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Irx
3ECT (MESPK)

HKP

HKK

RCC

VHL
HIF-1a
VEGF
PDGF
TGF-a
ISUP-grade

HGF
PI3K/AKT/mTOR

HLRCC

AML
PEComa

EAML

AMLEC

CCSK

NGS

NOS

WAGR

Clear cell RCC
Papillary RCC

Chromophobe RCC
Bellini duct carcinoma

TFE3-RCC
TFEB-RCC
Yolk Sac Tumor
MMT

G (G1-G3)
pTNM

CD10

CAIX

CK7, CK19, CK20
AMACR

CIIMCOK TEPMIHIB TA CKOPOYEHDb

IMYHOrCTOXIMIYHE AOCTIDXEHHS

3MilLaHi eniTenianbHO-CTpOManbHi NyxmuHy Hupku (Mixed Epithelial
and Stromal Tumor of the Kidney)

HWUPKOBOKNITUHHWIA paK

HUPKOBOKMITUHHA KapLyHOMa

HWUPKOBOKNITWHHA KapumHoMma (Renal Cell Carcinoma)

reH oH lNnnens-livgay (Von Hippel-Lindau)

iHOYKOBaHWIA rinokcieto aktop 1-anbga (Hypoxia-Inducible Factor 1-a)
takTop pocty eHgotenito cyauH (Vascular Endothelial Growth Factor)
TpombouwuTapHui dhaktop pocty (Platelet-Derived Growth Factor)
TpaHchopmyroumin dhaktop pocty anbga (Transforming Growth Factor-q)
SOEPHWA CTYNIHb aTunil 3a Wwkanot MixHapogHoro ToBapucTea
YPOSIOriYHoOI naTosnoril

takTop pocty 'enatouuTis (Hepatocyte Growth Factor)

CUrHanNbHUIA LWASX KNITUHHOTO POCTY

(Phosphoinositide 3-kinase/AKT/ mTOR)

CMafKoBWI NTIEMOMIOMATO3 Ta HUPKOBOKITITUHHA KapLuHOMa
(Hereditary Leiomyomatosis and Renal Cell Cancer)

aHriomioninoma (Angiomyolipoma)

NYXJIMHN NEPUBACKYNAPHUX €NITENOIHUX KMITUH

(Perivascular Epithelioid Cell Tumor)

enitenioigHa aHriomioninoma (Epithelioid Angiomyolipoma)
aHriomioninoma 3 eniteniansHumu kictamu (AML with Epithelial Cysts)
cBiTnokniTMHHa capkoma Hupku (Clear Cell Sarcoma of Kidney)
cekBeHyBaHHSA HOBOro nokoniHHa (Next-Generation Sequencing)

He knacudikoBaHui iHWMM YnHOM (Not Otherwise Specified)

cuHapom (Wilms tumor, Aniridia, Genitourinary anomalies, mental Retardation)
CBITNOKNITUHHA KapLIMHOMA HUPKY

naninspHa HUPKOBOKMNITUHHA KapLMHOMa

XpoMohobHa HUPKOBOKIITUHHA KapLuHOMa

KapLHoMa 36ipHWUX NpOTOK

nepebygoBaHa kapumHOMa HUPOK 3a Tunom TFE3

3MiHeHa KapuuHoMa Hupok 3a Tunom TFEB

MyXrMHA XXOBTKOBOIO MilLKa

anosikicHa 3miwana Mionneposa nyxnuHa (3yctpivaetscsd B MMMT,
He NpsIME CKOPOYEHHS! 3 TEKCTY)

grading, cTyniHb andpepeHuiaii nyxnuun (G1 — Bucokuit, G3 — HU3bKII)
Knacudikayis cragii nyxnmHu

(NepBWHHa NyxnnHa, NiMaTUYHi By3nu, MeTacTtasm)

knactep andepeHuiaii 10

kapboHaHrigpasa IX

uutokepaTuHm (Cytokeratins)

alpha-meTtunayun-KoA-payemasa
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CK34betaE12
EMA
Vimentin
CD117 (c-Kit)
MIA

SDH

2-SC2-cyunHinumcreiH FH —

SMARCB1 (INI1)
TFE3/TFEB

Melan-A, HMB-45

Cathepsin K
WT1

CD34

SMA
Desmin
ER/PR

AFP

PLAP
OCT3/4, SALL4
Bcl-2

GFAP

PAX8

Ki-67
Napsin A
RCC-marker
AE1/AE3
CK8/18

pd3
E-cadherin
SDHA/SDHB
ALK

BCOR
Cyclin D1
Renin

CD57

S100

NSE
Inhibin-alpha
CD31/Factor VIII
Caldesmon
UEA-|

Hale’s colloidal iron stain

PAS/Alcian blue

uuTokepaTuH 34 Beta E12 (BucokomonekynspHuit LIK)
eniteniancHun MembpanHnin aHTureH (Epithelial Membrane Antigen)
NPOMIXHWA (PiNTAMEHT BIMEHTUH

knactep audepeHuiauii 117 (6inok c-Kit)

MITOXOHApIaNbHWUNA aHTUreH

cykumHataerigporeHasa (Succinate Dehydrogenase)
(ymapartrigpatasa (Fumarate Hydratase)

Binok komnnekcy SWI/SNF

TpaHCKpUNLiHi dhaktopu poauum MiT
(Microphthalmia-associated Transcription factor)

MeSlaHoLMTapHi Mapkepu

kaTencuH K

NyxnuHHUY red Binbmca 1 (Wilms' Tumor 1)

Knactep audepeHuiauii 34 (Mapkep CyaNHHNX / CTPOMAnbHUX KMiTUH)
akTuH rnagkmx M'asis (Smooth Muscle Actin)

NPOMIXHWA pinameHT fecMiH (Mapkep M'S30BOI AudepeHuiadii)
peLenTopu eCcTporeHy / NporecTepoHy

anba-gertonpoteiH (Alpha-fetoprotein)

nnayeHTapHa nyxHa ocharasa

Mapkepy NAPUNOTEHTHOCTI / 3apOAKOBUX KIITUH

perynaTopHuit 6inok anonTtosy

rnianbHU QidpUNApHAIA KuCIum Binok

napHuin cpaktop TpaHckpunyii 8 (Paired Box Gene 8)

Mapkep nponidhepaTBHOI aKTUBHOCTI (BU3HAYa€E CTYMiHb 3NOSKICHOCTI)
MapKkep, iHOZi NO3UTUBHUIA NPU CBITIIOKNITUHHIN KapLIMHOMI
MapKkep HUPKOBOKIITUHHOI KapLMHOMY

untokepatuH AE1/AE3

uuTokepatuHu 8 Ta 18

Binok p53

Mapkep KNiTUHHOT aaresii, NO3UTUBHUIA NPK XPOMOMOGHIN KapLMHOMI
cyboamMHuMLi CyKUMHaTAeriaporeHasu

KiHa3a aHannactuyHol nimgomu (Anaplastic Lymphoma Kinase)
perynatopHuid reH BCOR

umknid D1

MapKep, NO3UTUBHUI NPU OKCTarNIoOMepYnAPHOKNMITUHHIN MyXINHI
Knactep audepeHuiadii 57

binok S100

HenpoH-cneumndivHa eHonasa (Neuron-Specific Enolase)
Mapkep, NO3UTUBHWIA NPK reMaHriobnacTomi

Mapkepu eHaoTenianbHuX KNiTUH (CyAMHHUIA KOMMOHEHT)
Mapkep rnafeHbKoM 930801 AudepeHLiaLlii

armoTuHiH Ulex europaeus |

KonoigHe 3ani3o 'enna

nepioanyHa kucnota Wudda / bnakutHuiA anbuiaH
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BCTYII

CyuyacHa marojioriyHa aHaToMis mepedyBae y Mpolieci MOCTIHHOTO OHOBJICHHS
miJ] BIUIMBOM PO3BUTKY MOPQOJIOTIYHUX, IMYHOTICTOXIMIYHMX Ta MOJEKYJSIpPHO-
TCHETUYHUX METOJMIB JOCHiKeHHs. [ mikapsi-maTojioroaHaTOMa, SKUH 31HCHIOE
6e3nepepBHUi TPodeciiHN PO3BUTOK, OCOOJIMBO BAYKJIIMBUM € BOJIOTIHHS CYYaCHUMH
1JIX0/IaMH JIO JIarHOCTUKH ¥ Kiacudikarii XBopoO, 30KpeMa OHKOJIOT1YHUX.

[TyXTMHM HUPOK HaNEXKaTh 10 HAUCKIAJHIIIUX i1 MOP(OJIOTTYHOI J1arHOCTUKU
HOBOYTBOPEHb CEYOBHUIIIbHOI cHCTeMU. IXHs BHcoka MOpdoJIoriyHa BapiabebHiCTh,
MOSIBa HOBUX MOJICKYJISIPHO BH3HAYEHUX HO30JIOTIYHUX (DOPM Ta BIPOBAHKCHHS TIpe-
[U31MHAX METOJIIB JIIKYBaHHS 3YMOBIIIOIOTh NMOTPeOy B akTyasisaiii 3HaHb JIiKapiB-
MaTOJIOrOAHATOMIB IIOJI0 Cy4acHOT Kiacu@iKallii Ta KpUTEpiiB A1arHOCTUKH.

[I’site Bumanns cepii «Knacudikanis nyxaua BOO3» (WHO Classification of
Tumours, 2022), npucBsiYeHE MyXJIUHAM CEUOBUBITHUX 1 YOJOBIYUX CTATEBUX OPTaHiB,
CTaJI0 PE3yJNbTaTOM TIJIMOOKOro meperysiay mnomnepennboi pepakiii (2016). Bono
B1J100pakae HOBITHI JOCSITHEHHS Y MOPQOJIOTii, IMyHOTICTOXIMIi Ta MOJICKYJISIpHIN
narojorii. OCHOBHOIO OCOOJMBICTIO IILOTO BHUIAHHS € IHTETpalis MOJEKYJSPHO-
TCHETUYHHUX KPUTEPIiB y AIarHOCTUYHY CHCTEMY, IO J1a€ 3MOTY TOYHIIIC BU3HAYATH
HO30JIOTT4HI ()OPMH Ta MPOTHO3YyBaTH Mepedir MmyXJauHHOTo mporecy. [lpu mpomy
MOPGOJIOTIYHUNA aHaJI3 3aJIMIIAEThCS 0a3010 JIIarHOCTHKU, a JOTOMIKHI METOIH —
3acobom miaBUIIEHHS 11 TouHOCTI. Kiacudikaiis MNyxJIMH HUPOK Yy JTOPOCIHX
0a3yeThbCsl Ha TMOJIOKEHHSIX, PO3pOo0IeHNX MIKHAPOIHUM TOBAPUCTBOM YPOJIOTIUHOI
narosorii (ISUP, 2013), i nomoBHeEHAa HOBUMH HO3O0JIOTISIMU: HUPKOBOKJIITUHHOIO
kapurHomoto 3 myTaiiero ELOC (panime TCEB1), HUpKoBO0 MeayasipHOIO Kapiiu-
HoMoto 3 aedinutoM SMARCBI, a Takox €03UHO]1ILHOIO, COJITHOO Ta KICTO3HOIO
HUPKOBOKJIITUHHOIO KaPIUHOMOIO. Y TOUHEHO TEPMIHOJIOTII0, KpUTEpli JudepeHLIfHOT
JTIarHOCTUKH Ta Y3TOJPKEHO ITIIXO0IU JI0 ONMUCY MYXJIUH 31 CIIIJILHUMU MOJICKYJIIPHUMU
O3HAaKaMH HE3aJIEKHO BiJl aHATOMIYHOI JIOKaTi3allii.

OHKOJIOTIYHA TIATOJIOTISI HUPOK CTAHOBHUTH 3HAYHY MEIUKO-COIIAIBHY MpoOIeMy.
3a manumu Globocan (IARC, 2022), y cBiTi HIOPOKY peecTpyroTh nmoHa 430 THC. HOBUX
BUIIAJIKIB PaKy HUPKH, 10 CTAHOBUTH OM3BKO 2,2 % yCiX 370SIKICHUX HOBOYTBOPEHb.
B Vxkpaini mopiuyHo BUSBISIOTH OJIM3KO 5 TUC. HOBUX BHUITAJIKIB HUPKOBOKJIITHHHOTO
paKy, a piBeHb CMEPTHOCTI 3IUIIAETHCS CTA0UTEHO BUCOKUM Yepe3 MI3HIO J1arHOCTUKY.

Jlyia mikapsi-marosioroaHaToMa TouHa Mop(oJIoTiuHA i MOJIEKyJIsipHa Bepudikartis
MyXJIMH HUPKW Ma€ TMPUHIIMIIOBE 3HAYCHHS, OCKUIBKU BU3HAYAE:

e TICTOJIOTIYHUM TUN Ta CTYI1Hb JU(EPEHIIIOBAHHS MTyXJIMHU;

e IPOrHO3 NEPeOIry 3aXBOPIOBAHHS;

e BUOIp ONTUMAILHOI TAKTUKH JIIKYBaHHS, BKJIFOYHO 3 TAPT€THOIO Ta IMyHOTEPAII€lo;

* yYaCTh y KIIHIYHUX MPOTOKOJIAX Ta MYJIbTHAUCIMUILTIHAPHUX KOHCUIIIYMaXx.
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B ymMoBax po3BUTKY MepCOHATi30BaHOT MEAWIIMHUA 3HAHHS OHOBJICHOT Kiacui-
kaiii BOO3 € 000B’3K0BOIO CKJIaI0BOIO (DaxOBOi KOMITETEHTHOCTI MATOJIOTOAHATOMA.
Oco0nmBOro 3HaYeHHsT Ha0yBa€ 3aCBOEHHS MOJICKYJISIPHO-TEHETUYHHUX aCIICKTiB
knacudikaiii, agke HU3KY HUPKOBHUX HOBOYTBOPEHb HHMHI BHU3HAYAIOTh BUKIIOYHO
3a crienupiYHIMH TeHETHYHUMHU MapKepaMHu.

[IpooHOBaHMIA JEKIIHHUNA KOHCIIEKT CTBOPEHO 3 METOI0 CHCTEMaTH3aIlii
Cy4yacHUX VSBIICHb MNpO Kiacu(iKalliio MyXJIUH HUPOK 1 O3HAHOMJIEHHS JiKapiB-
MaTOJIOTOAHATOMIB, 30KpeMa IUTIYMX, 13 KIIOUYOBUMH 3MiHAMH, 3alPOBAKCHUMU
y ’sstomy BunanHi «Knacudikauii myxaua BOO3». Marepian nokaIukaHui CpusiTi
M1JBUIICHHIO POo]eCciiHOi KOMIIETEHTHOCTI JIIKAPIB, YIOCKOHAJICHHIO J1arHOCTHYHOI
MPAKTUKU Ta POPMYBAHHIO CY4aCHOTO MiAXOY 10 OHKOMOP(OJIOTIYHOT T1arHOCTHKHU.

K/IACUPIKALIA ITYXJIMH HUPOK (5-e Buganusa WHO, 2022)
BOO3 (2022)
Iyx/J1MHM HUPKOBUX KJIITHH
C8imIoKIIMUHHI NYXIUHU HUPOK
8310/3 CBiTIIOKITITHHHA KapIIUHOMA HHPOK
8316/1 BararokamepHe KICTO3HE HOBOYTBOPCHHS HHPOK 3 HHU3bKHAM 3JIOSKICHUM
MOTEHIIAJIOM
llaninapui nyxaunu HUpox
8260/0 IlaminspHa ajmeHOMa HUPKU
8260/3 TlaminsipHa HUPKOBOKIIITHHHA KapIIMHOMA
OnkoyumapHi ma XxpomogoOoHi nyxXauHu HUpPOK
8290/0 OmukonuTOMa HUPKU
8317/3 XpomohobOHa HUPKOBOKIIITHHHA KapIIMHOMA
[HII1 OHKOUMTAPH] MYXJIUHU HUPKU
Ilyxaunu 36ipHux npomox
8319/3 KapuuHoma 30ipHUX TPOTOK
Inwi nyxaunu HUpoK
8323/1 CaiTIOKIITHHHA MANISIPHA MyXJIMHA HUPKOBUX KIIITHH
8480/3 MynuHO3HUI TyOyIIpHHUN Ta BEPETCHOKITITHHHHIA PaK
8316/3 TyOysokicTO3Ha HUPKOBOKJIITUHHA KapIUHOMA
8316/3 Habyra KicTo3Ha XBOpPOOa, MOB'sI3aHa 3 HUPKOBOKIITUHHOIO KaPILIMHOMOIO
8311/3 EosuHo(dimpHa cOiHA Ta KICTO3HA HUPKOBOKJIITHHHA KapIIMHOMA
8312/3 HupkoBokiiTHHHA KapiuHOMa, B/1B
MonexynapHo euznaueni KapyuHoMu HUPOK
8311/3 TlepebOynoBani kapiiuHOMU HUPOK 3a TUIoM TFE3
8311/3 3mineni kapruHOMU HUPOK 32 THIOM TFEB
8311/3 ELOC (panime TCEB1) MmyTroBaHuii HUpKOBOKIITHHHHEA paK

8311/3 HupkoBOKIITHHHA KapiHHOMA 3 AedinuToM GymapaTrigpaTasu
7



8311/3
8311/3
8311/3

8510/3
8510/3
8510/3
8510/3

8510/3

HupkoBoxkiiTHHHA KapiimHOMA 3 1e(IIUTOM CYKIIMHATIECT1IpOTreHa3n
ALK-nepebynoBaHi HUPKOBOKIITUHHI KAPIIUHOMU

HupkoBOKIIITHHHA KapLIMHOMA, acolliiioBaHa 3 CHHAPOMOM CIaJKOBOTO
neiiomioMaTosy Ta HupkoBokiiTuHHOTO paky (HLRCC)

Menynspaa kapuunaoma, NOS

SMARCBI1-aedinuTHa KapIMHOMa MO3KOBOI PEUOBUHU HUPKU

MenynspHa HUPKOBOKJIITUHHA KapiuHoMa 3 Aedinurom SMARCBI
HemudepenmiiioBana  HUPKOBOKJIITHHHA  KapuuHOoMa 3 JedimuTom
SMARCBI, NOS

JenudepeHiiiiioBaHi HUPKOBOKIITUHHI KapiiHoMH 3 edinurom SMARCBI

IHIMX crienu(iIHUX MTiITUTTIB

MetanedpajbHi NyXJIHHH

8325/0
9013/0
8935/1

MeranedpanbHa ageHoMa
MeranedpanbHa anenodiopoma
MeTtaneppuyHa cTpoManbHa MyXJIMHA

3MiniaHi emitesniajbHi Ta CTPOMAJIBHI ITyXJIMHU HUPOK

8959/0
8959/0
8959/0

3MilIaHa emTenianbHO-CTPOMaIbHa MyXJIMHA HUPKU
Kicto3na Hedpoma y gopociux
Kicto3na Hedpoma y miteit

Me3eHxiMaJIbHI IIyXJIMHU HUPOK

8860/0
8860/0
8860/0
8860/1
9161/1
8361/0
8361/0
8361/0
8966/0

8967/0
8960/1
8960/1
8960/1
8960/1
8963/3
8964/3

Meszenximanohi nyxaunu HUPOK y 00poCIuUx
AHr10MIiOJIIIIOMA

OnkonurapHa aHrioMioinoma

AHT10MI0JIIIIOMA 3 €MiTeNaIbHUMU KiCTaMu
Enitemoigxaa agrioMioninoMma

I'emanriobnactoma

FOxcrarnoMepynsspHOKITITUHHA TyXJTUHA
OyHKIIOHAJIbHA IOKCTArJIOMEPYIISIPHOKIIITUHHA MTyXJIUHA
HedynkiionaibHa 1oKcTarioMepyasspHOKIITUHHA TyXJIMHA
PenomenynspHa iHTEpCTUIIAIBHO-KIITUHHA TyXJIMHA
Me3zenximanvHhi nyxaunu HUpoKx y oimeti

Ocuoikyroya myxJjuHa HUPKH Y HEMOBJISIT
Mezobnactuuna Heppoma

Kiracuuna BpokeHa Me3o01acTudHa Heppoma
Kiitunna BpopkeHa Me3obactTuuHa Hedpoma

3MimaHa BpopKeHa Me3001acTHaHa Hedpoma
Pabnoinna myxyimHa HUPKU

CBITJIOKJIITHHHA CapKOMa HUPKHU



EMOpionasibHi HOBOYTBOPEHHSI HUPKU
Hegpobracmuuni nyxaunu
Hedporenni 3amumiku
[TepunobapHi Heh)pOTEHH1 3ATUIIKH
[aTpanobapHi HePPOreHHI 3ATUIIKU
HedpobracromaTos
8959/1 Kicro3na yactkoBo audepeniiiioBana HeppodIacToma
8960/3 HedpobdmacToma
Pi3Hi myXJ1MHM HUPOK
Ilyxaunu 3apoOKo8UX KIimMuH HUPOK
9084/0 Teparoma mpenyOepTaTHOIO THITY
9084/3 Teparoma 3 KapIMHOIIOM (HEHPOCHIOKPUHHA ITyXJIMHA)
9071/3 IlyxmuHa )OBTKOBOTO Mirika, NOS
9085/3 3wmimrana TepaToMa-IyXJIMHA KOBTKOBOTO MIIITKa

CBITJIOK/JIITUHHI IIYXJIMHU HUPOK

CeiTyIOKJIiTHHHA KapunHoMa HUPKH (renal cell carcinoma, clear cell RCC)
€ HANMOIIMPEHIINM 3JI0SKICHUM €MiTeNlalbHUM HOBOYTBOPEHHSIM HUpKU. Bona
CTaHOBUTH OJM3bKO 70—75 % yciX HUPKOBOKIITUHHUX KaplUHOM. HacTilie BUSIBISETHCS
y 4os10BiKiB BikoM 50—70 pokiB. KiliHIYHO MOKe JOBIHi Yac MpOTIKaTh O€3CUMITOMHO.
Krnacuuna Tpiana — remarypisi, OuIb y ONEPEKY, NAJIbIIOBAHA MyXJMHA — HUHI Tpai-
JSETHCSA PIAKO. Y YACTHMHH XBOPUX CHOCTEPITralOThCA MapaHEOIUIaCTUYHI CHHIPOMHU
(rimepkasblieMisi, EpUTPOLIMTO3, TIEPTEH315, KaXEeKCis).

V nitelt CBITIOKIITHHHA KapLIMHOMA TPAIUISIETHCS HaJI3BUUYAHO pijiko. [lepeBakHo
criocTepiraroTbes HepodiaacToMu ab0 TpaHCIOKAIIMHO-aCOIMOBaH1 KAPIIMHOMH.

[IpoBigHMM TATOrE€HETHYHUM MEXaHI3MOM € 1HaKTHMBYyO4a MyTallis rena VHL
(von Hippel-Lindau), po3ramoBanoro Ha xpomocomi 3p25. Brpara ¢ynkuii Oinka
VHL 3ymoBitoe crabumizarito TpanckpumniiitHoro dakropa HIF-1a, sikuil aktubye
excripecito reHiB anriorenesy (VEGF, PDGF, TGF-a). PesynsratoMm € dhopmyBaHHS
MMyXJIMHHOTO MIKPOCEPEI0BUIIA 3 TIEePBACKYISIPU3AIIE€I0, BUCOKOIO MTPOJIi(hepaTUuBHOIO
AKTHBHICTIO Ta METACTaTHYHUM ITOTEHITiaJIoM. J[0/1aTKOBO Y YaCTHHU MyXJIUH BUSBJISIOTH
nopymieHns: reHiB PBRM1, SETD2, BAPI1, mo BmiuBaioTh Ha peMOJICTIOBAHHS
XpOMaTHHY ¥ BU3HAYalOTh arPeCUBHICTH Ta MMPOTHO3 3aXBOPIOBAHHSI.

Mopdhonoeiuni ocodonusocmi (makpockoniuna xapmuua). IlyxnuHa 3a3BUYAi
JIOKAJII3YETHCS Y KIPKOBI pEUOBHHI HUPKH, MA€ KOBTYBATO-30JI0TUCTHI KOJIIp yepes
HAKOTIMYEHHSI JIIMIIB, YacTO 3 JIISHKAMH KPOBOBWJIMBIB, HEKPO3y a00 KICTO3HHX
MOpOXXHUH. PO3MIpU MOXYTh KOJWUBATUCS BIiJ KIJTBKOX CAHTHMETPIB JI0 MAaCHBHHUX
YTBOPEHB, 110 AePopMyIoTh HUPKY. [lyxiinHa Mae TEHAEHILIIO 10 1HBa3ii B HUPKOBY
BEHY Ta HUXKHIO MOPOXHUCTY BEHY, LII0 BU3HAYA€ PU3UK MeTacTazyBaHHs (JIETeHI,
KICTKHU, M€YiHKa, HATHUPHUKH).



Mikpockoniuna Kapmuua CBITIIOKIITUHHOT KapIiMHOMa MOOyI0BaHAa 3 KJIITHH
MOJIITOHABHOT ()OPMH 13 CBITJIOIO, ONTHYHO MOPOKHBOIO IUTOIIA3MOI, 0araToro
Ha JINiaM Ta DiikoreH. SAapa — kpynm abo oBajbHI, 3 TTOMIPHOK a00 BHPaKEHOIO
AnepHol0 aTtumiero (omiHioTh 3a mkanoo [SUP-grade). Apxitekrypa myXJIuHH
BapiaberbHA: albBEOISIPHA, allMHAPHA, COJiAHA, TpaOeKyssIpHa a00 KiCTO3HO-COJITHA.
Crpoma ToHKa, T0Ope BacKyISIpU30BaHa, YAaCTO MPEACTABICHA CITKOIO TOHKOCTIHHHX
KaniasipiB. Hekpo3, KpOBOBWIIMBH, OCEPENKH KanbIU(iKallii i 3amaibHOi 1HOUIBTparlii
BBXKAIOTHCSI HECITPUATIMBUMH MPOTHOCTUYHUMH O3HAKAMHU.

Imynocicmoximiuno CBITIOKIIITUHHA KapUMHOMA XapaKTEPU3YETHCS: TIO3UTUBHOIO
ekcrpeciero — CD10, RCC-marker, vimentin, CAIX (kapOonanriapasa X, memOpanuui,
mudys3auit), Napsin A (iHo#i); Bix eMHOI0 a00 MiHIMaIbHOIO peakiiero — CK7 (piako
¢doxabHa), AMACR, CK20; Brparoro ekcnpecii Ouika VHL npu myTarii BiAOBIAHOTO
reHa. CAIX mae xapakrepne nudyzne memOpanHe gapoyBanns («box-like» pattern),
o JornoMarae Ju(epeHIiroBaTH CBITIIOKIITUHHY KapIiUHOMY BiJ XpoMo(iIbHOI
Ta iHmux BapianTiB RCC.

BbaratokamepHe KicTO3He HOBOYTBOPEHHSI HUPOK I3 HU3bKHM 3JI0AKICHUM
norenniajgom (Multilocular cystic renal neoplasm of low malignant potential)

Lle BapiaHT CBITJIOKIITUHHOI MYyXJIMHU 3 JOOPOSKICHUM KIIHIYHUM IEepedirom,
axui y kiacudikarii BOO3 2022 BiiHeCEHO 10 OKpeMOi HO30JI0T1i.

Maxpockoniuno CHOCTEPITalOTHCI MHOXKUHHI KICTO3HI TOPOXXHUHH, PO3LICHI
CIIOJTYYHOTKAaHUHHUMHU CeNTaMu, 0€3 COMTHUX JIIISTHOK.

Mikpockoniuno KICTO3H1 CTIHKU BUCTEJICHI OJTHOIIAPOBUM EMITETIEM 13 THTTOBUMHU
CBITJIMMHM KJIITHHAMH, O0€3 KIITUHHOI aTUIIii, MiTO31B 1 HEKPO3iB.

ImyHnocicmoximiynuti  npoghine  aHANOTIYHMM  CBITJIOKJITHHHIA — KapIHUHOMI
(CAIX+, CD10+, CK7-). IlyxnuHa Mae COpUSTAMBUNA MPOTHO3, HE A€ METACTa3lB
1 micas paguKaabHOTO BHUJAJIEHHS HE penuauBye. BaxxiuBo nudepeHuiroBaT ii Bij

KICTO3HHMX BaplaHTIB 3BUYANHOT CBITVIOKJIITUHHOT KapIIUHOMH.
NANIJIAPHI TIYXJIMHU HUPOK

Haninspua aneHoma Hupku. [laniyispHa HUPKOBOKJIITHHHA KAPIIUHOMA

[ManuisspHi OyXJIMHU HUPOK CTaHOBIATH Onm3bko 10-159% ycix HupKoOBO-
KJIITUHHUX HEOTUIa3iil. Y OUIBIIOCTI BUMAIKIB BUSIBIISIFOTHCS BUMAAKOBO MU Bizyai3a-
IMHUX TOCHIKEHHAX. YacTille crocTepiraloThCsl Y Y0JIOBIKIB BiKOM MoHa1 50 pokiB.
KriniuHO XapakTepu3yroThCs MIISIBUM TIepeOirom, pijaiie MeTacTa3yoTh, HIXK CBITIIO-
KJIITUHHI KapiuHOMH. [HOMI 3ycTpivaroThCcsi MHOKHMHHI a00 JTBOOIYHI ypa)KeHHs, 110
TUTIOBO JJI CMAJKOBOI MAMUISIPHOT HUPKOBOKJIITUHHOT KapIIMHOMH, aCOIIHOBaHOL

3 myTariero MET-rena (7-a xpomocoma).
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VY maTtoreHesi KIHOYOBY POJIb BIIITPatOTh: 1) Tpucomis xpoMocom 7 Ta 17, a Takoxk
BTpaTta Y-XpoMOCOMH (Y YOJIOBIKIB), IO XapaKTEpHO IS CIOPaAUYHUX (POopM;
2) myrtartii abo amrmrigikamii rena MET, mo koaye penentop THPO3WHKIHA3M IS
daktopa pocty remarouutiB (HGF), ctumymoroTs mpomidepariito i aHTiOTeHES;
3) aktuBHicTh MUIsIXy PI3K/AKT/mTOR, 1m0 Bu3Hauae miABHICHY MPOTiQepaTHBHY
3MaTHICTh KIMITUH. LI MOJeKyIsApHI MOPYIIEHHS 3yMOBIIIOIOTH (POPMYBAaHHS MAMIIPHOL
apXITEKTYypH Ta BIJIHOCHO MOBUIbHMI KJI1HIYHUI PO3BUTOK.

IHaninapna adenoma nupku — 1e JN0OpOSIKICHA MyXJIMHA, IO CKJIAJIA€ThCA
13 Ip1OHUX ManiIsspHUX CTPYKTYp. BoHa He mepeBuiye 1,5 cM y miamerpi (3a Kiacu-
¢ikamiero BOO3 2022), He Mae iHBa3ii y Kancyiay ado CyauHU. 3a3BUYail BUSBIISETHCS
BUIIAJIKOBO MPpH HePpekToMii abo ayTorcii.

IHaninapua nupxosoxknimunna xapyunoma (papillary RCC) makpockomivHo
MIPEACTABICHA COJIAHO-MANUIAPHUMHU a00 KICTO3HMMH YTBOPEHHSMH CipO-KOBTOTO
KOJILOPY, YacTo 3 JUITHKaMHU HEKpO3y, KPOBOBWIMBIB 1 Kalbliudikaiiil. Mae 4iTKi
MEKI1 Ta 1HO/I1 BUSBIACTHCS B KIJIbKOX BOTHHUIIAX.

Mikpockoniyno nyxiauHa 1MoOy/0BaHa 3 MaNUIPHUX CTPYKTYp 13 PiOpoBacky-
JSPHUMHU CTPWOKHSIMH, BKPUTUMH KyOlYHMMH a00 UWIIHAPUYHUMHU KIITHHAMM.
VY CTpHKHSX 4acTO TPAIUIIOTHCSA MIHUCTI Makpodaru Ta reMOCHIEPUH — XapakTepHa
JlarHOCTUYHA 03Haka. KiliTuHU MICTATh €03uHO(1IEHY 200 0230 UTbHY LUTOILIA3MY;
s1ipa — 3 IOMIPHOIO aTUIIIETO.

Buainstors 1Ba OCHOBHUX TICTOJIOTTYHUX THITH HAMUIIPHOT KApIIMHOMMU:

o Tun 1 (6azoghinbruii) — KMTUHU IPiOHI, 3 HU3BKUM SIICPHUM CTYTICHEM, IIUTO-
r1azMa Oo1ija, myxJiMHa 3a3BUYail Ma€e CIpUSITIIUBHUM MPOTHO3.

o Tun 2 (eo3unoghinonuti) — KIITUHU OUIBIII, 3 BUPAKEHOIO SJEPHOIO ATHUIIIELO,
€03MHO(IILHOIO IUTOIIIa3MOI0, TEHICHIIIEI0 10 HEKPO31B Ta BUILOIO arPECUBHICTIO.

[TanuisgspHi MyXJIMHU HUPOK MAaOTh XapaKTepHY IMYHOTICTOXIMIYHY CHUTHATYpY:
CK7 — mudysno mosutuBHa (ocobmuBo B Tumi 1); AMACR (a-metunarui-KoA-
pariemasa) — mo3uTuBHa y Oibinocti BumankiB; CD10 — ¢gokanbHO MO3UTHBHHM 200
cimabkuit; Vimentin — mosutuBamii; CAIX — HeratuBHuii a60 (OKaNbHUM, IO BiApi3-
HS€ BiJ CBITJIOKIITUHHOI KapiuHoMu. st adenomu 1I'X-nipodins aHamoriyHuii, ane
BIJICYTHI1 O3HaKHU 1HBa31l Ta KIITUHHOI atumii. /laninapna adeHoma po3TISIIAETHCS K
nepeonyxiunHe abo 006posKicHe ymeoperHs, 1o Moxe 0yTH MOP(OJIOTIYHUM TTOTIe-
PEIHUKOM KapUUHOMU. [laninapna HUpKOBOKIIMUHHA KAPYUHOMA MA€ Kpallui mpo-
THO3, HDK CBITJIOKJIITUHHA (hopMa, OCOOIHMBO TP TUM | 1 HU3BKOMY SIIEPHOMY CTY-
neHi. MeTracTa3yBaHHsI 4acTillle CIIOCTEPITaEThCS TIPH TUITL 2 Y pa3i BEJIMKUX PO3MIPIB

MyXJIMHH Ta BEHO3HOI 1HBA311.
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OHKOLIHTAPHI TA XPOMO®OBHI ITYXJIMHHU HUPOK

OnkouuTomMa — 100pOsIKiCHA emiTeiadbHa MyXJIMHA HUPKH, 10 CTAaHOBUTH
6mu3bpko 3—7 % yciXx HUPKOBHX HOBOYTBOpEHb. YacTilie TparuisieTbes y YOJIOBIKIB
CEPEeIHBOTO Ta TOXUJIOTO BIKY. Y OLIBIIOCTI BUMAKIB BUSBISIETHCS BUIIAIKOBO ITiJT
yac Bi3yalizaliiHux aociikeHb. [lyxnuHa 3a3Buuail oHOO1UHA, COTITapHa, Pi/IIe
MHOXMHHA a00 nBoOiuHa (Tipu cuHapomi Birt—-Hogg—Dubé). Kniniuni nmposiBu Hecre-
1udivHi: Tynui 611k y MOMepeKy, MaKporemMaTypis, 1HO/I1 MaJbIIOBaHE YTBOPEHHS.

[TyxanuHa MOXOJNTH i3 IHTEPKANAPHUX KIITHH 30ipHUX KaHAIbBIB. [i pO3BUTOK
MOB'SI3YIOTh 13 MITOXOHAPIAIPHUMH MYTAIliIIMM Ta MIABUIIECHHSIM €HEePreTUIHOI
AKTUBHOCTI KJIITHH, 110 3yMOBJIIO€ HAKOITMYCHHSI MITOXOH/IPiH Y HUTOIUIa3Mi. [ eHeTHIHO
MOKE acoOIlfoBaTUCA 3 JejelisMu xpomocoMm 1, 14 abo Y, a Takox 13 CHHIPOMOM
BHD (myramis FLCN).

Maxkpockoniuno. JloOposikicHe, a00pe BIJIMEKOBaHE YTBOPEHHS J1aMETPOM
10 5—7 cM, KOPUYHEBO-YEPBOHOI'O KOJIbOPY, 1HOAI 3 LEHTpaIbHUM pyOueM. Hekpos
1 KPOBOBMJIMBU HEXAPAKTEPHI.

Mikpockoniuno. KIITUHU BEMKI, MOJITOHAJIBHI, 3 TOMOT€HHOIO €03UHO(UIEHOIO
[UTOTUIa3MOIO (Yepe3 CKYMUEeHHsS MITOXOHJPIN), sipa OKPYTJIl, 13 APIOHUM SITEPIIEM.
Crtpoma cynuHHa, (popmye THI3I0BY a00 TpaOeKyJsipHy apXitekTypy. O3Hak iHBa3ii
ab0 BUpaXXEHOI aTUITii HEMAE.

Imynozicmoximiunuii npogine. CD117 (c-Kit) — nosutuBuuii; CK7 — HeraTuBHHiA
a6o ¢dokanpHo cnabkuii; EMA, AE1/AE3 — nmo3utuBHI; Vimentin — HeraTUBHMIA;
Mitochondrial antigen (MIA) — no3utuBaui. Takuii mpodiie 103BOJIIE TUPEPESHITIFOBATH
OHKOIIUTOMY B1Jl XpOMO(OOHOI KAPLIMHOMH Ta 1HIIMX HUPKOBOKIITUHHUX HEOILIa31il.

OnkoruTomMa Mae 100posIKiCHUM Tiepedir, MeTacTas3iB He Aae. ['onoBHE aiarHoc-
TUYHE 3aBAaHHS — AUQPEPEHIIIOBATH i1 Bl XpOMO(OOHOI KapIIMHOMH Ta TiOpUIHUX
nyxiuH. [licns wedpekTomii abo eHykiearii MPOTHO3 CHPUATIUBUN; pELUIUBU
CIIOCTEPITratoThCsl BKpa PiaKo.

XpomodooHa HUPKOBOKJIITHHHA KapuuHOMa (Chromophobe RCC)

XpoMooOHA KapImHOMAa CTaHOBUTH NPHOIM3HO 5 % HUPKOBOKIITHHHUX
KapuuHoM, 4actime y Bimi 50—70 pokiB 6e3 3HauyHOi crareBoi pizHuii. [lyximHa
3a3BUYail Ma€ MOBUIBHUM KIIHIYHUI mepelir, piiko MeTacTa3zye 1 Ma€ HalKpamiun
MIPOTHO3 cepell 3MO0AKICHUX eMITeTIaIbHUX MyXJIUH HUPKU. Moxke OyTH criopainyHOO
ab6o acoriioBanoto 3 Birt-Hogg—Dubé cunnpomom.

XpoModoOHa KapLIMHOMA MOXOAUTD 13 IHTEPKATSIPHUX KIIITUH 301pHUX KaHAJIbLIIB,
MoaiOHO 70 OHKOIIMTOMH, ajleé XapaKTEePU3YEThCS MHOKMHHHUMH XPOMOCOMHHMU
nenemisimu (1, 2, 6, 10, 13, 17, 21) Ta rimomnoiniero. BiacytHicts mytamiit VHL
1 BigminHocTi B ekcrpecii KIT ta CK7 miaTBepKyIoTh ii OKpeMe MOXO KEHHSI.

Maxpockoniuno: 4ITKO BIIMEXOBaHA MyXJIMHA, 1HOMA1 1HKANCyJb0BaHa, CBITJIO-

0exeBoro ado CipyBaTOro KoJibopy, 3 OCepeIkaMu KiCTO3HOI JiereHepariii.
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Mikpockoniuno. KniTuHU BeNHKi, 3 MPO30pOor0 ab0 ApiOHO3EPHUCTOIO IUTO-
IUTa3MOI0, BUPKEHUM TIEPUHYKJICApPHUM CBITIIMM 0peosioM («haloy), 110 € XapakTepHOIO
03HaKO0. Spa rinepXpoMHi, 4yacTi aBosiAepH1 KimiTuHd. CTpoMa TOHKA, CyJIMHU pO3Ta-
II0BaH1 pIBHOMIpHO. MOXIIMBI JIBa BaplaHTU: KIACUYHUL Mun — 3 KIITUHAMH 13 OJ1171010
[IUTOIIIA3MOI0; €03UHODINbHUL MUn — 13 KIIITUHAMHU, CXO0’KUMHU Ha OHKOITUTOMY.

Imynocicmoximiunuii npogpine: CK7 — nudy3Ho NMo3UTHBHUN (HA BiIMIHY BiJ
oukonuromu); CD117 (c-Kit) — mosutuuuii; E-cadherin — mo3urusuwmii; Vimentin —
weratusauii;, EMA, AE1/AE3 — nosutusHi; Hale’s colloidal iron stain — mo3utuBHE
3a0apBJICHHS TIEPUHYKIICAPHUX 30H (crerudiuHa 03HaKa).

XpomohoOHa KapuuHOMa Ma€ cnpusmausuil npocnos (5-piuHa BYIKWBaHICTh
noHan 90 %). Bona nmotpeOye perenbHOi TudepeHIiiHOT TIarHOCTUKA 3 OHKOITUTOMOIO,
CBITJIOKJIITUHHOIO Ta MAMUIAPHOIO KapLUHOMAMH, OCOOJHMBO MPHU €03MHO(PIIBHOMY
BapiaHTi. MeTacTa3u CrocTepiraloThCsl PiAKO, MEPEBAXKHO MIPU CAPKOMOITHINA TpaHC-
dopmariii. st octaTouHOTO MATBEPHKEHHSI A1arHO3y 4acTo HEOOX1IHE MOJICKYJIsIpHE

podITIOBaHHS.
INYXJIMHU 3BIPHUX [TPOTOK

Kapuunoma 30ipHux mporok (takox Bimoma sk Bellini duct carcinoma) —
PIAKICHE, BUCOKOArpeCHBHE 3JIOSIKICHE EMITEeNalbHE HOBOYTBOPEHHS, IO MOXOJUTh
13 IUCTANIbHUX BIAAUTB He(dpoHy (30IpHUX NPOTOK MERyJsipHOi 30HM). llepeBaxkHo
BUHUKAE Yy JOpOCIUX (CepemHiil BiK 55—65 pokiB), dacTiiie y 4oJoBikiB. KiiHIYHO
MPOSBIISIETHCS TEMATYPi€t0, 00JIeM y TIOTIepeKy, 1HO/II MajJbIIOBAaHUM YTBOPEHHSAM. Mae
CXWJIBHICTh JI0 PaHHBOTO METacTa3yBaHHsS y JiM(paTU4HI BY3JH, JIET€HI Ta KICTKH.
[lyxnuHa XxapakTepu3yeTbcss HU3bKUM CTyNEHEM audepeHiiialii, BACOKUM Ipoidepa-
TUBHUM TIOTCHIIAJIOM 1 PE3UCTEHTHICTIO M0 CTAHAApPTHOI Teparii. MoeKkyispHo-
FeHETUYH1 JOCIIPKEHHS BHSBIITIOTH akTHBaIio curHagbHuX nniaxiB EGFR, NF-kB,
a Takoxx nopyieHHst y reHax SETD2, CDKN2A, 110 3yMOBIII0€ arpecuBHUM nepeoir
1 HECTIPUSATIMBHUI MPOTHO3.

Maxpockoniuno: misbHE, CipyBaTO-01J1e 200 )KOBTYBAaT€ HOBOYTBOPEHHS, JIOKa-
J130BaHE Y MO3KOBil pEYOBMHI HUPKH, YaCTO 3 BUpaxeHUM (HiOpo30oM 1 recMoriac-
TUYHOIO PEAKIIIEIO.

Mikpockoniuna 6y0oea TyXJIMHU TIpeACTaBiIeHa 1HPIILTPATUBHO 3POCTAOYUMU
TyOyJOmanuisipHUMU a00 TJIAHAYJISIPHUMU CTPYKTYpaMH, BUCTEICHHUMH KyOIYHUMHU
a00 TOJNITOHATLHUMU KJIITHHAMHU 3 BHPAKEHOIO SIJICPHOI0 ATHINIEIO, TIMEPXPOMIEI0
Ta YaCTUMHU MITO3aMU. XapakTepHa HASBHICTh JIECMOIUIACTUYHOTO CTPOMAJIBLHOTO
KOMITOHEHTA, JTiMpOoinHOI 1H(IIBTpallii, JUTHOK HEKPO3Y.

Imynocicmoximiunuii npogine: TYyXJMHHI KIITHHU 3a3BHYall  €KCIPECYIOTh
mutokepatuan CK7, CK19, CK34BE12, EMA, PAXS8, a takox Ulex europaeus
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agglutinin | (UEA-I). HeratuBHa peakiiisi crioctepiraerhbes oo CD10 1 RCC-mapkepis,
10 J103BOJIsA€ AU(DEPEHIIIIOBATH KapIIUMHOMY 301pHHUX MPOTOK BiJ CBITJIOKJIITHHHOI Ta
NanuIIpHOi KaplUMHOM. Y 4YacTHHI BUMNAAKIB BU3HAYAETHCS eKcmpecis p5S3 1 BTpatu
CDKN2A/p16.

Kaprmnoma 30ipHUX TMPOTOK Ma€ HECHPUATIMBUA MPOTHO3: II'ATHPIYHA
BIDKUBaHICTh He niepeBunrye 10—15 %. OcHOBHUM METOAOM JIIKyBaHHS € XIpypridHe
BUJIaJIeHHs (HedpekToMmisl), OAHAK HaBITh INPH PaTUKAIPHUX BTPYYAHHSIX YacTo
CIIOCTEpIraloThcsl paHHI MeTacTaszu. ImyHoTtapretHa teparis (iHriditopu EGFR,

mTOR) po3rasigaeThes K MEPCIEKTUBHUN HAITPSIMOK.
THIII ITYXJIMHU HUPOK

CBITVIOKJIITHHHA NANVIIPHA MyXJIMHA HUPKOBUX KJIITHH (Clear cell papillary
renal cell tumor) — e HOBOyTBOPEHHS 13 HU3bKUM 3JIOSKICHUM MOTEHLIAJIOM, IO
3a3BHYall BUSBISIETHCS BUIIAKOBO IT1J] 4aC OOCTEXEHHS 3 MIPUBOJY 1HIIUX 3aXBOPIOBAHb.
Haituacrimie crioctepiraeTbcs y 5KIHOK CEPEIHBOTO Ta MOXMWIIOro Biky. KitiHIuHO mpoTikae
0e3cMMNTOMHO a00 MpPOSBISETbCS HE3HAUHOIO remarypiero. IlyximHa moxoauTts 13
EMITENI0 TUCTATBHUX BIAIUTIB HEDPOHY M XapaKTepU3yeTbCs 0COOTMBUM (DEHOTUIIOM,
110 MOEJAHYE PUCH CBITIIOKIITHHHOI Ta MAMISIPHOI KAPUMHOM, OJTHAK 0€3 XapaKTEepHHUX
JUIsl HUX TeHETHYHUX 3MIH (BiACyTHI MyTauii VHL Ta tpucomii xpomocoMm 71 17).

Maxkpockoniuno Ma€ BUIINIS YITKO BIJIMEKOBAHOTO By3Ja >KOBTYBATO-CIPOTO
KOJIbOPY, 4aCTO 3 KICTO3HUMH BKJIFOUEHHSIMH.

Mikpockoniuno nipeacTapieHa TyOylIONanuIIpHUMU CTPYKTYpaMH, BUCTEICHUMHU
KJIITUHAMH 3 TIPO30POI0 LUTOIIa3MOI0 Ta 0a3ajibHO PO3TAIIOBAHUMU SApPaMU. Xapak-
TEPHOIO € BIACYTHICTb BUPAXKEHOI SIICPHOT aTHUMIl Ta HU3bKUI MITOTUYHUH 1HAEKC.

Imynocicmoximivnuti npogine. Bupaxena ekcnpecis CK7 1 CAIX (i3 tumoBo
«4amonoAiOHUMY aTepHOM), TO3UTUBHA peakiid Ha EMA Ta ByrieBOJHI aHTUTEHH.
Heraruna peakiist Ha CD10 ta a-metunanui-KoA-panemazy (AMACR), o gomno-
Marae BiJIMEXXyBaTH 1€/ TUII BiJl MAMJISPHOI HUPKOBOKIITUHHOI KapimHoMU. [lepeGir
TOOPOSIKICHHIA; METacTa3yBaHHsI He omnucaHo. [ludepentiiiiHa qiarHoCTUKa TPOBOTUTHCS
3 HU3bKOM(DepeHITIHoBaHNMHU (DOpMaMU CBITJIOKJIITUHHOI Ta MAMUISIPHOT KapIIUHOM.

MyuuHo3HMi TYOyJasipHUil Ta BepeTeHOKJIITUHHMH pak (Mucinous tubular
and spindle cell carcinoma) — pinkicHe, 3a3BU4ail MajO3JIOSIKICHE e€IiTesialbHe
HOBOYTBOPEHHSI HUPKH, 1110 YaCTIIIE TPAIUIETHCS Y )KIHOK CEPEeIHbOro BiKy. KiiHIuHI
nposiBU HecnenudiuHi — OiIb y MomnepeKy, Makporemarypist a00 BUIAIKOBE BUSBICHHS
npy Bi3yamizamiHuX gociipkeHHsx. [lyxivHa moxomuTh 13 KITHH JUCTAJIBLHOTO
Hepony. Mae crtabinpbHUN TeHOM 0€3 XapakTepHUX IS MANUIIPHUX KapImHOM
TpucoMiit 7 1 17. Y yacTuHM BUNAAKIB BUABIAIOThCA MyTalii MET ta FH, mo mMoxe

OyTH TOB'sI3aHO 3 BapiaOeIbHICTIO KJITHIYHOTO Tepeoiry.
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Maxpockoniuno: nijapHe a00 4YaCTKOBO CIIM30MO/II0HE YTBOPEHHS 3 Cipo-011010
a00 CipyBaTO-pOKEBOIO MMOBEPXHEIO HA PO3Pi3i, YACTO 13 HITKUMU MEKAMHU.

Mikpockoniuna 6yoosa. XapakTepHa MO€IHaHA apXITEKTypa TyOYJIIPHUX CTPYKTYP
1 BEpETCHOKIIITUHHUX €IEMEHTIB Y MyIIMHO3HOMY CTpOMajibHOMY Marpukci. Kimitnau
MOHOTOHHI, 3 OBJIBHUMH sIpaMH, APIOHO3EPHUCTUM XPOMATUHOM, HU3BKUM MITO-
TAYHUM THIECKCOM.

Imynozicmoximiunuil npogpines. Ilozutusna excrnpecis CK7, CK19, PAX8, EMA,
a takook AMACR; CD10 3a3Buuaii HeraTuBHHI a00 ci1a0omo3uTUBHMUI. BusBieHHs
MYILMHY MIITBEPAKYEThCs peakiiietro 3 PAS ta Alcian blue.

[TyxnuHa XapakTepru3yeThCsl CIPHUSTIMBAM POTHO30M, OJTHAK MOYKJIMBI PEIIUINBH
Ta MOOJMHOKI MeTacTasu. JudepeHiliifHa 11arHOCTUKA MPOBOAUTHCS 3 MAIUISIPHOIO
HUPKOBOKJIITHHHOIO KapLIMHOMOIO Ta (10poemiTeNnialbHUMU MyXJIMHAMH.

TyOy0KicToO3Ha HMPKOBOKJITHHHA KapuuHoMa (Tubulocystic renal cell
carcinoma). PinkicHa, 3a3BM4ail HU3bKO3JIOSIKICHA ()OpMa HUPKOBOKIIITUHHOTO PAKYy,
[0 HalYacCTillIe CIIOCTEPITraeThCs Y YOIOBIKIB CepeIHbOTO BiKy. KITIHIUHO BUSBISETHCS
BUIIaJIKOBO 200 MPOSABISETHCS TeMaTypiero Ta 6oeM y nonepexonii auistHii. [lyxmuna
MOXOAUTh 13 MPOKCUMAIBHOTO BIIUTY HehpoHy. Mae yHIKQIbHHM T€HETHUYHUN
npodiib 3 YaCTUMH XPOMOCOMHUMHU TpucoMmismu 7 Ta 17, momiOHO 10 mamiisipHOI
KapIMHOMHM, OJTHAK Oe3 11 XxapakTepHoi Mop¢oIorii.

Maxpockoniuno YTBOPEHHSI Ma€ 4iTKI MEX1, Ha po3pi3l — KOMIpUacTO-KiCTO3HY
CTPYKTYpY, 3alIOBHEHY MPO30pUM 200 CEPO3ZHUM BMICTOM.

Mikpockoniuna OynoBa MyXJUHU CKIIAJAETHCS 13 YUCICHHUX TyOymiB 1 ApiOHUX
KICT, BUCTEJICHUX €O03MHO(DIILHUMHU a00 CBITIIMMH KyOIYHMMH KJIITHHAMU 3 Timep-
XpOMHUMHU siipamMu Ta BupaxeHumu saaepusMu (ISUP 3). ApxiTexTypa Harazye
«MEPEKUBO» a00 «CITKY».

Imynocicmoximivnuti npogine: no3utuHa peakiis Ha PAX8, AMACR, CDI0,
HeraruBHa abo cimabka Ha CK7. IlepeGir BiTHOCHO CHPUSTIMBHM, MPOTE MOXKIIMBE
MiclieBe 1H(UIBTpaTuBHE 3pocTaHHd. Baxnusa nudepenuiaiiis 3 TanispHOIO Kapiu-
HOMOIO Ta KicTo3HuMU BapianTamu HKP.

Ha0yTa kicTo3Ha XxBopo0a, NOB’A3aHa 3 HUPKOBOKJIITHHHOI KAapUUHOMOIO
(Acquired cystic disease—associated RCC). Po3BuBaeTbcs NMepeBa)KHO y TAIIEHTIB
13 XpOHIYHOI HUPKOBOIO HEJIOCTATHICTIO, 110 TPUBAJIMHI Yac nepeOyBaroTh Ha Jiaisi.
3a3Buuaii 1B0OIYHA ab0 MynbTH(OKaTbHA. XPOHIYHA TIMOKCIS Ta mpoiideparis
ENITeNII0 KICT CHPUSIOTh HEOIIACTHUYHIN TpaHcdopMalii KIITHH MPOKCHMAaIbHUX
kaHanbiiB. Yacto criocrepiratorsest mytarlii 7SC2, MTOR ta NRAS.

Maxpockoniuno: By3JId ce€pell HEBEJIMKUX KICTO3HO 3MIHEHUX JIJISTHOK HUPKOBOT
TKaHWHM, )KOBTYBATO-0ypOTO KOJIBOPY.

Mikpockoniuno yXjiiHa yTBOpeHa €03WHOMUILHUMHU KIIITHHAMU 3 apXITEKTYpPOIO
y BUDJISAIL TyOyimiB, mamin Ta MIKpOKICT. YacTo HasiBHI T1alliHOBI BKJIIOYEHHS, KaJbI[U-
(dikaTH, 1HOJII — MITOTUYHA aKTUBHICTb.
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Imynocicmoximivnuti npoghine.: no3utupHa excrpecis CD10, AMACR, CK8/18,
PAXS; CK7 — cnabka ab6o BiacyTHs. [lyxiauHa Mae TeHACHINIO 10 MYJIBTH(POKATEHOTO
pPOCTY, MOXJIMBI MeTacTa3u. [IporHo3 3anexuTh BiJ] CTyHeHS AUQEPEHIIIOBAHHS
Ta KJIIHIYHOTO CTaHy HUPOK.

Eo3unodisibHa codigHa Ta KICTO3HA HUPKOBOKJIITHHHA KAPUUHOMA
(Eosinophilic solid and cystic renal cell carcinoma). [lyxiuna cepeguroro ado
HU3BKOTO CTYMEHS 3JI0SKICHOCTI, YacTIIIE TPAIIISETHCS Y )KIHOK CePeTHbOTO BiKy. Moyke
OyTu criopaauyHoo abo acorliiioBanoto 3 mytatieto 7SC1/TSC2 Ta KOMILUIEKCOM TyOe-
po3HOro ckieposy. [1oxonuTh 13 MpOKCUMaIbHUX HEYPOHOBUX KIIITHH 13 MEPEBAKHO
e03uHOGITFHOI0 TudepeHITiaIlielo; XapakTepu3yeTbesi aktuBaiiero mTOR-curaams-
HOTO IIIJISIXY.

Maxpockoniyno: 9ITKO BIAMEXKOBAHWNA BY30J 13 UYEPBOHYBATO-KOPUYHEBHM
KOJIbOPOM Ha PO3pi3i, 3 MOETHAHHAM COJIIHUX Ta KICTO3HUX JIUISTHOK.

Mixpockoniuno. ComnigHl IUISHKA TPEICTABICHI BEIUKUMH €03WHODUIBHUMU
KJIITUHAMHA 3 TPAHYISPHOIO IUTOILIA3MOIO, 1HOMI MIHUCTUMHU BakyonssMu. KicTo3Hi
CTPYKTYpH 3arlOBHEHI OLIKOBUM BMICTOM. MOXKIMBa HasBHICTh SIIEPHUX 1HKITFO31H,
MITO31B MaJIo.

Imynocicmoximivnuti npogine: nosutuBHa excrpecis CK20, CK8/18, PAXS,
Cathepsin K; CK7 — HeratuBHUH, W10 BIAPI3HAE L0 MyXJUHY Biag XpoMo(poOHOI
kaprmHomu. [lepebir cripusiuBuii, piko MeTactazye. Baxnusa Touna mopdo-1I'X
BepudiKaIlis Jyisi YHUKHEHHS T1MepiarHOCTHKY arpeCUBHUX (OpM.

HupkoBokairunna kapuumnoma, B/IB (Renal cell carcinoma, NOS — not
otherwise specified) — 11e 1iarHOCTHYHA KaTeropis, M0 BUKOPUCTOBYETHCS y BUMAJIKAX,
KOJIU MyXJIMHA HE BIJTMOBIIA€ KOJHOMY BU3HAUEHOMY TICTOTHIy a00 Mae€ 3MillaHy
Mopdororito. BimoOpaxkae MOpdoJIOTiuHy Ta MOJIEKYJISIPHY T€TEPOTE€HHICTh HUPKOBUX
nyxjauH. Moxe OyTu MepBUHHO HeAu(epeHIIHoBaHOK a0 MPEICTaBISATH Mi3HIO
TpaHcdopmarlito BiIOMUX TUMIB (CBITJIOKJIITUHHOTO, MAMJISPHOTO TOIIIO).

Maxpockoniuno: By301 PI3HOI KOHCHCTEHIII, 1HOAI 3 IJISHKAMH HEKPO3y Y
KPOBOBUJIMBIB.

Mopgonociuna xapTuHa BapiaOeibHa: MOETHAHHS COJITHUX, TPAOCKYISPHUX,
aJIbBEOJISIPHUX CTPYKTYP 13 KIIITUHHOIO aTUITIEO PI3HOTO CTYICHS.

Imynozicmoximiynuti npoghine 3aneKUTh Bl IEPEBAKHOTO TICTOTUITY: MOXE OyTH
excripecis PAXS, EMA, CD10, AMACR; Hepigko CHOCTEpIraeThCsi 4yacTKoBa abo
neraruBHa CK7-peaktuBnicth. [liarHo3 RCC, NOS BCTaHOBIIOETHCSA JUIIE TICII
BUKJTFOUCHHS yCiX crienudiuaux miarumiB. [Iporno3 Bapitoe Bij BITHOCHO CHPUSITIHU-

BOTO JI0 arpECUBHOTIO, 3aJIE5KHO BiJl CTYIEHs aHarlIas3ii.
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MOJIEKYJIAPHO BUSHAYEHI KAPIMHOMU HUPOK

IlepedynoBani kapumnomu Hupok 3a Tunom TKFE3 (TFE3-rearranged renal
cell carcinoma). PinkicHa opMa HUPKOBOKITITUHHOT KapLIMHOMHU, 1110 CIIOCTEPIraeThCs
MEPEBAXKHO Yy JIITEH Ta MOJIOIUX JAOPOCTUX (MEPEBaKHO KIHOK). YacTo MpOsBISIE€THCA
remMarypiero, OoJeM y TONEPEeKOBIM [IISHIN, 1HOMI MAJbIIOBAHUM YTBOPCHHSIM.
[TyxnuHa 3yMOBJIeHa TpaHCIOKAIlIIMHU, sK1 3any4daroTh TeH TFE3 (Xpl1.2), mo xoaye
TpaHCKpuniiiHui (daktop pomunu MiT. HalnommpeHninn XuMepHi 3IUTTI —
ASPSCRI-TFE3, PRCC-TFE3, SFPQ-TFE3, NONO-TFE3. 11i nepeOy1oB1 NMPU3BOISATH
710 aKTUBAIlli CUTHAJbHUX IUIAXIB POCTY 1 Mpoidepariii KIITHH.

Maxkpockoniuno: comigHa a00  KICTO3HO-COMiJIHA TYXJIMHA KOBTYBaTo-
KOPUYHEBOTO KOJIBOPY 3 AUISTHKAMU KPOBOBUJIMBIB.

Mikpockoniuna 6yoosa. TumnoBa apXiTeKTypa — ManuisgpHa, albBEOJsIpHA a0o
comiaHa. KiiTHHM ToOJIroHanbHi, 31 CBITJIOI ab0 €03MHO(MUILHOI ITUTOILIA3MOIO,
YaCTUMHU TICAMOMHHUMU TUIBISIMU. Slipa 3 BUpaKCHUMH siaepusMu. MOXKIIUBI 30HU
MIKPOKICTO3HO1 TpaHc(opmarlii Ta riajiiHo3y CTPOMHU.

Imynocicmoximivnuti npogpine. XapaxkrtepHa sjaepHa excopecis TFE3 (micns
peTenprHOro mpenpouecinry). JlomarkoBo MOXJIMBI MO3WTUBHI peakiii Ha PAXS,
Cathepsin K, Melan-A, HMB-45. CK7, EMA — nepeBaxxHo HeratuBHi. [{ns ocTaTou-
Horo miareepxeHHs — FISH a6o NGS-tectyBanus Ha nepebynosu TFES.

[TyxnuHa mae BapiaGenbHUI epedir BiJ BIAHOCHO 1HIOJIEHTHOTO JI0 arpeCUBHOTO
3 MeTacTazaMu. Y MITe MPOTrHO3 Kpalui, HDK Yy JopociuX. TouyHa MOJEKYIsipHa
IMYHOTICTOXIMIYHA BepuQIKallisl BU3HAYA€E MOMJIMBICTh TApreTHOI Teparlii, CIpsiMo-
BaHOi Ha MiT-CUrHajabHUN HIISX.

3mineni kapuuHomu Hupok 3a tHnoM TFEB (TFEB-altered renal cell
carcinoma). Ille pinkicHIIIMI MiATUIT HUPKOBOKIITUHHOI KAPIIMHOMH, SIKUM TPaIIsIEThCS
K y JITeH, Tak 1 B MOJOAUX JOPOCTUX. Y OUIBIIOCTI BUIAJIKIB Iepedir MOBUIBHUMH,
X04a OMHMCaHl arpecHBHI BapiaHTH. 3yMOBIIEHa XPOMOCOMHHMH Mepelyr1oBaMu, SKi
3anmydaoTh TeH TFEB (6p21), 3okpema MALATI-TFEB-31uTTs, a00 aMIutiQikaii€ero
TFEB. O6uaBa MexaHi3MU CHPUYUHSIOTH HAIMIPHY €KCHPECit0 TPaHCKPUIIIAHOTO
¢dakropa TFEB, 110 perystoe KIITUHHANA MEeTa00113M 1 JII30COMHY (DYHKITIIO.

Maxkpockoniuno.: 4iTKO BiIMEXOBaHA MyXJIMHA, HA PO3Pi3l CipyBaTo-KOpUYHEBA
a00 3 YepBOHYBATUMH JIJITHKAMH.

Mixpockoniuno. [lyxiimHa Mae abBeOJISIpHY a00 COJIITHO-TPaOEeKYIISIpHY CTPYKTYPY,
CKIIQZIAEThCS 3 BEJIMKUX KIITHH 13 TPO30pPOI0 a00 €03MHO(MIIBHOI ITUTOILIA3MOIO.
Yacto BUSBISIOTHCS 30HU TlaliHO3Y, ICAMOMHI TIJIbI, @ TAKOXK 3MIIIaHa TiCTOJIOTIYHA
KapTHHA (3 OHKOIIUTAPHUMH 200 CBITIIOKIIITUHHUMHM JUISTHKAMH ).

Imynocicmoximivunuii npoghine. Xapaxktepsa siaepHa ekcrapecis TFEB. Moxiusa
koekcrpecis Melan-A, HMB-45, Cathepsin K, PAX8. CK7, CD10 — 3a3Buuaii Hera-
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tuBH1. Bepudikarisa niarnoszy norpedye FISH a6o NGS-nocnimxeHHs Ha nepedy10Bu
yu amiutidikanii 7FEB. Ilepebir 31e011b110T0 COPUSITIUBUHN, NMPOTe aMILTi(iKoBaH1
dbopmu TFEB acoriiiioBaHi 3 O1IbIII arpeCUBHUM POCTOM. TouHa imeHTHU]IKaLsS TUITY
nepeOyI0BH Ma€ MPOTHOCTUYHE 1 TepareBTUIHE 3HAYCHHSI.

ELOC (panimme TCEB1)-myToBannii HUpPKOBOKJITUHHHUIT pak. s dopma
KapIIMHOMH XapaKTepU3yeThCsl coMaTHaHUME MyTartisivu reHa ELOC (panime TCEB]),
mo Koaye OuTok enoHriH C — KOMIOHEHT YOIKBITHHIIIra3u, mo's3aHoi 13 VHL-
komruiekcoMm. [lopymieHHst ¢yHKIII €TOHTIHY MNpU3BOAUTH 10 crabim3amii HIF-
(haxkTOpIB 1 MIJBUILICHHS aHT10TCHE3Y.

Mopgonociuno: yxnuHa Mae CBITIIOKITITHHHY OyIOBY, 9acTO 3 ajJbBEOJSIPHUM a00
TyOyITONOAIOHUM POCTOM, YITKUMHU MEKaMH KJIITHH 1 BUPAXKEHOIO BaCKYJISIPU3AIIIEIO.

Imynozicmoximiuno: nosutuBHa Ha CAIX (y Bunaai 1udy3Horo MEMOPaHHOTO
3abapsnenHs), CK7 ta B nesikux Bunaakax Ha HMB45; nerarusua na CD117.

Kniniuno: mae, ik mpaBuiIo, 1HOJIEHTHUAMN 1epeOIr 1 HU3bKUI CTYIIHb 37I0SKICHOCTI.

HupkoBokiiTnanHa kapuuHoma 3 gedinurom gymaparrigparasu. s popma
MyXJIMHU acoIliioBaHa 3 1HAKTUBAIIMTHUMU MyTallisiMu reHa FH, 110 nIpu3BOAUTH J10
HaKoOIMUWYEHHs (pymapaTy Ta MeTaboJiuyHOro crpecy, aktupailii HIF-3anexxHux nuisxis
1 TICEBIOTIMOKCII.

Mopdghonoeiuno: XapakTepu3yeThCS BHCOKHUM CTYIICHEM aTHITii, BUPAKCHUM
SAJIEPHUM T17IEOMOP(PI3MOM, TOMITHUMU SACPLSAMHU 3 TIEPUHYKIICAPHUM Taji0, HASIBHICTIO
COJIITHUX, TYOYISIpHUX 200 ManuIIpHUX CTPYKTYP.

Imynozcicmoximiuno: BiA3Ha4ae€Tbcs BTpaTta ekcrpecii gymaparrigparasu (FH)
1 mo3uTuBHA peakiris Ha 2-SC (2-CynMHUIIUCTETH).

Kniniuno: arpecuBHa opma KaplIMHOMU, YaCTO BUSIBIISIETHCS] Y MOJIOIUX TAIlIE€HTIB,
Moke OyTu moB’si3aHa 13 cuHiapomoMm [epmixa—Jlinya (Hereditary Leiomyomatosis
and Renal Cell Cancer, HLRCC).

HupkoBokiiTuHHA KapuuHoMa 3 aedinurom cykuuHaraerigporenasu (SDH).
s popma myxJIuHU BUHUKA€e BHACIIIOK MyTaliil reHiB komiuiekcy SDH (SDHA,
SDHB, SDHC, SDHD), mo 6epyTh ydacTh y IUXaJIbHOMY JIaHIIO31 MITOXOHApIH.
Hedimur SDH npu3BoauTh 10 HAKOMMYCHHS CYKITUHATY, TIEPMETHIIIOBAaHHS TEHOMY
Ta aKTHUBAIll] IICEBIOTIMOKCUYHNX ILUISX1B.

Mopgonoziuno: yXAMHUA CKIAIAIOThCA 3 €03MHO(PUILHUX KIITUH 13 TPAHYJISAPHOIO
IIUTOTIJIA3MOI0, YaCTIIIE COMHOT 200 abBEOSIPHOI OyIOBH.

Imynocicmoximiuno: xapakTepHa BiICYTHICTH ekcrpecii SDHB, 1o miarBepmkye
MOpyIIeHHS (PYHKINT KOMIUIEKCY; MOXJIMBE MO3UTUBHE 3abapBieHHs Ha SDHA mpu
30epeKeHUX MYyTaIlisIX THIINX CyOOIUHHUIIb.

Kniniuno: 3a3Bu4ail CrocTepiraeTbCs y MOJIOIMX IAIIEHTIB, MEpedir Moke

BapilOBaTH BiJl 1HJIOJICHTHOTO JI0 arpeCHUBHOTO, 3aJICKHO B1Jl MyTalllifHOTO Mpodiito.
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ALK-nepe0ynoBaHi HUPKOBOKJIITHHHI KAPUMHOMHU. L[5 rpyna BKIItoYae myxXJamHu
3 XMMEPHUMHU TeHaMH, 1110 MicTsTh ALK-niepedynosu (Hanpukian VCL-ALK, TPM3-ALK).
AxtuBanis ALK-kiHa3u CTUMYIIOE Tiposidepaliio, aHrioreHe3 1 pe3sucTeHTHICTh 10
aroITo3y.

Mopdghonoeiuno: cnocTepiraloTbes pi3HOMaHITHI apXITEKTYpHI THITA — TaUISIPHUA,
TyOYJOKICTO3HHMI 200 COJTHUIA; KIITUHHA €03MHO(]LIBHI, 1HO1 3 OHKOLUTAPHUMU PHCAMHL.

Imynocicmoximivno: mo3utuBHa ekcrpecis ALK (murorurazmatuyna ab6o
meMbOpanna), CK7, EMA; moxxinuBa criBekcrpecist TFE3.

Kniniuno: pinkicHa hopma, 4acTillie CIOCTEPITaeThes y JUTEH Ta MOJIOAUX JOPOCIINX;
y IESIKUX BUTIAKax Moxe Bignosigatu Ha ALK-iHTr16iTOpH (KpUCOTHHIO, aNeKTHHIO).

HupkoBokJIiTHHHA KapUWHOMA, acoliiioBaHA 3 CHHIAPOMOM CIaJKOBOIO
JeioMiomarody Ta HUPKOBOKJITHHHOro paxy (HLRCC). IlyximHa 3ymMoBIeHa
repMiHaJIBHUMH MyTauisiMu reHa FH (dymapartrinparasu). BoHa BXoauTh 0 ciekTpa
CIAJKOBOTO CHHIPOMY, IO TOEIHYE IMIKIPHI Ta MAaTKOB1 JIGHOMIOMH 13 BHCOKO3IIO-
SKICHOIO HUPKOBOIO KapILIMHOMOIO.

Mopdghonoziuno: 3a3Budail Mmae nanusipHy abo TyOyJonanuisipHy OyJ0BY, 13 KIITH-
HaMH BUCOKOT'O CTYTICHS aHaIUIa31i, 30UTBIIICHUMU SACPISIMU Ta EPUHYKIICAPHUMHU Tajlo.

Imynocicmoximiuno. Brpara excnpecii FH, mo3utruBHe 3a0apBieHHs HA 2-CyIIUHLI-
nucteid (2SC), 1m0 € 11arHOCTUYHUM MapKEePOM METa0O0IYHOTO AE(DEKTY.

Kniniuno: XapakTepu3yeTbcsi BUCOKOIO arpeCHUBHICTIO, paHHIMH METacTa3aMu;
MOXKE€ BUHUKATH Y MOJIOJOMY Billl. PekoMeHj0BaHe TeHETUYHE TeCTYBaHHS TMAIll€HTIB
1 pOAUNYIB.

Menynsipaa kapuuaoma HUpKU, NOS (Renal Medullary Carcinoma, NOS) —
pIIKICHA, HaJA3BUYaWHO arpecuBHa (popMa HUPKOBOKJIITUHHOI KAPLUHUHOMH, 10 HaM-
YacTillle BUHHUKAE Yy MOJOAUX IMAIIE€HTIB 13 CEPIONOAIOHOKIITUHHOI aHOMAJIIEIO
(sickle cell trait).

Mopghoeenes: moxomuTh 13 €MITENI0 301pHUX MTPOTOK MO3KOBOT PEUOBUHU HUPKH.

Mikpockoniuno: XapakTepHa 3MimiaHa Mop@osoriyHa KapThHa — TYOYIsIpHI,
COJIiJTH1, MIKPOKICTO3HI Ta BEPETECHOKIITUHHI CTPYKTYPH 3 BUPAKEHOIO CTPOMAIILHOIO
peakiliero, iIHQIbTpaLi€l0 HeUTpodiiaMu Ta HEKPO3aMHU.

Imynocicmoximiuno. Brpara excrpecii SMARCBI (INI1) — xkito4oBa AiarHOCTUYHA
o3Haka; mosutuBHa ekcnpecis PAXS, CK7, EMA, vacto — p53.

Kniniuno: mepebir 3 paHHIMUA MeTacTa3aMH y JIeTeHl, KICTKH, MEYiHKY; TIPOTHO3
YKpaill HECIPUATIMBUM.

SMARCBI1-aediuuTHa KapIIUHOMAa MO3KOBOI pe4OBUHU HUPKH. Buninserscs
K okpema ¢opMa cepesl MEAYIIPHUX KapIUHOM, Y SKUX T€HETUYHUM JPaBEPOM €
BTpara reHa SMARCBI1/INII, 6e3 000B’I3KOBOTO 3B’ SI3KY 13 CEPIONOIOHOKII THHHOIO

AHOMAJTIEIO.
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Mopdghonoeiuno: arpecuBHa eniTeNnianbHa MyXJIMHA MO3KOBOI PEYOBHUHH 3 TIEPEBAKHO
COJIHOI0 200 aJbBEOJNSIPHOIO apXITEKTYypOlO; KIITUHU BEJHKI, 3 TIMEPXPOMHUMU
AJpaMu, BUPKECHOIO aHAIIA31€10 Ta YaCTUMU MITO3aMH.

Imynozicmoximivno: moBHa BTpara suepHoi excrpecii SMARCBI1; mo3utuBHa
peakiiis Ha PAX8, CK AE1/AE3, EMA.

Kniniuno: dactile y MOJOAUX JOPOCIHX, IIBUIKUAN MPOTpecyrodrii mepeoir,
HU3bKa BIAMOBIIb HA TEpaIlio.

MenynsipHa HUPKOBOKJIITHHHA KapuuHoma 3 Aedinmrom SMARCBI1 pos-
sinaeTses Sk SMARCB1-HeratuBHu# miATHIT MEAYIIAPHOI KAPLUUHOMH, IO MOETHYE
MOP(OJIOTIYHI PUCH KIIACUYHOT MEAYIISIPHOI KapiimHoMmH 13 BTparoro SMARCBI.

Mikpockoniuno: iepeBakae coiiiHa a00 albBEOJIIPHA apXITEKTypa 3 AUITHKaAMH
HEKpO3y, HIUTLHUM (10pPO30M 1 3aMalibHOIO 1H(UIBTPAITIETO.

Kniniuno: Mae Ha3BUYaHO arpeCUBHUMN NEPEOIT; BUYKUBAHICTh PIIKO NEPEBUIILYE
KiJIbKa MICSIIIB TICJISl BCTAHOBJICHHS JI1arHO3Y.

HemudepenuiiioBana HUPKOBOKJIITHHHA KapuuHoMma 3 Aediumrom SMARCBI,
NOS — 1e myxsmnu 13 Brparoto exciipecii SMARCBI, siki He 1eMOHCTPYIOTh TUIIOBUX
MOP(OJOTTYHUX O3HAK MEAYISPHOI KapUuHOMH a00 1HmMX Biomux miarumis RCC.

Mopdghonoeiuno: BUpakeHa aHarIa3is, 4acTi MITO3W, HEKPO3H; KIITUHU 3 TOJi-
MOP(QHUMU SAPAMH, TITAHTCHKUMH (PopMamu.

Imynozicmoximiuno: Brpatra SMARCBI, No3UTHBHI Mapkepu emiTeNalbHOTO
noxokeHHs (CK, EMA), neratusai qiis TFE3, ALK, SDHB.

Kniniuno: npoTtikae arpeCMBHO, HE Ma€ CIEHU(PIYHOrO TEPANIEBTUYHOTO TapreTy,
IIPOTHO3 HECIIPUATIIUBUM.

JHexundepenuiiioBani HUPKOBOKJIITUHHI KapuuHomH 3 nedinurom SMARCBI1
inmmx cnenudivnanx miarunis. Pinkicna rpyma RCC, B sxux Brpaty SMARCBI
BUSIBIISIFOTh Y MeXaX BXkKe BIIOMUX MOP(OJIOTIYHUX THUMIB (HAMPUKIIAJ XpoMO(OOHOI
a00 €03UHO(DUTEHOT KAPIIUHOMH).

Mopgonozciuno: paenudepeHuialis CynpoOBOHKYEThCS MOSIBOIO aHAIIACTUYHUX
JUJISTHOK 13 TITAHTCHKUMU KJTITHHAMU Ta HEKPO3aMH.

Imynozicmoximivno: okanbaa adbo moBHa Brpata ekcrpecii SMARCBI y noen-
HaHHI 3 TUTIOBUM IMYHOIIpOo(disiemM 6a30BOro MiATHITY.

Kniniuno: 3a3Buuaii acoriiioBaHa 3 arpeCMBHUM TEpeOIroM 1 PE3HCTEHTHICTIO
710 CTaHJapPTHOI Tepartii.

METAHE®PAJIbHI IIYX/INHU

MertanedpainbHi TyXJIMHA CTAHOBJIATH TETEPOr€HHY TPYIY PIIKICHUX JOOPOSKICHUX
Ta HU3bKO3JIOSKICHUX HOBOYTBOPEHbB, II0 MOXOIATH 13 KJIITHH, MOAIOHUX 10 eMOpio-
HAJIbHOI MeTaHe(PUYHOT TKaHWHU. BOHM MepeBaXHO TPAIUISIOThCS Y AITEH Ta MOJIOANX

JOPOCIIUX 1 XapaKTEPU3YIOThCS TOOPOSKICHUM KIIHIYHUM MepeOdiroM, xoda 1HO.I
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MOXYTb J€MOHCTPYBaTH JIOKAJIbHY 1HBa3110 a00 arumito. MopdoyoridyHo i MyXJIMHU
HaraaymTh HeppobOracromy (myxiauHy BinbMca), omHaK BiIPI3HAIOTHCA BiJICYTHICTIO
eMOpioHaIbHUX a00 OJIaCTEMHUX CTPYKTYP.

MetanedpanbHa ageHoMa — 11e TOOPOSKICHA eMiTelNianbHa MyXJInHa, 10 Tpar-
JISIETHCSI TIEPEBAKHO Y AopociuX (cepenHii Bik — 40—60 pokiB), yacTiiie y >kiHOK. YacTto
BUSIBIISIETHCS] BUTIAJIKOBO TIPH OOCTEKEHHI 3 THIIMX MTPUYHH.

Mopdghonoziuno: 1odpe BiAMEKOBaHA, 1HKAICYJIbOBaHA MyXJIMHA C1PyBaTO-KOBTOTO
KOJIbOPY, 3a3BHYa 710 5 CM y JllaMeTpi.

Mixpockoniyno: yxiviHa TOOy0BaHa 3 APIOHKX TYOYIISIPHUX 1 TAMUIIPHUX CTPYKTYD,
YTBOPEHUX KIITUHAMH 3 TEMHOIO, IIUTHHOIO IIUTOIIA3MOI0 Ta MOHOMOP(HUMU SIpaMHu.
XapakTepHi caMOMHI TUTbI. MITOTHYHA aKTUBHICTh HU3bKa, HEKPO3HU BIICYTHI.

Imynocicmoximiyno: no3utuBHa ekcrpecis WTI1, CD57, Vimentin, 4acTKOBO
EMA; neratuBna peaxuist Ha CK7 ta AMACR, mo nonomarae audepeHiitoBaru ii
B1JI AN PHOI HUPKOBOKIITUHHOI KApIIMHOMH.

Kniniuno: mnepebir noOpOsSIKICHUN;, MeTacTa3u HE omnucaHi. BaxkiuBa TouyHa
Mopdonoriuyaa qudepeHiianis 11 YHUKHEHHS XHOHOTO J1arH03y KapIIMHOMHU.

MeranedpaabHa ageHodioOpoma — pigkicHa MyXJIMHA 3MIMIAHOTO THITY, LIO
MICTUTH SIK emiTeNialbHUN (aJ€HOMATO3HUM), TaKk 1 Me3eHXIMalbHUi ((HiOpo3HUit)
KOMIIOHEHTHU. 3a3BUYail Tparui€TbCs y AITEH 1 MiTITKIB.

Mopdgonozciuno: nobpe BiIMekOBaHAa ab0O YACTKOBO IHKAICyJhOBaHA MyXJIMHA,
Ha po3pi3i — cipo-0isa, MiJIbHA, 1HOI 3 KICTO3HUMHU JIISTHKAMHU.

Mixpockoniuno. IlyxnuHa cKkiIaaeTbes 3 TYOYISAPHUX 1 MANUIIPHUX €MiTeTaTbHIX
CTPYKTYP, 3aHYPCHHUX y BOJIOKHHCTY, 1HOJII MiKOiJTHY CTpOMajIbHy TKaHWUHY. EmiTenmanbsHi
KIITUHA TOAIOHI 10 MeTaHe(dpaibHOI aJeHOMH. Me3eHXIMaIbHUIT KOMITIOHEHT MOMKE
MICTUTH KJIITUHU 3 03HaKaMu (piOpobnacTuyHoi abo MiodibpodrmacTuaHoi audepeHIiarii.

Imynocicmoximivno: WTI1+, CD57+, CK AEI/AE3+, Vimentin+. BincyTtHs
ekcripecis MapkepiB 3nosikicHocTi (Ki-67 Hu3bKkumif).

Kniniuno: nepe6ir 1oOposikicCHUH, ajie yepes 3Milllany Oy0BY MOXKJIMBI J[1arHOC-
TUYHI TPYAHOILI NpU AudepeHIianii 3 HegpobaacToMoro.

MeraneppryHa cTpoMajibHA MYXJHMHA — I JIOOPOSIKICHE MeE3eHXIMaJlbHE
HOBOYTBOPEHHS, 1110 BUHUKAE TIEPEBAYKHO y JITEH Ta MOJOAMX JOPOCTUX. Y YaCTHHI
BUITAJIKIB acoIliiioBaHa 3 MyXJMHAMHU CIMEHHOTO THIY, 1HO/I TTOETHYETHCS 3 1HIIUMU
MeTaHe(ppaTbHUMHA HOBOYTBOPCHHIMHU.

Mopdgonociuno: 3a3Buuail comijHa, OLTyBaTa MyXJMHA, YacTO 3 BHUPAXKEHUM
CYAMHHUM MaJIFOHKOM, IIUJIBHO 200 MIKCOITHOIO CTPOMOIO.

Mixpockoniuno. CKaa€Tbes 3 BEPETEHONONI0HUX KIIITHH, K1 (POPMYIOTH ITy4KH
a0o ciTyacTi CTPYKTypH, Haraaywouu ¢idpomaros. Moxe crocTepirarucs nepuBacky-
JSPHUNA PICT 1 Timepriasis CyIUHHHUX CTIHOK. EmiTemianpHi BKIIOYEHHS (3aIHUILKH
He(POHIB) 1HO/1 TPATUISIOTHCS B TOBIII Iy XJIMHU.
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Imynocicmoximiyno: no3uTuBHa ekcnpecis vimentin, WT1, CD34; neratuBna —
i CK, SMA, Desmin. [IponidepaTiBHa akTUBHICTh HU3bKA.

Kniniuno. Tlepedbir noOpOSIKICHUN, PELMIVMBH HaJI3BHYalHO pPiaKicHI. OCHOBHE
3HAYCHHS — y JUQEepeHIiiiHii riarHocTuill 3 HedpobnacToMoro Ta (hidbpoMaTo30M HUPKH.

SMIIOHAHI EINITEJIIAJIBHI TA CTPOMAJIBHI IYXJIMHU HUPOK

3mimani emitemansHo-cTpoMaibHi myxmuau (3ECII) — me moOposikicHi abo
HOBOYTBOPEHHS 3 HU3bKUM IOTEHI[Ia]I0M 3JI0SKICHOCTI, SIK1 XapaKTepu3yloThCs MO€E-
HaHHSIM TIpoJtieparii eniteniaJlbHUX €IeMEHTIB (ITepeBaKHO KICTO3HUX CTPYKTYpP) Ta
PO3BUHEHOT (hiOpoM s130B0i a00 (idbpo3HOI cTpomu. BOHM CTAaHOBIATH CIIEKTP ypakeHb,
710 SIKOTO HaJeXaTh KiCmosHa Heghpoma 0opocaux i dimeti, a TAaKOXK 3MIIlIaHa eIiTei-
anpHO-cTpoMasibHa TyxyinHa HUpku (MESPK). Ili HOBOyTBOpeHHS MaroTh MOj10HI
MOP(hOJIOTIYHI 03HAKH, BIPI3HSIIOYUCH JIUIIIE BIKOBUMHU OCOOIMBOCTSIMH, TOPMOHATILHUM
CTaTyCOM MAIlI€HTIB Ta 1HO/(I KJIIHIYHUM MEepeOirom.

3ECII Hupku HaifuacTille BUSBIAETHCS Y )KIHOK CEPEIHHOTO a00 CTApIIIOro BIKY,
4acTo y nmpeMeHomnay3i abo Mpu ropMOHANIbHIN Tepartii eCTporeHaMu. Y YOJIOBIKIB Tpari-
JSIETBCSL PIIKO, 1HOMI HA T €CTPOTCHIPOAYKYIoUnX MmyxJjuH. [IposiBu HecnenudiuHi —
O11b y Oo11l, MagblIOBaHa Maca, remarypis ado 0€3CMMITOMHE BUSBIECHHS IIPH Bi3ya-
mizamii. Po3Butok 3ECII noB’s3y10Th 3 TOPMOHAJIBHOIO CTUMYJIALIIEID — €CTPOr€HOBI
pELENnTOpy BUSBIAIOTHCS Y CTPOMAJIbHOMY KOMIIOHEHTI. BBaxkaeThbcs, 110 MyXJIMHA
BUHUKAE 3 MEPUPCHAIBHOT ME3EHXIMH, 371aTHO1 0 OidazHoi (emiTeniaabHOl Ta CTPO-
MaJbHOT) nudepenmiaii.

Maxpockoniuno: nyxJjvHa 3a3BU4ail 100pe BiIMEXOBaHa, MOXKE€ OyTH 1HKaIICy-
JTHOBAHOIO, po3MipaMu BiJl 3 0 15 cM, Ha po3pi3i — KICTO3HO-COJITHA Oy0Ba 3 Iiia-
JIEHbKUMHU CTIHKaMH, KaMepaMU, HAMOBHEHUMHU CEPO3HOI0 200 CIIM30BOIO PITUHOIO.

Mikpockoniuno. BUSBISA€ThCS TOETHAHHS YUCIICHHUX KICT, BUCTEJICHUX KYOIYHUM
a00 UUJIIHIPUYHUM €MITeIEM, 1 UIIIbHOI KJIITUHHOI CTPOMH, TTOAI0HOT O TyIaKOM 'si-
30BOi TKaHUHU. CTpoMa MICTUTh BEPETEHOMOAIOHI KIIITUHU 3 MIHIMAJIBHOIO aTHUITIEIO,
1HO/II 3 TinepIuIasieto cynuH. Moxke CrocTepiraTuchk Tinepruiasis, moaioHa 0 JeHoMiOMH
a60 ¢16pomaro3y. MiTOTUYHA aKTUBHICTh HU3bKA, HEKPO3H BiJICYTHI.

Imynozicmoximivna xapaxmepucmuxa. Emitemanbanii kommoneHt — CK7+,
EMA+, PAX8+; cTtpomanbHuii koMmoHeHT — Vimentin+, Desmin+, SMA+, ER+,
PR+; inmexcu mpomideparnii (Ki-67) — Hm3bki (< 2-3 %). Excmopecis penenrtopis
€CTPOreHy Ta MPOTEeCTEPOHY BKa3y€e Ha TOPMOHO3AICKHICTD ITyXJIMHHU.

Kniniunuii nepebic noOpOSKICHUH, aje MOXJIMBE PEIUANBYBAHHS MPU HEMOBHO-
My BUJIaJieHHi. Jy»e piIko onucaHi BUTIAKK MajirHizalii. [I[porno3 cnpusminBui.

KicTto3na Hedpoma y nopociaux — 1e A00posiKiCHE KICTO3HE HOBOYTBOPEHHS,
[0 CIIOCTEPITAETHCS MEPEBAKHO Y AOPOCIHX KIHOK. YaCTO BUSBISIETHCS BUIIAKOBO
IPU YABTPA3ByKOBOMY UM KOMIT FOTEPHOMY J1OCJI1IKEHHI.
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Maxkpockoniuno: n00pe BIAMEXKOBaHA, 1HOAI I1HKANCyJbOBaHA MYXJIHMHA, IO
CKJIQZIAETHCS 3 KUTBKOX TOHKOCTIHHUX KICT, 3alIOBHEHUX CEPO3HOIO PiAMHOIO.

Mikpockoniuno. KicTH BHCTENEHI OJHOIIAPOBUM KyOIYHHUM abo0 CIUIONICHUM
ernitesieM 0e3 IUTOJIOTTYHOT arumii. MK KicTaMH — IMMyXKa BOJIOKHMCTa a00 TJIaJIKO-
M's130Ba CTPOMAa, 1HO/T1 3 BOTHUIIIAMH XPOHIYHOTO 3alajeHHs. ATHIIIs, MITO3U Ta HEKPO3HU
BIJICYTHI.

Imynocicmoximivno: CK7+, PAX8+, EMA+ (emitemii); cTpoMa IO3UTHBHA
Ha Vimentin, Desmin, ER, PR.

Jlugpepenyitina  diaenocmuka: TaNUISIpHA  HUPKOBOKIITMHHA  KaplIMHOMA
3 KICTO3HOIO JIeTeHepalli€o, 3MilllaHa eniTeaialbHO-CTpOMalIbHA MyXJIMHA.

Kniniunuti nepebie noOPOSKICHUIA; TIICIIS TOBHOTO BUCIYEHHS — BIAMIHHUN MPOTHO3.

KicTo3na nedgpoma y aireii — 11e pijikicHe JOOPOSIKICHE YPaXKEHHS TUTSUOTO BIKY,
3a3BHYail IIarHOCTYeThCsA 0 4 pokiB. KIIHIYHO MPOSBISETHCS a0I0MIHAIBHOIO MAacOk0
abo remarypi€ro. Y OUTSYMX BHIAJKaX 4acTO 1ICHye MOP(OJIOTIYHUNA Ta TeHETHYHUN
3B'130K 3 myxyinHOW 3 DICERI1-myrarieto, mo Biapi3HA€e ii BiJl KICTO3HOI HE(QpOMHU
JIOPOCIIUX.

Maxkpockoniyno: GararokamMepHa MyXJIMHA, 3allOBHEHA CEPO3HOI0 abo remopa-
TIYHOIO PIIMHOIO; Kalcyia IIUIbHA, MyXJIMHA YITKO BIAMEXOBaHA B1Jl HaBKOJIMUIIHbOI
TKAaHWHU HAPKH.

Mikpockoniuno. Kictu pi3HOTO po3Mipy, BUCTEJICH] KyOIYHUM a00 MUIIHAPUYHUM
emnitenieMm 06e3 arumii. CTpoMa KIITHHHA, 1HOI 3 MiodiOpobracTuyHOO AudepeHiiia-
1i€r. Y 4acTuH1 BUMaaKiB BUABISIIOThCS o3Haku DICER 1-acorifioBanoi Mopdosortii.

Imynocicmoximiuno: enitenin — CK7+, PAX8+; ctpoma — Vimentin+, Desmin+,
PR+, ER+; y DICER 1-BapianTax — nmo3utuBHa excrpecis WTI.

Kniniunuti nepebic noOposikicHuii, MeTtacta3iB He jnae. OgHaK y BHIAIKax
3 DICER1-myTaiti€ro peKoMeH0BaHE CIIOCTEPEKEHHS Yepe3 PU3UK PO3BUTKY THIITUX
DICER 1-acor1iiioBaHuX HOBOYTBOPCHb.

3MilaHi eniTeniaibHi Ta CTPOMAIbHI MyXJIMHU HUPKHU, & TAKOXK KICTO3HI Hehpomu,
SK1 ISMOHCTPYIOTh CIUIBHY MOP(GOTEHETHYHY OCHOBY, P13HATHCS TIEPEBAKHO BIKOBUMU
Ta TOPMOHANBHUMM (DAKTOpaMH. IX PpO3Mi3HABAHHA Ma€ BAXKIIMBE 3HAYECHHS I
nudepeHItalli 3 KicTo3HUMU (opMaMu HUPKOBOKIITUHHUX KaplUHOM 1 Hedpobiac-

TOMOIO, 1110 BU3HAYAE ONTUMAIbHY KIIIHIYHY TAKTUKY Ta IIPOTHO3.
ME3EHXIMAJIbHI ITIYXJINHU HUPOK'Y I0OPOC/IUX

Me3seHnxiMallbHI MyXJIMHA HUPKU CTAHOBIIATH TETEPOTCHHY I'PYyITy HOBOYTBOPEHD,
0 TTOXOJSTH 13 KOMIIOHEHTIB HUPKOBOI CTPOMH — TJIAJICHBKUX M S31B, CY/IUH, KHPO-
BOi TKaHWHH 2060 (PiOpOOIACTHUHUX €IEMEHTIB. Y JOPOCIHX IEePEeBaKAIOTh J00POs-
KicH1 hopmu, cepen skux areiomioninoma (AMJI) e naituactimoro. [li myxauHu Hepi-
JIKO aCOITIIOIOTHCS 3 TyOEPO3HUM CKJIEPO30M 1 HAJNEXKATh J0 TPYIU NePUBACKYIAPHUX
enimenoionoxkaimunnux nyxaun (PEComa).
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Anriomioninoma (AML) 3ycTpiuaeTbcsl IEPEBAXKHO Y KIHOK CEPEIHBOTO BIKY;
MOXKe OyTH CIOpaJIuyHOI0 a00 acoIiioBaHOIO 3 TyOepo3HuM ckiepo3oMm (1o 20 %
BUMaKiB). KiliHI4HI NPOSIBU 3ajie’KaTh BIJ PO3MIPIB MyXJIUHU: OUTH y 0OIll, MaKpo-
remMarypis, piJiiie CIOHTaHHUI PO3PHB 3 PETPOIIEPUTOHEATIHHOIO KPOBOTEUEIO (CHHIPOM
Bynnepnixa). [loxonuts 3 nepuBackyisipaux emnitenoinnux kiitud (PEC), mo mMaoTh
BJIACTUBOCTI TJIaJICHHKOM SI30BUX 1 MEJAHOIHMTAPHUX KJIITHH. Y 0araTh0ox BHUMAJKaX
BusBISIIOTH MyTalli reHiB TSC1 abo TSC2, siki perymtorors curHasibHui nuisix mTOR.

Maxpockoniuno: noOpe BiIMEX0BaHa, 1HO/I 1HKAIICYJIbOBAaHA MTyXJIMHA 13 KOBTYBaTO-
CipUM, CTPOKaTHUM BHIJIAJOM Ha pO3pi3l 4epe3 MOEAHAHHA CYIUHHUX, M'S30BUX
1 )KUPOBUX JUISHOK.

Mikpockoniuno. IlyxiuHa Mae mpukoMnoHeHmHy cmpyKmypy: cyOunu — TOBCTO-
CTIHHI, 3 HEMPaBWJIBHOI EJIIACTHYHOI OOOJIOHKOIO; 21a0eHbKOM S13081 KAIMUHU —
BEpPETEHOMO10H1 a00 eMiTeN0iIHI, PO3TAIIOBaH1 HABKOJIO CYIUH; A0UNO3HI KAIMUHU —
3puti, 6e3 arumii. Bii3HauaeThcs pi3HA YacTKa KOXKHOTO KOMITOHEHTA; MITOTHYHA
aKTUBHICTh HU3bKa, HEKPO3H HEXapaKTEPHI.

Imynozcicmoximiuna xapaxmepucmuxa: 21a0eHbKom 3080 Kiimunu — SMA+,
Desmin+; meranoyumapni mapkepu — HMB-45+, Melan-A+; inwi — Cathepsin K+,
Vimentin+; necamueni — CK, EMA, PAX8 — monmomarae BiApi3HUTH BiJ HHUPKOBO-
KJIITUHHUX KapIITHOM.

Kniniunuii nepebic 3a3Buyail JOOPOSAKICHUM; PU3MK KPOBOTEYl IMiJIBUILYETHCS
npu po3mipax myxsiuHu >4 cm. [pu arunoBux Gopmax (emiTesnoiTHui BapiaHT) MOMKIIMBA
JIOKaJlbHA arpeCUBHICTh 400 MeTacTa3yBaHHS.

OunkonurapHa aHriomiosinoma — 1e pinkicauii Bapiant AMJL, sxuii Mmopdo-
JIOT1YHO IMITY€ OHKOIIUTAPHI MyXJIMHU HUPKHU (30KpeMa OHKOITUTOMY 200 XpoMo(hoOHY
KapIUHOMY).

Mikpockoniuno. TlyxauHa CKJIaIa€eThCsl MEPEBAXKHO 3 BEJIMKUX MOJITOHAIBLHUX
KJIITUH 13 3€PHUCTOI0, €03MHO(MIUIBHOIO ITUTOILIA3MOI0 («OHKOIIUTOMOMIOHUXY), SKI
TIOETHYIOTHCS 3 TJIAICHBKOM SI30BHMH Ta CYTUHHUMH eleMeHTaMu. JIimiTHui KOMITOHEHT
4acTO 3MEHILIEHU a00 BIICYTHIN.

Imynozicmoximivno: HMB-45+, Melan-A+, Cathepsin K+; wacto mo3uTuBHa
peakiis Ha SDHB; neratuBna na CK7, PAX8 (Ha BiaMiHy BiJ OHKOIIUTOMH). Moske
CymnpoBomKyBarucs mytauismu 7SC2.

Jugpepenyitina oOiaenocmuka: onxouutomMa (CK7+, PAX8+, HMB-45-);
enitenoinna AMJI; xpomodoOHa KapimHOMa.

Kniniune snauenns: noOpOsSIKICHUM miepeOir, ane yepe3 MOPQOJIOTiuHY CXOKICTh
13 kapuHOMamu notpedye [T X-miaTBepmKeHHs.

AHrioMiosinoma 3 emiteniagbuumMu kicramu (AMLEC) — piakicHu# BapiaHT,
IO TPOSIBISETHCA SK KICTO3HE YPa)KEHHS HHUPKHU y JOPOCIHX, YacTille Yy >KIHOK.
3a3Buyail 0e3cMMIITOMHA a00 MPOSIBISETHCS TEMaTYPIETO.
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Maxpockoniuno: yxXJavuHa MICTUTh YUCJICHH] KICTH, BUCTEJICHI €MITEIIEM, Cepel
SIKUX PO3TAIIOBaH1 JIISTHKU KJIIACMYHOI aHT10M10JIIITOMH.

Mikpockoniuno. Kicth BUCTENEHI KyOlYHMM a0 IWIIHAPUYHUM EMiTeTieM
(CK+, PAX8+). Ctpoma Mictuth KiaiTuHU 3 03Hakamu PEComa — HMB-45+, Melan-
A+, SMA+. XupoBuii KOMIOHEHT 3a3BUYail MiHIMaIbHUHN. [HOMI Haramye 3Mimany
emiTeNiaJbHO-CTPOMANIbHY MMyXJIMHY, aje Biapi3HaeThes HasBHICTIO PEComa-kmiTus.

Imynocicmoximiuna xapaxmepucmuxa: emitemit — CK+, EMA+, PAXS8+;
ctpoma — HMB-45+, Melan-A+, SMA+, Cathepsin K+; ER/PR — MmoxyTh OyTH 103u-
TUBHUMH Y CTPOMAJIbHOMY KOMIIOHEHTI.

Kniniunuii nepebie noOPOSKICHUN; PIAKO PEITUANBYE TICIIS TTOBHOTO BHIAJICHHS.

MesenximMalbHI MyXJIUHA HUPOK y JOPOCIHX, 30KpEMa aHTIOMIONIMOMH Ta iX
BapiaHTH, XapaKTEPU3YIOThCS MEPUBACKYISIPHUM IOXOKEHHSIM 1 JOOPOSKICHUM
nepebiroM. BaxknuBe AlarHOCTUYHE 3HAYEHHS MAa€ IMYHOTICTOXIMIUHE JOCTIKEHHS
U1 audyepeHIianii Bi emTeniaabHuX Ta 3JI0SKICHUX MyXJIMH HUPKH.

Eniremioinna anriomionninoma (EAML) € piaKiCHUM TOTEHIIIHHO 3JIOSKICHUM
BapianToM nyxJjuH rpynu PEComa. Bona cknagaeTbesi mepeBaxHO 3 BEJTMKHUX €IiTe-
JOIAHUX KJIITHH 1 Ma€ BUIIMN PU3UK PELMIMBY Ta METacTazyBaHHS, HIK KJIacCH4YHA
aHrioMioNnoMa. 3yCTpIYaeThCsl IEPEBAKHO Y JOPOCIIUX KIHOK; MOXKE OyTH CIIOPaIMYHOIO
a00 acoIllifOBaHOI0 3 TYOEpO3HUM CKJIEpO30M. Y YaCTHHI BUNAJKIB J1arHOCTYETHCS
BUIIQJIKOBO TMPH Bi3yasi3allli HUPOK, 1HOJII MPOSBISETHCS 00JEM y TIoTiepeKy abo rema-
Typi€eto. [1oxoauTh 13 MEPUBACKYISIPHUX CMITEIOTIHUX KIITHH, aJIe XapaKTepU3y€eThCsI
MepeBaKaHHAM KJIITHH EIITENIO0iTHOTO THIy 3 O3HAKaMU TMOTCHIIIHHOI MajirHizamii.
VY yactuan myxsimH BUsABIA0TE MyTallii TSC1/TSC2 a6o akrusariito nuisixy mTOR.

Maxkpockoniuno: M’sika, Cipo-KOpUYHEBa a00 YEpBOHYBaTa MyXJuHA O3 4YiTKOi
KariCyJIu; 4acTo 3 JUISTHKaMU KPOBOBUJIMBIB, HEKPO31B, IHPLIBTPATUBHOIO POCTY.

Mikpockoniuno. KITUHM BEUKI, MOMITOHAJBHI, 3 €03UHO(PUIBHOI0 a00 MPO30pOI0
[IMTOTJIa3MO0. Slpa BENMKi, TIMePXPOMHI, 3 MOMITHUMHU SAEPISIMUA. BUSBIAIOTHCS
MITO3H, 1HOJII aTUIIOBI. ApXITEKTypa coiiHa ado anbBeossipHa. JIimigHIIT KOMITOHEHT
MiHIMaJbHUHM a00 BiACcyTHIN. CyIuHHHI KOMIIOHEHT 3 peAYKOBAaHHUMHM, 4aCTO TOBCTO-
CTIHHUMH CyAMHAMHU.

Imynocicmoximivna xapaxkmepucmuka: MelaHouutapHi Mapkepu — HMB-45+,
Melan-A+, Cathepsin K+; M’ s30B1 mapkepu — SMA+, Desmin+; inmii — Caldesmon+,
TFE3— (mpu BiacyTHOCTI niepeOynoBu); enitemanbai Mapkepu — CK—, EMA— (mormo-
Marae BiJIMEXYyBaTH B KapumHOM). Kpumepii snoaxicnoeo nomenyiany (Brimo et al.,
2010): 1) pict moHan 7 cM; 2) HEKpo3u; 3) BUCOKA MITOTUYHA aKTUBHICTH (> 1/50 HPF);
4) cynuHHa 1HBa3ig; 5) saaepHa atumis. HasBHICTE > 3 03HAaK CBIIYUTH MPO BUCOKHIMA

PU3HK arpeCUBHOI MOBEIHKH.
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Kniniunuii nepebie. Moxe meTacta3yBarTH B JIET€Hi, IIEU1HKY, perioHapHi JiMdo-
By3u. PenuniuBu cnocrepiratotbes y 10—15% Bumnanakis.

Jlugpepenyitina Oiacnocmuxa: CBITIOKIITUHHA HUPKOBOKJIITHHHA KapIIMHOMA
(PAX8+, CK+); onxormutoma (CK7+, HMB-45-); meractarmuHi MeTaHOIMTAapHI
nyxaunu (S100+, HMB-45+).

I'emanriodsacroma — HaA3BUYAWHO PiKiCHA MOOPOSKICHA CyOWHHA IyXJIMHA,
MOPQOJIOTIYHO 1ICHTHYHA FeMaHTi001acToMaM IIeHTpaIbHOI HEPBOBOi cucTeMu. Moxke
OyTH cnopaduuroio abo acoritoBaTucs 13 cunopomom ¢gou I'innens—/linoay (VHL).
BusiBiseTbcsi mepeBaxxHO y JOPOCITUX CEPEAHBOrO BiKY. 3a3BU4ail OE3CMMIITOMHA,
BUSIBISIETHCSI BUTIQJKOBO. [HOMI CYyIMPOBOIKY€ETHCS €PUTPOIIMTO30M Uepe3 MPOAYKITITO
EPUTPOIIOETHHY.

Maxkpockoniuno: noOpe BiIMEXOBaHA, UYEPBOHO-KOPHYHEBA, M'AKa MyXJIUHA
3 PACHOIO CYAMHHOIO MEPEKEI0; PO3MIp 3a3BUUail MEHIIIE 4 CM.

Mikpockoniuno. IlyxiuHa moOynoBaHa 3 T'YCTOI CITKM KamuISIpiB 1 MPOMIKHHUX
KJIITUH 31 CBITJIOIO a00 3€pHUCTOIO0 MUTOIIa3Moi0. KIIITHHU MaloTh OKpYyIJl slipa,
npiOHI siAepIisl, 1HOJ1 BaKyOJIi30BaHy IUTOIIa3My. Moske IMITYBaTH CBITJIOKIITUHHY
KapIIMHOMY HUPKH.

Imynocicmoximiyna xapakmepucmuxa. Ilyxmuani kiaituau: Inhibin-o+, S100+,
NSE+, EMA-, CK—, PAX8—; cymuau: CD31+, CD34+, Factor VIII+; VHL-3B'130k:
npu cuHApomi — myTartii rera VHL.

Kniniunuu nepebie nobposikicuuid. [ToBHe XipypriuHe BUIAJICHHS € JTIKYBAJIbHUM.
PenunuBu HexapaktepHi. BaxiamBo gudepeHiioBaTd 3 METAacTa3oM TI'€MaHrio-
omactomu [THC nipu cunnpomi VHL.

Jlugepenyiiina oiaenocmuxa: CBITIOKIITUHHA HUPKOBOKJIITUHHA KaplMHOMA
(PAX8+, CK+); emitenioinna remanrioerorenioma (CD31+, CAMS.2+, CK+ 4acTkoBo);
metacta3 [{THC-remanrio6iaacToMu.

FOkcrarnomepyaspHokiaiTuaaa nyxuauHa (Juxtaglomerular Cell Tumor) —
piIKICHE TOOPOSIKICHE HOBOYTBOPEHHS HUPKH, IO MOXOIUTH 13 FOKCTATTIOMEPYISPHUX
KJIITUH amapary, BIIMOBITAIBHOTO 3a CeKpellito peHiny. [lyximHa 31e011b110ro 100po-
AKICHA, MPOTE€ MOXE MPOSIBISITUCS KIIHIYHO Ye€pe3 TOPMOHAIBHO-OMOCEPEIKOBaH1
edextn. Bunukae nepeBaxkHo y Mojoaux nopociux (20—40 pokiB), yacTilie y KIHOK.

DyuxyionanbHa gopma: CynpoBOIKYEThCS apTeplayIbHOO TINEPTEH31€0, TiMo-
KaJTIEMIEI0 Ta MiJBUIIEHOI0 KOHIICHTPAITIE€I0 peHIHY B Tuia3Mi. Hegyukyionanvha gopma:
KJIIHIYHO MI3€pHO TPOSBISETHCSA, BUMAIKOBO BUSBISETHCA TPH Bi3yasizamiitHUX
obOcrexenHssx. CUMNTOMU TIOB’S3aHI 3 BTOPUHHHUM TINEPabIOCTEPOHI3MOM TpPHU
(GyHKIIOHATBHUX MyXJuHaX. [I0X0aUTh 13 IOKCTArIOMEPYISIPHUX KIITHH KIIyOOUKIB.
OyHKIIIOHAIBHI MMyXJIMHU CEKPETYIOTh PEeHIH, He(DYHKIIOHATBHI — MalOTh MIHIMaJIbHY

a00 BIJICYTHIO TOPMOHAJIbHY aKTUBHICTb.
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Maxkpockoniuno. n1oope BiIMEKOBaHa, KarlCyJlbOBaHa, IIIIbHA MyXJIMHA, 3a3BUYai
po3mipom 1-3 cm, )KOBTyBaTo-KOpHUYHEBA a00 CipyBara.

Mikpockoniuno. KniTuHHM TOJIiroHanbH1 a00 KyOi4H1 31 CBITJIOIO IIUTOILIA3MOIO,
1HKOJIM 03MHO(DTEHOI0. APXITEKTypa COJiHA, 9acTO (OPMYIOThCS HEBEJIHMKI CYIUHH1
CTPYKTypu. MITOTHYHA aKTUBHICTh HU3bKA.

Imynocicmoximivna xapaxmepucmuxa. IlosutuBHi Mapkepu: Renin+, CD34+
(cynuHHUM KoMmoHeHT), SMA+, yactkoBo Vimentint; HeratuBHi: PAX8—, CK-,
EMA-. BaxnuBo st audepeHIinHoi MiarHOCTUKHM 3 1HIIUMH emiTeTialbHUMH Ta
Me3eHXIMaTbHUMU MyXJIHHAMHU HUPKH.

Kniniunuii nepebie noOposSKICHUMN; XipypriuHe BUAAJICHHS — JIKyBaJlbHA MPOIIeTypa.
CumrnroMu (YHKITIOHATBHOI MMyXJIMHU PETPECYIOTH MiCsl HePPEeKTOMii YU 4aCTKOBOT
pe3eKiii.

PenoMenyiisipHa IHTepCTHUIAJBHO-KJIAITHHHA nyxjauHa (Renomedullary
Interstitial Cell Tumor) — pinkicHe 100pOsIKICHE HOBOYTBOPEHHSI MO3KOBOI PEUOBUHU
HUPKHU, 110 MOXOAWUTH 13 IHTEPCTULIAJIBHUX KIITHH Meayiau. YacTo BUSBISETHCA
BUITAJIKOBO TpU ayToNcCli abo mpu IMIDKMHTOBUX OOCTEKEHHsIX. 3a3BuYail 0e3-
CUMIITOMHA, MaJux po3mipiB (<1 cMm). Hemae 3Hauymoro ropMOHaJbHOTO BILIUBY,
3a BUHSITKOM PIJKICHUX BUIIAJIKIB 13 MIJBUIIIEHHSIM CEKpEIlil MPOCTarlIlaHIuHIB.

Maxpockoniuno: npiGHe, 100pe BiMEKOBaHE BY3JIMKOBE YTBOPEHHS, CIpyBaTo-
O111e abo x0BTyBaTe, 0€3 Karcylu, po3TalloBaHE B MEYJ1 HUPKHU.

Mikpockoniyno. IlyxmuHa CKIaa€ThCs 3 OKPYITIMX a00 BEPETEHOMOMIOHNX KITITHH
13 01171010 UTOILIA3MO0. Big3HayaeThCs HU3bKa MITOTUYHA aKTUBHICTh 1 BIJICYTHICTh
1HBa311 Cy/IUH YU HUPKOBUX CTPYKTYP.

Imynocicmoximiuna xapaxmepucmuxa.: TO3UTUBHI Mapkepu — Vimentin+, SMA+,
gacTkoBo CD34+; nerarusHi — CK—, PAX8—. [ludepeniiiina qiarHocTuKa HEOOX11Ha
JUTSI BIAMEKYBAaHHS B1J] APIOHOKITITUHHUX ME3EHXIMAJILHUX Ta €MITeabHUX MTyXJIUH.

Kniniunuii nepebic noOpOsSKICHUM; JIKYBaHHS, SIK IPABWIIO, HE MOTpeOye, OKPiM

BUIAJIKIB CYITYTHIX CUMIITOMIB 200 BEJIUKUX PO3MIpIB.
ME3EHXIMAJIBHI TYXJIMHU HUPOK Y JITEN

MesenximMallbHI MMyXJIUHU HUPOK y JIT€H — 1€ Tpyna HOBOYTBOPEHb, 10 BUHU-
KaloTh 13 ME3eHXIMaJbHUX KOMIIOHEHTIB HUPKOBOI MapeHXiMU. BOHU BiIpi3HSIOTHCA
Bapia0ENIbHICTIO TICTOJOTIYHUX O3HAK, KIHIYHUM MepediroM i mporao3oM. binbmiicts
TaKUX MyXJIMH MPOSIBISIETHCS Y PAHHBOMY JIUTAYOMY Billl 1 moTpelye nudepeHuiio-
BAaHOTO MIAXOY /IO TIarHOCTUKH Ta JIIKYBaHHS.

Ocugikyrwua nyxauHa HUpku y HemoBJaAT (Ossifying Renal Tumor of
Infancy) BusIBIsi€THCSI IEPEBAXKHO Y HEMOBIIAT 70 1 poky. Mae noOposikicHui riepeOir.
3a3Buyail BUABISETHCS BUIAJKOBO a00 MpU OOCTEKEHHI Yepe3 MaKpPOCKOIMIYHY
rematypito abo abnomiHaibHy Macy. [ToxoauTs 13 Me3eHXIMaJIbHOI TKAaHUHU HUPKH

27



3 TeHACHIII€0 10 ocu(ikaiii. [eHeTH4H1 Ta MOJICKY/ISIpHI (PAKTOpH PO3BUTKY IMOKH
10 HEIOCTAaTHHO BUBYEHI.

Maxpockoniuno: nodpe BiAMe)KoBaHa MyXJIMHA, IIUTHHOT KOHCUCTEHIII1, 3 OcHi-
KOBaHUMHU JUITHKaAMHU.

Mikpockoniuno: O€THAHHS KIITHHHUX KOMIOHEHTIB 1 0CHU(IKOBaHUX (OKYCIB.
Hu3bka MiTOTHYHA aKTUBHICTb.

Imynozicmoximiyno: Vimentin+, SMA+; iHIII Mapkepu 3aiexarsb Bi AudepeH-
IHOBAHOTO KOMIIOHEHTA.

Me3o6aactuuna Hegpoma (Mesoblastic Nephroma) — HaiinommpeHiiia HIpKoBa
NyXJMHA Y HOBOHAPOHKEHUX 1 JITEH MEPIIUX MICAIIB KUTTS, 1[0 CTAHOBUThH MOHA]
50 % Bcix HUPKOBUX IMyXJIMH Y Billl 10 1 poky. [1ik 3aXBOprOBaHOCTI MpUITIJa€ Ha MEPIIi
3—6 MicsIiB KUTTA. BUsBIseTbCs mepeBakHO K Oe300iicHa abaomiHalbHA Maca,
1HKOJIM CYIIPOBOJIXKYETHCSI TeMaTypi€ro, TIMEPTEH31€E0 a00 reMOANHAMIYHUMHU TMOPY-
meHHAMU. YacTo J1arHOCTYEThCS MEpe] HAPOKEHHSM ab0 Ha paHHbOMY eTarl
MOCTHATAIBHOTO PO3BUTKY 3a JOTMOMOTOIO YJIBTPa3BYKOBUX JOCHIJIKeHb. [lyxmuHa
MOXOJUTH 3 ME3EHXIMAIbHUX KIITUH HUPKH, M0 (HOpMYIOTh HE(PPOTeHHI CTpOMaJIbHI
KOMIIOHEHTH, 1HOJI 3 3aJIyYeHHSIM KaHaJIbLIEBOI emiTeiaabHol TKaHMHH. Me3obmac-
TUYHA He(poma 3a3BUUail 10OpOSKiCHA, alie y psi/il BUMIAJKIB MOYXKE MaTH arpeCUBHHMA
JOKaNbHUM pICT. ['€HeTHYHI MOPYUIEHHS BKJIIOYAIOTh TPAHCIOKAlli Ta MyTauii
B reHax NTRK3, ETV6, 1110 0co6a1BO XapakTepHO Jis KIITUHHOT (POPMU ITyXJIMHH.

Mopgonozciuno: nyxivHa nodpe oOMexeHa, OJHOPIIHOI abo OaraTokaMepHOl
CTPYKTYPH, TBEPAOETACTUYHOI KOHCHUCTEHIIIi; KOJIp CIpHi, CipyBaTO-*KOBTHH, 1HOI
3 IUISTHKAaMHU KPOBOBWJIMBY a00 KICTO3HOI JereHepallii; po3Mip Bapitoe Big 2 0 15 cm;
JIOKAJIBHO MOYKE 3/1aBTIOBATH HUPKOBY MAPEHXIMY, aJie P1IKO MPOPOCTAE 32 MEXK1 KarlCYITH.

Mikpockoniuna kapmuna. Me3o0aacTuuHa Heppoma MOAUISETbCS HA mpu MOppo-
n02iuni popmu. 1) kracuuna (ingpanmunvha): MHOXKWUHHI TOHKI TTydku (ibpobacto-
MOJIOHMX KIIITUH, IO HAraaytoTh HE(POreHH1 CTPOMaJIbHI CTPYKTYPH; CTPOMA IMyXJIMHU
puxJia, 1HOMI HasBHI MIKPOIIMCTH Ta HEBEJNMKI Kanblu(ikaTu; 2) xaimuxua.: OUTbII
TinepIentosipHa, 3 BUCOKUM 1HAEKCOM mpodidepaitiii Ta moxiMopGHUME sApaMu; Ma€e
MIIBUIIEHUN PU3HK JOKAIBHOI pelUIUBI3aIlii, 0 MOTpedye YBaAXKHOTO MicIsonepa-
HIAHOTO HAmIAY; 3) 3miwiana: TOEAHYE PUCH KIACHUYHOI Ta KIITUHHOI (DOPM, 4acTo
3 (poKaTbHUMU IUISTHKaMU T1MEPKIITUHHOCTI.

Imynocicmoximiuni xapakmepucmuxu. Ilosumueni mapxepu: Vimentin — nudy3Ho,
BIZIOOpaXkae Me3eHXIMaJIbHE TIOXO/HKEeHHs; Desmin — y KTUHHIN (opMi, IO MIKPECIIIOE
M’s130B1 nudepenmianii; Smooth muscle actin (SMA) — y cTpoMaIbHOMY KOMITOHEHTI.
Hezamueni maprepu: CK, EMA — sik nmpaBuiio, HETaTUBHI, IOMOMaramTh JUPEPeH-

miroBat MN Bix HeppobiacTomu.
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Knacuuna ¢popma mae noGpuit mporHo3 miciisi XipypriuHoro BUIAJICHHS; PEIU-
IUBU TPAIUIAIOTHCS piaKO. Knimuuna Ta 3miwana ¢oopmu MaroTh MIJIBUILIEHUNA PU3UK
pEeLUIUBY Ta JOKAJIbHOI arpeCUBHOCTI, 1HO/II MOTPEOYIOTH /1’ FOBAaHTHOI XIMiOTepartii.

Touna mop¢ornoriuna Ta iMyHOricTOXiMiuHa Bepu(ikaiis HeoOXiHa i qude-
peHtianii Bij padmoinHOl MyXJIMHA HUPKU Ta 1HITUX arpeCUBHUX HOBOYTBOPEHb.

Paopoinna nmyxaumna Hupku (Rhabdoid Tumor of Kidney) — 1nie arpecuBna
3JI0SIKICHA ITyXJIMHA JiTe 110 2 pokiB. LlIBuke 3poctanns, panHi Metactazu. CUMIITOMH:
abnomiHaibHA Maca, reMarypis, aprepiaibHa TiepTeHsid. 3yMOBJIeHa BTPaTtor0 (PyHKIII1
rena SMARCBI, 110 npu3BoauTh 10 NOPYIIEHHS XPOMAaTHHOBOTO PEMOJICTIOBAHHS.

Mikpockoniuno. Benuki €03MHO(MUIBHI KIITUHU 3 BEUKUMHU SJIpaMH Ta TOMIT-
HUMH HyKJIeojlaMU. Brcoka MITOTHYHA aKTHBHICTh, HEKPO3, TEMOparii.

Imynocicmoximiuno: INI1/SMARCBI1 (BiACYTHICTh €Kclpecii) — KIOYOBHA
alarHocTuuHui Mapkep; Vimentint, EMA+, CK+, yactkoBo desmin+.

CeiTiiokiaituaHa capkoma HUPKH (Clear Cell Sarcoma of Kidney, CCSK) €
PIIKICHOIO, aJie arpeCUBHOIO 3JIOSKICHOIO MyXJIMHOIO HUPKHU Yy JIITEH, 1[0 CTAHOBUTH
npubau3HO 3—5 % BCiX HUPKOBUX MYXJIMH AUTIYOro BiKy. [lik 3aXBOpIOBaHOCTI MIpH-
najgae Ha 2—4 poKM XKUTTs, YACTIIIE Y XJIOMUYUKIB. 3aXBOPIOBAHHS 3a3BUYall MPOSIBIIS-
€TbCS OE3CUMITOMHOIO a0JOMIHAJIBHOIO MAacol0, MPOTE€ MOXYTh CHOCTEPIraTucs
remarypisi, 00Jil B )KHBOTI, JINXOMaHKa, aprepianpHa rineprensis. CCSK Mae Bucoky
CXWJIBHICTH JI0 METACTa3yBaHHs, MIEPEBAKHO B KICTKH, JIeTeH1 Ta JiM¢poBy3iu. [loxomuTs
13 ME3eHXIMaJIbHUX KJIITUH HUPKOBOI MapeHXiMU (TependadyyBaHuil 1THTEPCTUINIATBHUMA
a00 TpereHITaIbHUI ME3CHXIMAJIbHUM KOMIOHEHT). MexaHi3M 3JI0SKICHOI TpaHC-
dbopmailii BKIIOYAE TEHETUYHI Ta €MITeHETHYHI MOPYIIEHHS, 30KpeMa TPaHCIOKAIIII0
t(10;17)(q22;p13) 1 yuacte BCOR reHna, 110 BIUIMBa€E Ha PErYSIiI0 TPAHCKPHUIIIIIT
1 kmituHHUM UK. CCSK yacto eMOHCTpye HU3bKUU PIBEHb aroNTO3y Ta BUCOKY
nposiiepaTuBHY aKTUBHICTb, 1[0 MOSCHIOE arpeCUBHUMN KIITHIYHUI TIEPeOir.

Maxpockoniuno. Tlyxnuaa noOpe oOMexeHa, TBEPIOEITACTHYHOT KOHCHUCTEHIIIT,
ajyie MO)Ke MPOPOCTaTH B MApEHXIMY Ta cyauHu. Po3wmip Bapitoe Bix 5 10 15 cm, iHKOIH
J0csiTa€ MAaCUBHUX PO3MIPIB Y MOMEHT AiarHocTuku. Ha po3pisi — cipuii abo CBITIIO-
KOPUYHEBUN KOMIp, 3 MOXJIMBUMHU JIJITHKAMU HEKPO3y, KICTO3HOI JereHepariii ta
KPOBOBUJIMBIB.

Mikpockoniuna kapmuua. KITHHU CEpeHHOTO PO3MIpy, OBaJIbHI ab0o 000oII0-
TiOHI siIpa, MOMIPHO BHpaXeHUH sijepHuil momiMopdism. [luromnnazma cBitia, mpo3opa,
1HOMI 31 CIa0KUM €03MHO(DUIBHUM 3a0apBIICHHSIM, 3BIJICH Ha3Ba «CBITIOKJIITUHHAY.
MepexxonoaiOHuil  CTpoOMadbHUN KOMITIOHEHT, (iOpO3HI TEPEeTOPOIKH, MOXKIIMBA
HAsIBHICTh CYIMHHUX CTPYKTYp Y BUIVISAL «CITKH» a00 «MyapOBOro» MaltoHka. Yacto
CIIOCTEPIraroThCsl (POKaJbHI HEKPO3HU, MIKpOaOCIIeCH Ta KPOBOBUJIMBH, III0 KOPEIIOE

3 KJIIHIYHUMHUA CUMIITOMAMH.
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Imynozcicmoximiuni xapaxmepucmuxu. Ilozumusni mapkepu: Vimentin — nudy3Ho,
BiToOpakae Me3eHximanbHe noxomkeHHs; Cyclin D1, Bel-2 — miarpumyroTs giarsoc-
TUYHY BIIEBHEHICTh Yy moeaHaHHi 3 Mopdooriero; BCOR — Bucokocnenudiayaui
Mapkep, OCOOMUBO MPU BUKOPUCTAHHI JUIs AU(epeHIiiHol MIarHOCTUKH 31 CBITIO-
KIITUHHUM PEHAJTLHUM PakoM Ta padbaoinHoro nmyxiauHow. Heeamueni mapxepu: CK,
EMA, WT1 — 3a3Buuaii HeratuBHi, 1o gonomarae Bimokpemutu CCSK Bim Hedpo-
6macromu Ta padaoigHoi nyxiauHu. CCSK xapakTepu3yeTbcs BUCOKOIO arpeCUBHICTIO
Ta MOTEHLIAJIOM 0 METacTa3yBaHHsS, OCOOJMBO B KICTKH, IO MOTPedye paHHBOIO
1 TOYHOTO J1arHOCTUYHOTO M1IXO.Y.

Bepudoikaiis Mop¢onoriyHuX Ta IMyHOTICTOXIMIYHHUX O3HAaK OOOB'sI3KOBa ISt
IUTAHYBaHHS XIPYypridYHOTO BTPYYaHHs, XIMiOTepamii Ta MYyJAbTUIUCIUILIIHAPHOTO
JiKyBaHHA. BpaxyBaHHS MOJEKYJISpHO-TEHETHYHMX MapkepiB, 30kpema BCOR,
J03BOJISIE TIABUIIUTH TOYHICTh AU(PEPEHLIHOI JIarHOCTUKM Ta MPOrHO3YBaHHS

nepeldiry 3aXBOPIOBaHHS.

EMBPIOHAJIbHI HOBOYTBOPEHHA HUPKH
(HE®POBJIACTUYHI ITYX/IUHH)

EmOpioHanbHI MyXJIMHU HUPKUA 00’ €IHYIOTHh IPyIly HOBOYTBOPEHb, 1110 BUHUKAIOThH
13 3aJMIIKIB HEPPOreHHUX eMOpIOHAIBHHUX CTPYKTYp, SIKI 30epiraloTbCs MicCis
3aBEpICHHS HOPMAaJbHOTO HedporeHely. BoHM XapakTepu3ylOThCs TiCTOJIOTTYHOIO
reTEePOTeHHICTIO, HASIBHICTIO €JIEMEHTIB, 1110 HAraJyIoTh Pi3HI CTa/lli PO3BUTKY HEPPOHY,
1 IEpEeBaXXHO TPAILISAIOTBCS y JIT€H paHHbOro BiKy. HalwacTimmm mnpencTaBHUKOM
i€l Tpynu € Heghpooracmoma (nyxauna Binomca).

Hedporenni 3aaummku (Nephrogenic rests) — e ocepeaku MNEpCUCTYHOYOT
eMOpioHaNbHOT HEPOTEHHOT TKAHWHU, SIKI HE 3a3HAJIM HOPMAJIbHOI AuQepeHIiarii
y HedpoHr. BoHM pO3MISIAIOTECSA K NEpeOnyXauHHi YpariceHHs, MO MOXYTh OyTH
JOKEPEIIOM pO3BUTKY HedpoOmactoMu. Maxpockoniuno — npiOHI cipo-01y1i BOTHHUIIA
B KIPKOBIi pe4oBHHI a00 Ha MEX1 KIPKOBOI Ta MO3KOBO1 30H.

IlepwiobapHi He(poreHHi 3aJMIIKH PO3TAlIOBAHI MEPEBaXKHO MO mepudepii
YaCTOYOK HUPKH 1 BIIMEKOBAHI1 B1J HOPMAJIbHOI TKAHUHU. MaroTh TEHEHIIII0 JO MHO-
YKUHHOCTI, 4acTo JIBOO14YHI. [ icmonoziuHo CKIaaroThes 3 HeaudepeHIioBaHUX ME3€H-
XIMaJIbHUX KJIITHH, TPUMITUBHUX TYOYJISIpHHX 1 IIIOMEpYIONOAiOHMX CTpyKTyp. Taki
3aJTMIIKHU YaCTIIIIe aCOIIIOIOThCA 13 cunopomom bexsima—Bioemana 1 eemicinepmpodiceto.

InTpano6apui HepporeHHi 3aIuIIKM PO3TANIOBAHI B MEKaX YACTOYKU HUPKH,
OJI>K4e 70 MO3KOBOI PEYOBHMHU. MaroTh MEHII YiTKI MEXI, 4acTO MOETHYIOTHCS
13 piOpoBackynsipHoto crtpomoro. lloB’si3aHi 3 awomaniamu po3eumky eewimannii,
cunopomom Jlenuca—/[pawma (Denys—Drash). [nTpanobapHi 3aquiliku yacTiiie, HiX

nepusio0apHi, TpaHCPOPMYIOThCA Y HEPpoOIacTomy.
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Hedpoodaactomaro3 (Nephroblastomatosis) — 1ie MHOXHMHHI a0o audy3Hi
He(POTEHHI 3aJMIIKU, AKI YTBOPIOIOTH YHCIEHHI BY371H a00 30HH e€MOpiOHATbHOI
TKaHUHU B 000X HUpKaX. € npexypcopom neppoobracmomu. Maxpockoniuno HUPKHA
30UTBINIEH], 3 YHUCIEHHUMHU Cipo-OilMMHM BOTHUIAMU. [ icmono2iyHo BU3HAYAIOTH
IpUMITUBHY OJacTEeMHY TKaHWHY 3 MiHIMalbHOIO AudepeHmiamieo. Hedpobnacro-
MaTo3 MOXKE perpecyBaru abo, HaBIaku, IporpecyBaTu y HedpoOiacTomy.

Kicro3na wactkoBo nudepenuiiioBana Hedpoodaacroma (Cystic partially
differentiated nephroblastoma) — 1ie piaKicHUi BapiaHT IUTSIYOT1 MyXJIUHH, IO Ma€
NepesastCHo KiCo3Hy CmpyKmypy 3 BIACYTHICTIO CONITHUX AUISHOK. Makpockoniuno
CKJIQJIAEThCSl 3 YMCIEHHUX TOHKOCTIHHUX KICT, 3allOBHEHUX CEPO3HOIO0 PIAMHOIO.
Licmonoeiuno MiX KICTaMH TPAaIUISIIOTHCS BY3bKi TIEPETOPONKH, B SKHX BHSIBISIFOTH
ocepeoxku bracmemuux, enimenianbHux abo CmpoManbHux Kiimud, ane 0e3 3Ha4HOi
anarasii. IlyximHa mae cnpusmaueuii npocHo3, HE MeTacTa3ye, XipypriyHe BHUa-
JICHHS 3a3BUYal € IOCTATHIM JIIKyBaHHSIM.

HedpoobdaacToma (Wilms tumor) — HalimomupeHia 3705KICHa MyXJIMHA HUP-
KM y AiTedt (mik Biky — 2—5 pokiB). Bunukae 3 He(pOreHHUX 3aJUIIKIB, 4aCTO JBOO1-
YHO NP CHAJAKOBHX CHHIPOMAaX.

Maxpockoniuno: MacuBHa, M’siKa, CIpo-Oija MyXJIMHA, 4YacTo 3 JAUITHKAMHU
KPOBOBWJIMBIB, HEKPO3iB 1 KICTO3HOI JlereHepaiiii. Moke mpopocTaTy B HUPKOBY BEHY,
1HO/I1 — B HIDKHIO TTOPOKHUCTY BEHY.

T'icmonociuna 6yoosa. Kiiacuuna Hedpobiactoma Mae mpugasny cmpykmypy:
oracmemHuti KOMNOHeHm — TIPUMITUBHI ApiOHI KIITUHU 3 TINEPXPOMHUMU SIAPAMH,
(bOpMYIOTH COJIIJIHI TIOJISL; enimeniaibHuli KOMHOHeHm — TyOylio- 1 TJIOMepYJIonoaioHi
CTPYKTYPH; CIPOMATbHULL KOMNOHeHm — (10pOoMi0iTiHI, M s130B1 00 XPSAIIOB] €JIEMEHTH,
1HO/II 3 TETEPOJIOTTYHUMU TKaHWHAMU (KICTKOBA, )KHUPOBI KIIITHHH).

Mopgonoziuni eapianmu: xracuuna mpughazua Hegppoobracmoma, enimeniaibHa
abo cmpomanvHa OOMIHAHMHA hopMaA; AHANIACMUYHA Popma, sIKa XapaKTePU3Y€EThCS
KJIIITUHHOIO Ta SIICPHOI0 AaTUIIE€I0, MHOKUHHUMHU MITO3aMH, Ma€ HECHPUSTIMBUN
nporHo3. [IposiBisieThCsl MaNbIOBAHOIO MACOI0 B YEPEBHIM MOPOXKHMHI, O0JieM, rema-
Typi€ro, 1HOJI apTepianbHOIO Tineprensieto. [lyxiamHa Moke OyTH KOMIIOHEHTOM CHH-
apomiB. WAGR (Wilms tumor, Aniridia, Genitourinary anomalies, mental
Retardation), bekBita—Binemana, /lennca—/[pama.

NYXJINHU 3APOAKOBHUX KJIITUH HUPOK

[TyxnuHu 1i€l rpynu € HaA3BUYANHO PIAKICHUMU I HUPKOBOI JIOKai3amii Ta
BUHUKAIOTh 13 TOTUIOTEHTHUX 3apOJKOBHX KJITHH, SKI 3AaTHI A0 AudepeHIiamii
y TKAaHUHU PI3HUX 3apPOJKOBUX JUCTKIB. BoHM Mopdonoriuno momaidHi 10 repMiHo-
TeHHUX HOBOYTBOPEHB 1HIIMX JIOKATI3aIlii (sS€UKa, S€UHUKIB, CEPEIOCTIHHS, KPIKOBO-

KYIPUKOBO1 AUISHKH), ajle MalOTh BJIACHI OCOOJMBOCTI B IUTSYOMY BIIIi.
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Teparoma npenyoeprarnoro tTuny HUpKku (Teratoma of prepubertal type) —
N00pOSIKICHA MYyXJIMHA, 110 PO3BUBAETHCS 13 3aPOJKOBUX KIITHH, SIKI 3aJTUIIMIACS
B HUPKOBIM JUISHII M1 4ac eMOpioHaILHOTO PO3BUTKY. HaltuacTiie 1iarHoCTy€eThes
y Hemoenam i dimell paHHb020 6IK)y, 3a3BUYail OMHOOIYHA, X09a MOXIJIMBI TTOOAMHOKI
BUTIAJKU JBOOIYHOTO ypaskeHHs. OCHOBHHUN KITIHIYHUM TIPOSIB — MAJIbIIOBAHA MyXJIMHHA
Maca B JUISIHIII HUPKH, pijlie — reMatypist abo 6111 y skuBoTi. [lyxinHa He mpoayKye
TOPMOHIB 1 HE CYNPOBOMIXYETHCS CUCTEMHUMHU TiposiBaMu. [lepebir moOposiKiCHUM,
3JI0sIKiCHA TpaHc(opMallis HexapakTepHa.

Maxkpockoniuno. IlyximHa Mae uimky kancyiy, 4acTilie MoJIKICTO3HY abo 3MiIaHy
OynoBy (KicTO3HO-COMiHY). Po3Mipu Bapitot0oTh BiJ KITBKOX CAHTUMETPIB IO BEIMKUX
Mac, 1Mo AehOpMyIOTh HUPKY. Y PO3pi3i — IUISHKH Pi3HOI MIIJIBHOCTI, YepPryBaHHS
TBEPAUX 1 M SIKUX JISHOK P13HOI KOHCUCTEHIIi. YacTo HasiBHI KiCTO3HI MOPOKHUHH,
3alI0BHEHI CJIM30M YU CEPO3HOI0 PIAMHOK. MOXYTh OyTHM BKJIIOYEHHSI KICTKOBOI,
XPpAII0BOT 200 KUPOBOT TKAHUHHU.

Mikpockoniyna 6yoosa: BUSBIAIOTHCS TKAHUHHI €JIEMEHTH YCIX MPbOX 3aPOOKOBUX
JUCMKIB. ekmodepma — €MiJIEPMIC 13 TpUIaTKaMH, HEPBOBI CTPYKTYpU; Me300epma —
XpsiIl, KICTKa, )KUPOBA, M'S30Ba TKAHUHA; eH0odepma — €NiTeNld OpoHXialbHOTO ab0
KHILKOBOTO THUITY. Y TpemyOepTaTHii (IuTsa4iii) GopMi BIACYTHI 310SKICHI 3apOJKOBO-
KJIITUHHI KOMIIOHEHTH (HanmpHKiIaJ eMOpIOHAIBHHUIM pak a0o0 KOBTOUHMIA MyXJIMHHUN
KOMIIOHEHT), 1110 BIJIPi3HSE ii BiI TE€PATOM MOCTIYOEPTATHOTO THUITY Y TOPOCIUX.

Jlugpepenyitina Odiacnocmuxa TIPOBOAUTLCA 3 He@pobracmomo (NyxXauHow
Binvmca) uepe3 MOXKIMBY HasBHICTh T€TEPOJIOTTYHUX TKAHWH, OJHAK Y TepaToMi HEMae
Tpuda3HOi CTPYKTYypu 3 OJaCTEMOIO, KiCmO3HOW He@dpomoro — TIpU TepeBakKaHHI
KICTO3HUX KOMITIOHEHTIB, MemAacmamuyHumu 2epmino2enHumu nyxaunamu (y TmiJiTKIB
1 TOpOCIIUX).

Imynozicmoximiynuti npoghine BimoOpaxae 3piLaui, moieMOpiOHANBHUN XapaKTep
nyxiauHu. EmitemianbsHi cTpykrypu mo3utuBHI g0 mnutokepatuHiB (CK AE1/AE3,
CK7, CK20) Ta EMA, 1o miarBepmKye 3puty emiTenianbHy nudepentiarito. HepBosi
enemenTu ekcrpecytots S100, GFAP, synaptophysin, 1o cBiT4uTh MpO EKTOAECPMATIHLHE
MOXO/PKEHHSI. M’s130B1 KOMIIOHEHTH MO3UTHBHI 0 Desmin, SMA, myogenin, MyoD1,
a cynuuH1 — 10 CD31, CD34, me3eHXiMalbHI KIITUHU — 10 Vimentin. ['epMiHOIMTapHI
mapkepu (PLAP, OCT3/4, SALLA4, CD117, AFP, Glypican-3) HeraTuBHi, 110 BUKJIFOUAE
3II0SIKICHY TepMiHoTeHHy nipupony. [naexc npomidepartii Ki-67 ausbkuit (10 2-3 %),
10 BIAMOBiAA€ JOOPOSKICHOMY XapakTepy HOBOyTBopeHHs. Orxe, [I'X-podins mif-
TBEPIKYeE 3puTy audepeHiiarito 6e3 03HaK 3J0IKICHOCTI, 0 T03BOJISIE BIIMEXKYBaTH
TepaTomy Bia HEPPOOIACTOMH Ta 3TOSKICHUX TEPMIHOTEHHUX ITyXJIVH.

TepaTroma 3 KapuMHOiTOM (HeHPOEeHTOKPHUHHA MyXJIUHA) HUPKM — 1€ PiJIKICHA

3MillIaHa MyXJIMHA, [0 TOE€JHYE €IEMEHTH 3P0l TepaToMu 3 KOMIIOHEHTOM HeWpo-
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€HJIOKPUHHO] (KapIIMHOIIHO1) MyXJIMHU. 3a3BUYail BUHUKAE y TOPOCTUX, PIALIC Yy AITEH.
KiiaigyHo mMoxke mposiBisiTUcsS 00JeM y MOMEPEeKOBIN AUISHIN, MaKporeMarypiero ado
BUIIaJIKOBO BUSBJISTHUCS MiJ] 4ac 00CTEKEHHS.

Maxkpocrkoniuno. IlyxnuHa Mae CONIIHO-KICTO3HY CTPYKTYpPY 3 AUISHKaMHU M'SKHX
TKaHWH, >KUPOBHUX BKIIIOYECHB, XPSAIIA UM EMiTeNalbHUX YTBOPEHb. KapnHoiaHuit koMIio-
HEHT MPEJICTaBICHUH IIUTbHUMHU CIpyBaTUMU IUISIHKAMH, 1HOJI1 3 BOTHUIIIAMHU HEKPO3Y.

Mikpockoniuno. TepaToMaTO3HUN KOMIIOHEHT MICTUThH €JIEMEHTH PI3HUX 3apO/i-
KOBHUX JIMCTKIB (€MITENii, XpAIl, HEPBOBY TKaHMUHY, M si3H). KapuuHOigHUI KOMITO-
HEHT MPEJCTABICHUHN THI3IaMH, TpabeKyJaMu Ta TsSKaMHU JAPIOHMX MOJITOHAIBHUX
KIIITUH 13 COJSHO-XpOMa(piHHOIO TPAHYASPHICTIO [UTOIIA3MHU, KPYIIIUMH sIIpaMH Ta
XPOMaTHHOM «ClIb—TIepelb». MiTOTHYHA aKTUBHICTh HU3bKA.

Imynozicmoximiuna xapakmepucmuxa. HeWpoeHIOKPUHHUN KOMIIOHEHT E€KCITPECYE
chromogranin A, synaptophysin, CD56, vactkoBo CK AE1/AE3. Innekc npomideparrii
Ki-67 3a3Buuaii 10 5-10 %. TeparoMaTo3Hi €1eMEHTH IEMOHCTPYIOTh PI3HOCIIPSIMOBAHY
ekcripecito — rutokepatunu, EMA, GFAP, Desmin, Vimentin, 3aj1€5kHO BiJi TKAHUHHO1
mudepentiaiii. Mapkepu repminoreHHux nyxiuH (PLAP, OCT3/4, SALL4) — nera-
TUBHI. BBa)kaeThbCs, 10 KApIMHOITHUM KOMIIOHEHT BUHUKA€E€ BHACIIJOK HEHPOEHI0-
KPUHHOI JU(epeHIiallii eniTeaialbHuX eJIeMEeHTIB TepatoMu. [lyxnuHa 31e0u1b110ro
Ma€ MOBUIBHUI PICT 1 COPUSTIMBUI MPOTHO3, MPOTE€ MOMKIIMBI JIOKAJIbHI PELHIUBH
ab0 MeTacTa3u npu JOMIHYBaHHI HEHPOECHJOKPUHHOTO KOMIIOHEHTA.

Iyxuuna xxoBTKOBOr0 Mimka (Yolk Sac Tumor, NOS). Han3zsuuaiino pinkicHa
JUTsI HUPKHM T€PMIHOTeHHA MyXJIMHA TIEPEBAXKHO y MITeH PaAaHHBOTO BIKY 200 MOJOAMX
nopociaux. Moxe mposiBISTUCS OOJIEM y MOMEPEKY, TeMaTypi€ro, 301IbIICHHSIM 00'eMy
KHUBOTA.

Maxpockoniyno: MyxXJarHA Ma€ M'SKY, KOBTYBaTO-Cipy CTPYKTYpPY 3 BOTHHIIIAMH
KPOBOBWJIMBIB 1 HEKPO3IB, UACTO O€3 HITKOI KarCyJIu, 3 TeHJICHITIE0 JI0 1HBA3UBHOTO POCTY.

Mikpockoniuno. Bin3HadaeTbCcsi BUCOKA TICTOJIOTIYHA BapiaOenbHICTh. THIIOBI
O3HAaKM — MIKPOUUCTUYHUN (PETUKYJASPHUI) THUIl POCTY, MCEBAOMIAHAYISIPHI a0o
CHUHYCOMOAI0HI CTPYKTYpH, HasBHICTh T1ajJiHOBUX MO0y y HUTOIIa3Mi a00 MIXKKJIi-
TUHHOMY MPOCTOp1. Spa KAITUH — OBajbHI, 3 BUPAKECHUMU SACPILSIMU, LIUTOIIa3Ma
eo3uHOo(dUTbHA a00 mpo3opa. YacTo BUSBISETbCS XapakTepHa cmpykmypa Lllunnepa—
osans (nepuBacKylsipHa pO3ETKA).

Imynocicmoximiynuti npoghine. Ilyxnuna excripecye AFP (anbda-deronporein),
glypican-3, SALLA4, cytokeratin AE1/AE3; moxximBa no3utusHIcTh 10 PLAP. Mapkepu
OCT3/4, CD30, EMA — HeratuBHi, 110 JoroMarae qudepeHIitoBaTh 3 eMOPIOHATIBHOIO
kapuuHOoMomo. [Haeke Ki-67 Bucokuit (1o 50—70 %), mo cBigYMTH MPO 3TOSKICHUIN
notexuiai. [lyximHa arpecuBHa, 3 TEHJEHIIIEIO 10 PAHHBOI'O METacTa3yBaHHs (0COOIMBO
B jiereHl Ta miM@aruyhi By3nu). [IporHo3 cepito3uuii, ane MOJIMIIYETbCS MPHU paH-
HbOMY BHUSBJICHHI Ta KOMOIHOBAaHOMY JIIKYBaHHI (Xipypris + XiMioTepartis).
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3MilaHa TepaToMa — MyXJIMHA KOBTKOBOI'0 Milllka. PiikicHe 3MiliaHe repMiHo-
T€HHE HOBOYTBOPEHHS, 110 MICTUTh 3Pl T€PATOMATO3H1 €JIeMEHTH (eMmTeNii, XL,
HEPBOBY TKAaHHUHY) y MO€AHAHHI 3 MaJIrHI30BAHUM KOMIIOHEHTOM ITyXJIMHH >KOBTKO-
BOro mimika. CrocTepiraeTbest epeBaskHO Yy AITEH, 1HOI Y M UTITKIB.

Mikpockoniuno. TloegHaHHS AUISHOK 3pi0i TepaTOMH 3 BOTHHUIAMH PETUKY-
JSIPHOTO 200 MIKPOIIMCTHYHOTO POCTY, XapaKTEPHOTO ISl MyXJIMHH 5KOBTKOBOTO MIIIIKA.
MoxyTb OyTu ctpykrypu [unnepa—/{roBas, riajgiHoB1 IJIOOYIIH, HEKPO3HU.

Imynocicmoximiyno. Tepatomarosni minsaku — CK AE1/AE3, EMA, GFAP,
Vimentin, 3aJIe)KHO BiJl TKaHUHHOI qudepenitiamii. KoMnoHeHT myXJIuHU KOBTKOBOTO
mimka ekcripecye AFP, glypican-3, SALLA4, cytokeratin, 3 Bucokum Ki-67. I'epmino-
rutapui Mmapkepu (OCT3/4, CD30) nerarusHi. [lyxnuHa Mae 370SIKICHUI MOTEHITIAT,
0 BU3HAYAETHCS AKTUBHICTIO KOMIOHEHTA MyXJIMHH XOBTKOBOTO Mimika. [Iporaos
3JIEKUTh B1Jl CIIBBIJHOIICHHS 3pUIMX 1 3J0AKICHUX €JIEMEHTIB Ta €(PEKTUBHOCTI

KOMIIJICKCHOTI'O JIiKYBaHHH.

IIMTAHHA AJ4 NIACYMKOBOI'O KOHTPOJIIO

1. SIxa ocHOBHA HOBallis y kinacudikalii nyxiauH Hupok BOO3 (2022)?
A. Buxnrouenns mopgono2iunux kpumepiis.
B. O6'econanns ecix kapyurom y eounuti mun.
C. Jlooasanmsi MONEKYIAPHO-2eHEMUUHUX XAPAKMEPUCTIUK.
D. Biomoesa 6i0 imynozicmoximii.
E. Ilooin nuwe 3a maxpockoniunor 6y006010.

2. SIKi Tpu KOMIIOHEHTH TUIOBI JJIs KJIacuuHO1 Hedpobnactomu (myxsimHu Binbmca)?
A. Hetipoenooxpunnuii, cmpomanvruti, (piopo3Hutl.
B. Enimenianvuuii, bnacmemmuuii, CmpomMaibHUlL.
C. Cyounnuii, enimenianoHut, 1iM@poioHUl.
D. Xonopoionuii, cmpomanvHutl, KiCMmKkosuil.
E. Jlimgpoionuii, enianvruti, HeupaibHUll.

3. flka myxJIuHA HUPKU MICTUTH OJHOYACHO TEPATOMATO3HHMM 1 HEWPOCHIOKPUHHUN
(KapLMHOITHUI) KOMITOHEHTHU?

A. Tepamoma npenybepmamnoco muny. D. Pab0ooiona nyxauna.

B. Tepamoma 3 kapyunoioom. E. Ceimnoknimununa capkoma.

C. Ilyxnuna 2#08mko8o2o MiuiKa.

4. Y yonoBika 62 pOKiB BHUSBICHO IyXJIMHY HHUPKH, MaKpOCKOMIYHO — 3>KOBTO-
30JIOTUCTOTO KOJIBOPY, 3 AUITHKAMU HEKpPO3y. MIKpOCKOMIYHO — KIIITUHU 3 TIPO30POIO
LMTOMJIa3MOI0, JENIKaTHOI BacKyJSIpHOIO CiTKow. ImyHorictoximiyHo: CAIXH,
PAX8+, CK7—. Slkuii THIT HUPKOBOKJIITUHHOI KAPIIMHOMHU HAWO1IBII IMOBIPHUIA?

A. Ilaninapua kapyunoma. D. Meoynapua xapyuroma.

B. XpomogpobHna kapyuroma. E. Ouxoyumoma.

C. CeimnoknimuHHa KapyuHoma.
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5.V mauientku 58 pOKiB BHUSBICHO MyXJWHY 3 JBOMa KOMIIOHEHTAMHU: KICTO3HUMH
CTPYKTYpamH Ta CBITJIMMH KIITHHAMH, IO HAraJyloTh CBITJIOKIITUHHY KapIHHOMY,
ane Oe3 1HBa3ii kamcynu. Imynorictoximiuno: PAX8+, CK7+, HuU3bKa MITOTHYHA
aKTUBHICTb. SIKe 116 HOBOYTBOPEHHS?

A. Ilaninapua kapyunoma I muny.

B. Eo3unoginbra Kicmosua xapyuHoma.

C. Kicmo3sua negppobracmoma.

D. Xpomogobra kapyunoma.

E. bacamoxamepHne Kicmo3He HOBOYMBOPEHHS 3 HU3LKUM 3MOAKICHUM NOMEHYIATIOM.

6. Y donosika 40 pokiB 3HaWACHO MyXJIMHY, MOOYAOBaHY 3 €03MHOMIIPHUX KIITHH
13 IpiOHO3EPHUCTOI0 IMTOIUIA3MOI0, YITKOIO Karcynoro. Imynoricroximiyno: CK7-,
CD117+, PAX8+, Mitochondrial marker+. SIxkuii Tum myxauHu?

A. Ouxoyumoma. D. Hegppobnacmoma.

B. Xpomoghobna kapyurnoma. E. Meoynapna xapyunoma.

C. Enimenioiona anciomioninoma.

7. JutuHa 3 pokiB Ma€e 00'eMHE yTBOpPEHHS HUPKHU. MIKPOCKOIMIYHO BUSIBJICHO TpHU
KOMIIOHEHTH: €miTeiadbHui, cTpoManbHuil 1 Omacremuuid. WT1 mo3utuauii, INI1
30epexxennii. HailiMOBipHIIINNA 1arHO3?

A. Pabooiona nyxauna. D. Mezobracmuuna negppoma.

B. Meoynaprna xapyunoma. E. Hegppobnacmoma (nyxauna Binvmca).

C. Ceimnoknimunua capkoma.

8. lutuna 6 MicAI1iB, y HUPII BUSBICHO BEPETECHOKIITUHHY MyXJIMHY 3 O3HaKaMU
iHpinprpamii, Ki-67 mo 10 %. IMmynorictoximiuno: Vimentin+, Desmint+, WTI1—,
[IUTOKEPATUHU—. SIKU TUT TyXJTUHU HAHOUIBII IMOBIpHUN?

A. Me3zobracmuuna negppoma. D. Heghpobnacmoma.

B. Pabooiona nyxauna. E. Aneiomioninoma.

C. CeimnoknimunHa capkoma.

9. V nanienTa 45 pokiB — MyXJIMHA HUPKH 3 TPYOUaCTUMH CTPYKTYpaMu, OTOUYEHUMU
MYIIMHO3HUM CTPOMAJIbBHUM KOMIOHEHTOM. ImyHorictoximiuno: CK7+, AMACR+,
PAX8+, CD10—. Sxuii TUIl MyXJIMHU HAHOUIBII IMOBIPHUN?

A. Xpomogobra xapyunoma.

B. Myyunosnuii myoynsapHuti i 6epemeHoKIimuHHUL pax.

C. CeimnoknimurHHa KapyuHoma.

D. llaninapua kapyunoma.

E. Meoynapna xapyunoma.

10. Y Mononoro 4osoBika 28 poKiB BUSIBICHO MyXJIMHY HUPKHU, TO3UTUBHY JJIs1 MAPKEPIB
TFE3 Ta PAXS, neratusny 11t CK7. SIkuii 11e THIT HUPKOBOKJIITUHHOT KApIIUHOMU ?
A. XpomogobHha.
B. Céimnoxnimunna.
C. Kapyunoma, nepedbyoosana 3a munom TFE3.
D. Meoynapnua.
E. Enimenioiona aneiomioninoma.

35



11. TMamienT 35 pokiB — HOCIH MyTarii FH. Y HUPIl — BUCOKOAarpecuBHa KapiimHOMA
3 BUPAKEHUM SIIEPHUM TUICOMOP(]PI3MOM 1 UUCTICHHIUMHU €03MHOMUIFHUMU BKITIOYEHHAMHU.
ImynoricToxiMiuHo: BrpadeHa excripecis FH, mo3utusna 2SC. Skuii niarnos?

A. Enimenioiona anziomioninoma.

B. SDH-0eghiyumna kapyunoma.

C. Meoynapna kapyunoma.

D. Kapyunoma 3 oeghiyumom ¢pymapameiopamasu.

E. Onxoyumoma.

12. V nartieHTta i3 ceprnonoaiOHOKIITUHHOIO aHEMIEI0 BUSIBICHO arpeCUBHY HUPKOBY
nyxauny. Imynorictoximiuao: SMARCB1 (INI1) Brpauenuii, PAX8+. fAxmit Tun

NyXJIMHU?
A. Meodynapua xapyuroma. D. Onxoyumoma.
B. XpomogpobHa. E. Pa6ooiona nyxauna.

C. llaninapHua.

13. YV qutuHu 4 pokiB HUpPKOBAa MyXJMHA 3 pa0AOiTHUMHU KIITHHAMH, BEIUKUMU
€03MHO(IIIbHUMHU BKJIIOUEHHSIMH B IUTOIUIa3Mi. IMmyHoricTtoximiuHo: INI1 BTpaueHui,
WT1 "eratuBuuii. SIkuii qiaraos?

A. Ceimnoxnimunna caproma. D. Pabooiona nyxauna Hupxu.

B. Hegppobracmoma. E. Meoynapna xapyuroma.

C. Mezobnacmuuna Hegppoma.

14. TTamienTka 55 pokKiB, Y HHUPLI BUABIECHO J00pe OOMEXKEHY MyXJIMHY KOPHUYHEBO-
YEPBOHOTO KOIBOPY 3 IICHTPATIBHOIO PYOIIEBOIO JIUTSTHKOI. MIiKPOCKOITisl: BEJTHKI KIIITHHH
3 IPaHyJIbOBAHOI €03MHO(DIUIBHOI0 IUTOIUIa3MO0, NpiOHI siapa. IMyHOricTOXIMIS:
CK7—, CD117+, PAX8+. flkuit qiarHo3 HailOUIbI UMOBIPHUH?

A. Xpomoghobna kapyunoma. D. Ceéimnoxaimunna kapyunoma.

B. Onxoyumoma. E. Meoynapna xapyuroma.

C. Aneiomioninoma.

15. Yonoik 50 pokiB, HUPKOBa IMyXJIMHA 31 CBITIIMMHU KJIITHHaAMH, XpoMo(poOHUM
KOMIIOHEHTOM Ta BUPAXKEHOIO LIUTOIUIA3MAaTUYHOIO BaKyoi3alli€eto. IMyHoricToximis:
CK7+, CD117+, PAX8+. HaltiimoBipHimuii giarao3?

A. Onxoyumoma.

B. Meoynapna xapyunoma.

C. CeimnokimurHHa KapyuHoma.

D. llaninapua kapyunoma.

E. Xpomogpobna nuprosoxnimunua xapyurHoma.

16. Y namientku 60 pokiB BUSABICHO MyXJWHY HUPKH, IO CKJIAJAETHCS 3 KICTO3HUX
1 cTpoManbHUX KoMIOHEHTIB. ImyHoricToximis: CK+, PAX8+, vimentin+. fAxuii Haii-
01111 IMOBIPHUM J11arHO3?

A. 3miwana enimenianrbHo-cmpomManbHa NyXauHa.

B. Kicmo3sua negpoma.

C. Mezobnacmuuna Heghpoma.

D. Anciomioninoma.

E. Pa6ooiona nyxauna.
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17. Y nopocnoro nauienta 48 pokiB BUSBIEHO HUPKOBY IyXJIMHY 3 KOMIIOHEHTAMH
[J1aJIKOM'SI30BOTO Ta aHriomaro3Horo tumy. Imynoricroximis: HMB45+, Melan A+,
SMA+. SIxkuii giaraos?

A. Xpomoghobna xapyunoma. D. Knacuuna aneiomioninoma.

B. Onxoyumapna aneiomioninoma. E. Ceimnoknimununa xapyurnoma.

C. Enimenioiona anciomioninoma.

18. [lutuna 3 pokiB, BUSBICHO 00’ €MHY MyXJIMHY HUPKH, SIKa CKIAJAETCS 3 BEPETEHO-
KJIITUHHOTO 1 CTPOMAJILHOTO KOMITOHEHTIB. IMyHorictoximis: Vimentint, Desmint,
WTI1-. Skunii HaitO1Ib11 IMOBIpHUH A1arHO3?

A. Ceimnoxnimunna caproma. D. Mezobnacmuuna negppoma.

B. Hegppobrnacmoma. E. Meoynapna kapyunoma.

C. Pabooiona nyxnuna.

19. ¥V nopocinoro narieHTa BUSIBICHO BY3JIOBY IMyXJIMHY HUPKHU. MakpOCKOMIYHO >KOB-
TO-YEPBOHOTO KOJIbOPY, M'IKO1 KOHCUCTEHLIIT, 3 KICTO3HUMH JIIJISTHKaMH. M1KpOCKOIis:
3MIIaHUHN emiTemanbHO-CTPOMAIBHUI KOMIIOHEHT, 0€3 3HAYHOTO SIACPHOTO ATUITI3MY.
Imynorictoximis: PAX8+, CK7+, Vimentin+. SAxuii niarHo3?

3miwana enimenianbHO-CMPOMANLHA NYXIUHA HUPKUL.

Kicmosna negppoma y oopocaux.

Ouxoyumoma.

Xpomoghoona kapyumnoma.

Aneiomioninoma.

moow2»

20. ITamienT 35 poKiB, BUSBIECHO MyXJUHY HUPKUA 3 JIPIOHOKIITUHHUM BEPETEHO-
KJIITUHHUM KOMIIOHEHTOM 1 aHT1OMaTo3HUMHU 30Hamu. ImyHorictoximis: HMB45+,
SMA+, Melan A+. SIkuii Tum myXauHu?

A. Enimenioiona aneiomioninoma. D. Xpomoghobna xapyunoma.

B. Aneiomioninoma. E. Ceimnoknimununa xapyurnoma.

C. Onxoyumoma.

21. Y nutunHM 6 MICSIIIB Y HUPII BUSIBJIECHO JO0Ope OOMEXKEHE YTBOPEHHSI, 10 CKIIAIA€ThCs
3 BEPETCHOKJIITUHHUX 1 M'S30BUX KOMIIOHEHTIB, BIJACYTHIA OJIACTEMHUN KOMIIOHEHT.
Imynorictoximis: Desmint, SMA+, WT1—. SIkuii Hali0171611 KMOBIpHMI J11arHO3?

A. Hegppobnacmoma.

B. Knimunna me3obnacmuuna negppoma.

C. 3miwana mezobnacmuuna negpoma.

D. Pa6ooiona nyxauna.

E. Knacuuna époooicena mezobnacmuuna Hegppoma.

Binnosini Ha NUTaHHA 1JIA NIICYMKOBOT0 KOHTPOJIIO

1/2/3[4/5/6 7|89 1011|1213 |14|15|16|17|18|19|20/21
C|\|B|B|C|\E|A|E|A|B|C |D|A |D|B|E|A |D|D|A |B|E
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