHUH TIPU KIIMHUKO- | TiepecTporiku. JloOpokauecTBEHHBIE KOCTHBIE TIOPAKEHUS MOTYT
PEHTTeHO-MOP(OJIOTHIECKOM COTOCTABICHUU. MMHUTHPOBATh CAPKOMY PEHTTE€HOJIOTMYECKH, HO HE UMEIOT
COUYETaHHUs BBIPAXKECHHOM 37I0KaYECTBEHHON LIUTOJIOTHYECKOU
aTUIHNK U CHeU(UIECKOr0 OMyX0JIeBOro MaTpukca. Jluarnos
CTaBAT TOJILKO MIPU COMOCTABICHUU PEHTTEHOJIOTMYECKUX U
MOP(}OIOrHUeCKHX JaHHBIX.
CuryanmonHas 3afada. Y manpunka 12 net B metaduse 6eapeHHoi
KOCTH BBISIBJICHA JIECTPYKTUBHASI OMTyX0Jb. B Onorncum - Juarao3s: ocreocapkoma. Mophoaorudecku onpenestommi
[K-5 61 | monuMopdHBIC ATUMHYHBIE KJICTKH, HEMOCPEACTBEHHO KPUTEPHIL - HETTOCPEICTBEHHOE 00pa30BaHKE OITyXOJIEBOTO
npoayuupyomue ocreona. ChopmyaupyiTe TMarHo3 U yKaxxure OCTEON/1a AaTUITNYHBIMU 3710Ka4€CTBEHHBIMH KJIETKAMH.
KPUTEPHi, AeTaroIuii ero MophoJorHuecKu 000CHOBAHHBIM.
Jlnst moaTBepxAeHUS MHGAHTUILHON (HHUOPOCapKOMBI
He00X0 UMbl MOP(OTIOTHIECKOE UCCIICIOBAHHUE,
CuryanuonHas 3a7ada. Y pedeHka 2 JIeT BbISIBICHA OIMyX0JIb MMMYHOTHMCTOXMMHUYECKAS MAHEIb JIJIS1 UCKIIFOUEHNSI MUOTEHHBIX,
MSTKUX TKaHEW KOHEYHOCTH. | MCTOJIOTMYECKH - HEUPAIBHBIX U IPYTUX BEPETCHOKIETOYHBIX OITYXOJIEH, a TAKKE
MK-5 6p | BEPETEHOKIIETOUHAs nponudepanus; o0cyxnaercs UHpaHTUIbHAS | MOJIEKYJIsipHOE uccienoBanue xapakrepuoir NTRK-nepectpoiiku,

¢dubpocapkoma. [lepeurcnure rccneaoBaHus, HEOOXOANUMBIE st
MOJITBEPIKACHUS HO30JIOTHH U UCKJIFOUCHUST MOP(OIOTHYECKUX
MUMHKOB.

kiaccuuecku ETV6::NTRK3. Ilone3na onenka pan-TRK B
COCTaBe MaHEeJH, OJHAKO MOJI0KUTENIbHAs MMMYHOPEaKIIUs cama
1o cebe He 3aMEeHseT MOJIEKYJIAPHOTO MoATBepkaAeHus. Crenyer
HCKJIIOYHUTH (UOPOMATO3, BEPETEHOKIECTOUHYIO
padaomuocapkomy, MPNST u npyrue MUMHKH.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
DOMOpuoHanbHas pabioMHOCapKOMa XapaKTepu3yeTcs
NPUMUTHBHBIMU ME3€HXUMaIbHBIMH KJIETKAaMH U pa3IMuHON
CTETeHbI0 paboMuobIacTHYECKOl M1 HepeHIUPOBKH; OOBIYHO
[IpounTaiite 3a1aHKe U 3aNUIIUTE pa3BEPHYTHIH 000CHOBAHHBII akcnpeccupyet desmin, myogenin u MyoD1. AnbBeonspHas
MK-5 63 | OTBET. Onwumure MOp(HOTOTHIO 1 UMMYHOTUCTOXUMUYECKHE (dbopma nMeeT THEe3IHBINA POCT ¢ GUOPO3HBIMH EPErOpOAKAMU U
MIPU3HAKK YMOPUOHATILHON M alTbBEOJISIPHON pabAOMHUOCAPKOMBI, JTMCKOXE3MEH KIIETOK, yacTo Oonee nuddy3HyIo saepHyro
YKaXUTE 3HAUEHUE MOJIEKYJISIPHOTO MCCIIEI0BAHUS. sKCIpeccHio myogenin. J{ns anbBeossipHOit Mopdonorun
MPUHIMIHATIBHO HUcciienoBanue nepecrpoek FOXOI ¢
PAX3/PAX7, mOCKOIBbKY MOJIEKYJISIPHBINA CTaTyC UMEET
JMArHOCTUYECKOE U MPOTHOCTUYECKOE 3HaYCHHUE.
ATUnHMYHAas TEPaTOUTHO-PadIOUTHAS OIYXOJb -
BbICOKO3JI0KauecTBeHHas onyxoib [{HC pannero gerckoro
BO3pacTa ¢ BapuabenpHol Mopdoorueid, BKitouast padaouIHbIe
[TpounTaiiTe 3a7aHKe U 3aMUIINTE Pa3BEPHYThI 0OOCHOBAHHBIN KJICTKH U COYETAHUE SMUTETHAIBbHBIX, ME3EHXUMAIIBHBIX U
TK-5 64 | OTBET. Jaiite maroMopdonornyeckyro XapaKTepIUCTUKY aTUITUYHON | HEMpOIKTOAEpMaIbHBIX uepT. KiroueBoil quarHocTHaecKuit
TEpaTOUIHO-PAOIONIHON OIyXO0JIM U 0OOCHYITE pOJIb IPU3HAK OOJIBIIMHCTBA CIIy4aeB - MOTEPsI AAEPHON HIKCIPECCHH
uccnenoBanust SMARCB1/INI1 u SMARCAA4. INI1I/SMARCBI; pexxe BCTpedaroTcsi OMyXOJH ¢ HapyIICHHEM
SMARCA4/BRG1. UMMyHOTHCTOXUMHUIO ITOATBEPHKIAIOT
MOJIEKYJISIPHBIM MCCIIEJ0BAHUEM COOTBETCTBYIOIIEIO I'€HA,
0COOEHHO MPH HETUITHYHON MOpdoorun.
Paznen 5. JleueOHbIN maTroMopdo3, OCIOKHEHUS TePAIluU, BTOPUYHBIC U PEIKHE HOBOOOPA30BaHHUs IETCKOTO BO3pacTa
3agaHus 3aKpbITOrO TUIA
Bribepure oquH npaBuiIbHBIN 0TBET. OIleHKa Je4eOHOT0
naToMopdo3a 1ocje HeoaJbIOBaHTHOM Tepanuy 10JKHA
OCHOBBIBAaThCsI Ha:
A TOJBKO pa3zMepe yAaJIeHHON OMyXOJu b. CrangaptusupoBaHHas OLIEHKA KU3HECTIOCOOHOW OTyXO0JICBOM
YK-1 65 | b cTangapTU3MpPOBAaHHOH OIIEHKE KU3HECTIOCOOHOI OIMyX0JeBOi TKaHU, HEKPO3a U APYIUX [TOCTTEPANECBTUYECKUX U3MEHEHUM C

TKaHH, HEKPO3a U IPYTUX MOCTTEPANEBTUUECKUX U3MEHEHUH C
YYETOM KOHKPETHOW HO30JIOTUU

B TonbkoO 11BETE OMyX0IM

I" ToJIbKO TaHHBIX O0IIEro aHAJIW3a KPOBU

Y4€TOM KOHKPETHOI HO30JIOTHH.




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA
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Bribepure oauH npaBuiibHbIN 0TBET. [Ipy BOSHUKHOBEHHH HOBOTO
HOBOOOPA30BaHUs CIIyCTs T'OABI 10CIIE XUMHUOIY4YEBOH Tepanuu
HEOOXOUMO:

A aBTOMAaTHYECKU CUATATh €70 PELUIUBOM

b paccmarpuBaTh pennuB, BTOPUUHYIO IEPBUYHYIO OIyXO0Jb U
TepaIusi-acCOLUNPOBAaHHOE HOBOOOpa30BaHHE

B uckirounts Mopdonorniyeckyto BepupuKauio

I" y4uTHIBaTh TOIBKO BO3PACT

b. PaccmaTpuBath penuinB, BTOPUYHYIO IEPBUYHYIO OIYXOJb U
Tepamnusi-acCoUUUPOBAaHHOE HOBOOOpA30BaHMUE.

YK-1
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Bribepure oaun npaBuibHbIN oTBET. [Ipu penkoii omyxonu ¢
IPOTHUBOPEYUBBIMU MOP(OIOTUUECKUMHU U
MMMYHOTMCTOXUMHUYECKUMU JAHHBIMUA OIITUMAJIBHO:

A BBIOpaTh MArHo3 Mo OJHOMY MapKepy

b nepecMoTpeTs MaTEpHUA U IPUMEHUTD PACIIUPEHHYIO
MHTETPUPOBAHHYIO IUAarHOCTUKY, BKIKOYasi MOJIEKYJIIPHBIE METObI
B orka3zarbcs oT guarsosa

I" ncrios1b30BaTh TOJIBKO KIMHUYECKOE MPEAIOI0KEHUE

b. IlepecMoTpeTh MaTepran U MPUMEHUTH PACIIUPEHHYIO
HUHTCTPHUPOBAHHYIO JUATHOCTUKY, BKIIIOYasA MOJICKYJISAPHBIC
METO/IBI.
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Bribepure oauH npaBuiIbHbIN oTBeT. [l aHanu3a
MTOCTTEPANEBTUYECKNX U3MEHEHHI BaXKHO pa3inyaTh:

A KU3HECTIOCOOHYIO OMYXOJIb U TepaneBTUICCKH HeKpo3/hudpos
b Tonpko BocnaneHue u oTek

B TONBKO KanbIIMHATEI

" TOIBKO COCYIUCThIE N3MEHEHHUS

A. )Ku3HecnocoOHYyI0 OMyX0ib U TepaneBTHYECKHUMA
HEKpo3/hudpo3.
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Bribepure ouH npaBUIbHBIN OTBET. Tepanus-acCOMUPOBaHHOE
MHEJIONTHOE HOBOOOPA30BaHUE OTHOCUTCS K:

A BO3MOXHBIM IO3IHUM OCJIO’KHEHUSM ITPOTUBOOITYXO0JIEBOIO
JICYCHHUS

b 106pokauecTBEeHHBIM OIyXOJISIM MSTKHX TKaHen

B BpoKIeHHBIM ITOPOKaM Pa3BUTHS

I" peakTUBHBIM JMM(DaTeHONATUAM

A. Bo3MO>XHOE TI03/1HEE OCTI0KHEHUE POTUBOOILYXOJIEBOTO
JICUYEHUS.




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA
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Bribepure oauH npaBuiIbHBIN O0TBET. [locTTpaHciaHTalmOHHOE
nuMdonpomdepatuBHOE 3a007€BaHNE HEOOXOUMO YUUTHIBATh Y
pebeHka:

A mocne TpaHCIUTaHTalluU OPTaHOB WJIM T€MOIO3THYECKUX
CTBOJIOBBIX KJIETOK IIPM UMMYHOCYIIPECCUU

b Tonbko mocne anneH13KTOMUN

B Tonbko npu nepenome KocTu

I" TOJIBKO TTpU BpOXKAEHHON T€EMAaHTHUOME

A. Ilocne TpaHCIUTAaHTAMA OPTaHOB WUJIM TEMOITOATUYECKUX
CTBOJIOBBIX KJICTOK IMPU HMMYHOCYIIPECCUU.

I1K-5

71

Bribepure ouH npaBUiIbHBIN OTBET. K peKkuM snuTenuaibHbIM
3JI0KQYE€CTBEHHBIM OIyXOJIIM JETCKOTO U MOJAPOCTKOBOTO BO3pacTa
OTHOCHTCS:

A KapuyMHOMa IHUTOBUIHOM KeEJIe3bl

b nedpobracroma

B neitpobracroma

I" Mmepynnobiactoma

A. KapupHoma mHUTOBUIHOM KEJIE3bI.
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BriGepute oqun nmpaBuibHBIN oTBET. [Ipn momo3pennn Ha
BTOPUYHYIO 37I0KQUECTBEHHYIO OMYXO0JIb OCHOBOI HO30JI0TMUECKON
BepUpUKALUU SBISETCS:

A MOpdoI0rHYECcKOe UCCIETIOBAaHUE C COTIOCTABICHUEM C
MIEPBUYHOM OIyXOJIBbIO U JAHHBIMU JICUEHUS

b Tonpko BO3pacT nanueHTa

B tonpko dakT mydeBoit Tepanun

" ToJIBKO JOKanM3aus

A. Moponorndyeckoe uccieJOBaHNuE C COTIOCTABICHUEM C
MIEPBUYHON OIMyXOJIbIO U JJAHHBIMU JICUEHUSI.

3aILaHI/I$I OTKPLITOI'O THUIIA
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[IpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN
otBeT. OOBSICHUTE MPUHIINIIBI OIICHKHU JieueOHOro maromopdosa
COJIMJIHBIX OIIyXOJIEH Y JETEH U 3HaYCHUE IIPOLIEHTa
AKHM3HECTIOCOOHOM OIYXOMH I KIMHUKO-MOP(]OIOrn4eckoro
3aKJIFOUEHUS.

[TaTomMopdoor OIIEeHUBAET BECh OITyXOJIEBBIN JTOKEMEHT IOCIIe
Tepanuu, KApTUPYET PEIPE3eHTATUBHbBIC YYACTKH U OMPEeIisieT
JIOJTIO ’KU3HECTIOCOOHOM OImyXoJH, HEKpo3a, hudposa,
KPOBOM3JIUSHUN U MHBIX MOCTTEPANIEBTUYECKUX N3MEHEHU.
[TporeHT XU3HECTTOCOOHOM TKaHU PACCUUTHIBAIOT 110
CTaH/IapTU3UPOBAHHOM JIIsl KOHKPETHOM HO30JIOTMH METO/IHKE;
MIPU HEKOTOPBIX CAPKOMAX BBIPAKEHHBIH HEKPO3 COOTBETCTBYET
XopoluemMy OTBeTy. Pe3ynbrar 00s3aTeIbHO COMOCTABIISIOT C
npenaedeOHoN Onorncuei U KIMHUKO-TY4YeBOM OI[CHKOM.




Kon
KOMIIETeHIIMH

n/n

Ha3Banmue pasnena/@opmyaupoBka 3aaHus

ITaJI0H OTBETA
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[IpounTaiite 3a1aHMe U 3aIUIIUTE pa3BEPHYTHI 000CHOBAHHBII
otBeT. CocTaBbTE AJITOPUTM aHAJIN3a HOBOU OITYXOJIX y MalucCHTaA,
MIEpPEHECHIEr0 MPOTUBOOIYXO0JIEBOE JICUEHUE B JIETCTBE, C
pa3rpaHUYeHUEM PEeLUANBA, METACTA3a U BTOPUYHON NEPBUYHOU
OITYXOJIH.

Heo6xonuMo moHATh MaTepuallbl IEPBUYHON OITyXOIHU U
JICUYEHUS, OTIPEACTUTH JIOKATU3AIUI0 HOBOW OITyXOJIH, JTaTEHTHBIH
NIEPUOJT M OTHOIIEHHUE K 30HE MPEABIIYILEro 00IyUeHHS.
Mopdos1oTHI0 HOBOM OITyXOJIM COMOCTABIISIOT C UCXOTHOM:
CXOJICTBO TIOJIICPKUBACT PELIMINB/METACTA3, MPUHITUTTHAIEHO
nHas TMHUS TUdHEepeHIIMPOBKHU - BTOPYIO MEPBUYHYIO OITYXOJIb.
I/IMMyHOFI/ICTOXI/IMI/I‘IeCKI/IG 1 MOJICKYJIAPHBIC HCCIICAOBAaHUA
UCIOJIb3YIOT ISl OMPEIENICHUs TPOUCXO0KACHUS U, TIPU
BO3MOXXHOCTH, KIIOHAJIbHOT'O pOACTBA. YYUTHIBAIOT U3BECTHBIC
Tepanusi-acCOLMUPOBAHHbBIE OMYXOJIH U HACJIEICTBEHHYIO
IIPEIPACIIOI0KEHHOCTb.
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[TpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN
otBeT. [Ipoananu3upyiite OCHOBHBIE MOp(OIOTHYECKHE
IIPOSIBJIEHUS] TOKCUUECKOTO TIOBPEXKIEHUS OpPraHOB M10CIIe
XUMHOTEPANUH U JTy4YE€BOUW TEpanuu y AeTEH.

[Tocne xumMuoTEpanuu BO3MOKHBI TUTIOIIIA3US U AUCPETeHEepaIHs
KOCTHOTO MO3Ta, MOBPEKICHUE CITU3UCTHIX, TOKCHYECKOE
MOopakeHHe MEeYeHH, MOYEYHBIX KaHAJIbLIEB, MUOKAp/Ia U IPYTHX
opraHoB. JlydeBas Tepanus MOKET BbI3bIBATh COCYAUCTOE
MOBPEXKICHHE, aTpOPHI0 MAPEHXUMBI, PUOPO3, aTUTIHIO
OGJ’Iy‘-IGHHBIX KJICTOK U MO3AHUC CKIICPOTUICCKHUEC U3MCHCHMUS.
Mopdonoruueckre mposiBICHUS 3aBUCAT OT Mpernapara, 103bl,
30HBbI OGJ’Iy‘-IGHI/I}I " BpCMCHHU IMMOCJIC JICUCHUA; UX HGOGXOI[I/IMO
OTJIMYATh OT OMYXOJIEBOM MHPUIBTpALUU, HHPEKIUU U IPYTUX
OCJIO)KHEHU .
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[TpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN
otBeT. OO0OCHYITE MOPAIOK ACHCTBUN MTPU AUATHOCTUICCKU
CJIOKHOM peIKOW OMyXOJIH JIETCKOr0 BO3pacTa, Korja UCXOaHas
TUCTOJIOTHS, UIMMYHOTUCTOXUMUSI M KIIMHUYECKAs KApTUHA HE
COTJIACYIOTCH.

CHayasna nepecMaTpHUBaIOT UCXOJHbIE CTEKIIAa U OJIOKH,
MPOBEPSIIOT KAUE€CTBO U PENPE3ECHTATUBHOCTh MaTepUaia u
KJIMHUKO-JTy4€eBbIE TaHHBIE. 3aTeM PAaCIIUPSIIOT
HUMMYHOTUCTOXUMHNYCCKYIO IMMAHCIIb M0 MPUHIUITY UCKITFOYCHUA
KOHKYPHUPYIOMIMX JIUHUN AUPHEPEHINPOBKHU U BBITOJIHSIOT
Haunboee MHGOPMATHUBHBIE MOJICKYJISPHBIE TECTHI - TOUCK
MePECTPOEK, MyTalluii, KOMMUMHBIX W3MEHEHUI UK TTPO(HITH
MCTUJIIMPOBAHUA. HpI/I COXpaHAIOMIEMCS NPOTUBOPCYNHU IMOKA3aHbL
JIOTIOJIHUTENIbHAsI OMOTICHSI U SKCIIEPTHBIN IIepecMOTp B
pedepeHcHoOM neHTpe. [lnarunos He T0JDKEH CTPOUTHCS Ha OJTHOM
MapKepe.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
JuddepennnanpHas MarHOCTUKA BKIIFOYAET MECTHBIN PEIlUINB
MCXOJHOU OIyXOJIH, METacTa3 U HOBYIO Teparus-
CuryauuonHas 3anada. [TonpocTok panee ne4uiics Mo MoBOAY N
. aCCOLIMMPOBAHHYIO capKoMy. B 1osib3y BTOpUUYHOI OIMyX0Ju
OITyXOJIM KOCTH C IPUMEHEHUEM XUMHUOTEPATNH U JTyUEBOM . .
TOBOPSIT JUIUTEIbHBINA JAaTEHTHBIN 1epHo/l, BOSHUKHOBEHHE B
Teparnuu. Yepes 8 jeT B 30HE 00TyUYCHHsI BBISIBIICHA HOBAsi CapKoMa N .
I1K-5 77 . . . . | panee oOiryueHHOH 30HE U MOP(OIOTHS, OTINYHAS OT IEPBUYHOMN
¢ uHoi Mmopdonorueit. Chopmymupyiite kKpyr auddepeHnnanTbHONR
onyxonu. Heo0xon1mumMo cpaBHUTH CTapble U HOBbIE
JTUATHOCTHKY M YKOKUTE JaHHBIC, HEOOXOIMMBIE ISl 3aKJIFOUEHUS O
. THCTOJIOTHYECKHE TTpernapaThl, IMMYHOIIPOGUIIh U MOJICKYJISIPHBIE
BTOPUYHOM OMYXOJIH. o
M3MEHEHHUS, YTOUHUTD JI03Y U T0JIe Iy4eBOil Tepanuu 1
MCKITIOYUTh HACIIEICTBEHHBIN OMyXOJIEBBII CHHIPOM.
Tepanus-accounrpoBaHHbIE MUEIOHUIHbIE HOBOOOPA30BaHMUS
BO3ZHUKAIOT MOCJIE IUTOTOKCUYECKOW XUMHUOTEPAITHH /1IN
N . . nmydeBo Tepanuu 1 npossisitores kak MJIC niou OMIL.
[TpounTaiite 3a1aHUE ¥ 3AMUIIUTE Pa3BEPHYTHIH 000CHOBAHHBIMA
. Mopdonornuecku OIEHUBAIOT IIUTONICHHUH, JUCTUIA3UI0 POCTKOB
otBeT. JlaliTe XapaKTepUCTUKY TEpaInsa-aCCOLUUPOBAHHBIX
. KpOBETBOpPEHUS U 10110 O1acToB. LluToreneruka u MonexyisipHas
IIK-5 78 | MHETOHIHBIX HOBOOOPA30BAaHUH KaK MO3THETO OCIOXKHEHHS
JMArHOCTHKA HEOOXOAUMBI JIJISl BBISIBIICHUS XapaKTEPHBIX
JICUEHUS U YKAXKUTE POJIb MOPPOJIOTHUECKOTO, IUTOTEHETHUECKOTO .
KJIOHAJIbHBIX HapyIICHUH, BKIIOYasi K3MEHEHUSI XpOMOCOM 5 U 7
Y MOJIEKYJISIPHOTO UCCIIE0OBAHMUS. N . .
MOCJIe ANKWJINPYIOLUX BO3JACHCTBUN U OT/AEIbHBIE IEPECTPONKU
MOoCJie ”HTUOUTOPOB Tonon3omepassl [I. DTu naHHbBIE BaXKHBI )15
KJ1acCU()MKALMHU U IPOTHO3A.
B nepByto ouepens HEOOXOANMMO UCKITIOYUTD
MOCTTPaHCIUIAHTALMOHHOE JTUM(poTpoupepaTHBHOE
CuryanuonHas 3amada. Y peOeHKa mocje TpaHcIulanTanuu Ha pone | 3aboneBanue. Tpedyercs OUOICHs MOPAKEHHOTO
UMMYHOCYTIPECCUU YBEITUYCHBI TMM()ATUYECKUE Y3IIbI U BBISIBJICHO | y371a/00pa30BaHUs C OIIEHKOW apXUTEKTYPhI U IIUTOJIOTHH,
IK-5 79 | omyxosieBuaHOE 0OpazoBanue. OmnpeneauTe NaToJIOTHISCKUI MMMYHOTHCTOXHUMHUYECKOE onpenesnenue B- u T-kimerounou

nporiecc, KOTOPbIi HE0OX0IMMO UCKITIOUUTH B IIEPBYIO OYepelb, U
MPEAIOKUTE TUTAaH MOP(HOIOTHIECKON BEpHPUKAIIIH.

npupobl, ucciaenoBanue EBER in situ u, mo moka3anusim,
KJIOHAIBHOCTH ¥ MOJIEKYJISIPHBIX XapaKTEpUCTUK. Y poBeHb EBV B
KPOBH MOXET OBITh MMOJIC3HBIM KIMHUYECKUM JIOTIOJTHEHUEM, HO HE
3aMeHsIeT MOP(OJOTHIECKYI0 BEpUBHUKAITHIO.




Kon Ne
Ha3Banmue pasnena/@opmyaupoBka 3aaHus JTaJIOH 0TBeTa
KOMIIETeHIIUH | 1I/1
K penkum snutenuanbHbIM 3J10Ka4Y€CTBEHHBIM OITYXOJISIM
JETCKOTO U MOJAPOCTKOBOI'O BO3pacTa OTHOCSTCS, B YACTHOCTH,
KapIMHOMBI IIUTOBUIHOM U CIIIOHHBIX JKele3, Ha3o(apuHreanbHas
. . . KapLIMHOMA, OT/EJIbHBIE IOUYE€YHBIE U FeNaTOLEIUTIOJIIPHbIE
[IpounTaiiTe 3aaHKe U 3aMUIINTE Pa3BEPHYTHIH 000CHOBAHHBIN
KAapLUHOMBI; K MEJIAaHOLIUTAPHBIM - MeJlaHOMa. JlnarnocTuka
otBeT. [lepeuncnure penkue snuTenuaibHbIe 1 METaHOLUTAPHBIE
. OCHOBBIBaeTcs Ha MOP(HOIOTHH, MOATBEPKICHUH JIMHUN
[K-5 80 | 37O0KaYeCTBEHHBIE OIYXO0JIM, BCTPEUAIOIINECS Y JeTel U

MOJIPOCTKOB, ¥ U3JI0KUTE OOIINE IPUHIUITBI UX
naToMOP(OIOTHUECKON AUATHOCTHKH.

Qg pepeHIIMPOBKH UMMYHOTUCTOXUMUEH U, 7S psiia HO30JIOT U,
MOJICKYJISIPHBIX Mapkepax. O0s3aTeIbHO yUYUTHIBAIOT BO3PACT,
AHATOMUYECKYIO JIOKATH3AIUIO, BO3MOKHYIO HACIIEACTBEHHYIO
MIPEAPACIIONOKEHHOCTh U TPOBOIAT MU PepeHIMATBHYIO
ANArHOCTUKY C 60.]'[66 TUIIMYHBIMU IJISA I[eTeﬁ 3M6pI/IOHa.HBHBIMI/I n
ME3EHXUMAIbHBIMU OITYXOJISIMH.




