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3.3 MixknapoaHa kiacudikanis MyXJauH WKIPU: Cy4acHA CTPYKTYPa Ta KJIiHIKO-
NiarHOCTHYHE 3HAYCHHS

Y cywacHiil aepmaTomnaToJyiorii cHUcTeMaTH3allii HOBOYTBOPEHb IWIKIPH €
KPUTUYHO BKJIMBOIO SIK JIJISI TIarHOCTUKH, TaK 1 JJI BUSHAYCHHS KIIIHIYHOT TAKTHKA
Ta OI[IHKU MPOTHO3Y. 3 OTJIsiy Ha MOPGOJIOTIUHE i MOJIEKYJIIPHE PO3MAITTS MIKIPHUX
MyXJIMH, MDKHApOJHA MEIWYHa CIUIbHOTa MoTpeOye yHi(ikoBaHOT Ta HAYKOBO
oOrpyHTOBaHOI KiacU(IKallIfHOT CHUCTEMH, $Ka BpPaxOBYE HOBITHI JOCSATHEHHS
MOpQoJIoTii, IMyHOTICTOXIMIi, T€HETUKUA Ta KIIHIYHOI OHKoJjorii. CaMme Taky poJib
Biairpae Kmacudikamis myxnuH mkipu BeecBiTHROI oprasizanii 0XOpOHH 3/10pOB’A
(BOO3), m’are Bumanusa sikoi Oyno omnpuwmogHeHe y 2023 poui [89], amke BoHa €
MDKHapOJIHUM CTaHJApTOM, IO 1HTErpye cydacHi MOp(}OiIOoriyHi, IMyHOTICTOXIMIYHI
Ta MOJIEKYJIIPHO-T€HETUYHI1 JaHI.

s penaxiiis € pe3yJIbTaToOM KOJIEKTUBHOI Mpalli MPOBIIHUX JEPMATOIATOJIOTIB,
TICTOJIOTIB, MOJEKYJISIPHUX O10JI0T1B, OHKOJIOTIB 1 KJIIHIIMCTIB 13 PI3HUX KpaiH, II0
o0'eqHaNM 3yCWJUISL JJiS CTBOPEHHsS HaWOUIbII TOBHOI W aKTyallbHOl THIIOJIOTIT
IIKIDHUX ~ HOBOYTBOpeHb.  OcHOBOIO  kjacu@ikamii  BHUCTyNae  IPHUHIIMI
TiCTOT€HETUYHOTO TIOXO/DKEHHS MyXJWH, OTIOBHEHHWW CY4YaCHHUMH JaHUMH IIPO
MOJIEKYJIIPHO-TEHETUYH1 TIepeOy10BH, MPoJihepaTUBHY aKTUBHICTh, TATEPHU POCTY
Ta KJIIHIYHY TTOBEIIHKY.

Y 2023 pomi BOO3 kmacudikye HOBOYTBOpPEHHS IIKIpH 3a BichbMOMa

KJIIFOYOBUMH TpynaMu, 30Kpema:

. KEepaTUHOLUTAPHI (€MiIepMaibH1) MyXJIUHH,
. MeJTaHOLUTAaPHI My XJIUHH,

. NYXJIMHU MIKIPHUX MPUIATKIB,

. HOBOYTBOPEHHS HITTHOBOTO arapary,

. reMOIMOCTUYHI Ta JIIM(OITHI MyXJIMHH,

. MyXJIMHA M’ SIKAX TKaHWH,

. METaCTaTUYHI YpaKeHHS MIKIPH,
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. T€HETUYHO JCTEPMIHOBAHI MyXJUHHI CHHAPOMH.

KoskHa 3 11ux rpyn Mae BHYTPIIIHIO Kiacuikaliiro, 1mo 0a3yeThCsl Ha MOEHAHH]
MOP(}OIOTIUHUX KPUTEPIiB, IMyHO(PEHOTHITY, KIIHIYHOT MOBEAIHKU Ta MOJIEKYJIIPHOTO
podiro.

MerToto 111€i POOOTH €:

. y3arajJbHEHHS Ta HAyKOBE OCMHUCICHHS MIAXOAIB 10 Kiacudikaii
mkipHux myxsuH 3rigHo 3 WHO Classification of Skin Tumours (2023),

. BUCBITJICHHS] OCHOBHUX MTPHUHIIUIIIB MOOYIOBH I11€1 CUCTEMH,

. JEMOHCTpallisl 1l MPaKTUYHOTO 3HAYCHHS JUIS KIIHIYHOI JIIarHOCTHKH,
cTparudikaiiii pu3uKy Ta GOpMyBaHHS Cy4aCHHUX MPOTOKOJIIB BEJICHHS MaIlI€HTIB.

Oco06nMBy yBary npuiJIecHO HOBUM KJacu(ikaiiHUM M1IX0/1aM, BUKJIAJEHUM
y kinacudikanii BOO3 (2023), 3 neTanbHUM aHaAII30M 3MiH Y CTPYKTYpl HOMEHKJIATYPH,
HOBOBBEJICHb Y THITOJIOTI IMIKIPHUX MYXJIMH, a TAKOX BU3HAYCHHSM MICIlS TEHETUIHO
0OyMOBJICHHX CHHAPOMIB Yy Cy4YacHIM cucTeMaTuill. BaXJIMBUM €JIEMEHTOM IIi€l
CUCTEMU € cTpaTudIKallisl MyXJUH 32 TICTOTEHE30M, IO J03BOJISIE€ BUAUIUTH OKpEMI
Ipyly HOBOYTBOPEHB BIANOBIIHO 1O KIITHH MOXOYKEHHS.

KeparunouurapHsi (enigepmMaJibHi) NyXJIMHH.

Cepen WKIpHUX MYyXJHH NPOBIAHY TPYyMy CTaHOBIATh KEPAaTUHOLUTApPHI
(emimepMalnbHl) MyXJIMHH, K1 MOXOIATh 3 KIITUH 0a3ajbHOTO MIapy emiaepMmicy Ta
fioro mpuaarkis. L{i HOBOYTBOPEHHS OXOILTIOIOThH IIMPOKUMA CIIEKTP YpakeHb — BIJ
TOOPOSIKICHUX eMiiepMaIbHUX TiNepruia3ii A0 1HBa3UBHUX 3JIOSKICHUX HEOIUIa3i,
BKJTFOYAOYH TPOMIXKHI (T10pHaH1) OpMHU 3 TOTEHIIHHO arpeCUBHOIO TOBEAIHKOIO [90].

JloOposikicHi erniepMalbHi HOBOYTBOPEHHS OXOILTIOKOTh HU3KY
npoJiipepaTUBHUX  ypaxeHb, II0 XapaKTePU3YIOThCS OOMEXKEHUM  POCTOM,
B1JICYTHICTIO iIHBa3MBHOTO TTOTEHITIATY Ta IUTOJIOTTYHOI aTHITI1, @ TAKOX JOOPOSIKICHUM
KJIIHIYHUM 1iepebiroM. [lo i€l rpynu Hanexatbh ceOopeilHa kepaToma, BIPYCHI
O0oponaBku (3BHUYAMHI, TUIOCKI, IIiJIOIIOBHI), COHSAYHE JICHTUTO, CBITJIOKJIITHHHA
akaHToMa. YCi BOHU JIEMOHCTPYIOTh YITKO OKpECIeHUHA MOP(QOJIOTIUHUN KOHTYD, HE
MPOHUKAIOTH Y JIepMajibHI CTPYKTYpH, HE MarOTh TEHJIEHIi JO MaJirHizaiii Ta He

noTpeOyIOTh XIPYpPridYHOTO BTPYYaHHS, 32 BUHSTKOM BHUIIAJKIB €CTETUYHOTO YH
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¢dbyHkiionaasHOro 1uckoMdopty. Kimacudikariiis Ta 0CHOBHI IPEACTABHUKY IIET TPYIIH

HaBeeHl B Ta0.1.

Taoauusa 1. Knacudikariis kepaTHHOIUTAPHUX (€IT1IepMaJIbHUX ) Ty XJIMH IIKIPU

(3rimao 3 WHO 2023)
Kuirouosi
MopoJioriuni Ta IIpornocTuyHi
I'pyna IMyxauna / ypaskeHHsI pq) o . P
OiostorivuHi 03HAKM / pU3UKH
0C00JINBOCTI
CebOopetina kepaToMa, BipycHi | OOMeXEeHHUH picT, [Ipornoctuano
Mobposiicai O0opojaBky (3BUYAliHI, TUNIOCK],  |BiICYTHICTH iHBA3Ii, Oe3mneuHi; KJIHIYHE
p MiIOMIOBHI), COHSYHE JICHTUTO, |BiJICYTHICTh aTHIIIi, CIIOCTEPEIKEHHS
CBITJIOKJIITHHHA aKaHTOMa JOOPOSIKICHUH TIepeoir
AKTHHIYHHUHA KepaTos, Jucnnazis [loreHnmiiina
Tepeapakosi MUII IKOBUH KepaTo3, [IYBA-  |keparuHoUuMTIB pi3HOTO | TpaHchopmMaris B
. . .. . |KepaTo3; xBopoOa boyeHa (in situ|cTymnens, akaHTO3, inBazuBHY [1KK,
(mpemasirnizauiiini) -
ITKK) MapaxkepaTos, aTUIIis 0CcO0JIHMBO TIpH
ruOoKiN aucruiasii
BbazanbHOKJIITHHHA [loBinbHE 3pocTaHHs, Husbkuii pusuk
kapuuHoma (BKK): MiciieBa iHBa3is 6e3 peLuarBY pU
MOBEpPXHEBA, BY3JIOBA, METacTa3iB, MO3UTUBHA  |[IOBHOMY
MirMEHTOBaHa, KEPaTOTHYIHA, peaxiiis Ha JiKyBaHHS BHJIAJICHHI;
iHOYHAUOYIIOKICTO3HA, MIPOTHOCTHYHO
¢ibpoenitenianpHa CHPUSTIUBA
IadineTpaTuBHUii pict, |Bucokwuii puzuk
BKK arpecuBHoro rumy: imsrp pict, P
. Jacra nepuHeBpaibHa peuunBY;
MiKpPOHOYJISIpHA, . . .
A 1HBa3is, yTpyaHEHA CKJIaIHICTh IpU
iHOIIBTpaTHBHA, CKIIEpO3yIoYa, | . 4 . .
N ricroyoriuHa XipypriguHomy
0a30CcKBaMO3Ha, CApKOMAaToiJHa o o
JTudepenmiaris KOHTPOJI KpaiB
InockokmiTuHHA KapuuHOMa | Buicoka MyTareHHicTh Pusuk meracrasis
(ITKK): akaHTONITHYHA, (ocobmuBo mix giero YD), | npu ToBIIKHI >2
CBITJIOKJIITUHHA, YpaXKeHHSI MM,
aIeHOCKBaMO3Ha, IMYHOCYTIPECOBaHHX, NepUHEBPAIbHIT
nimdoernitenioMonoaioHa, MOJIUBICTb iaBasii, cramii Clark
BEPETECHOKIITHHHA, METacTa3yBaHHs IvV-v
3nosikicHi CapKOMaToinHa
Mepkeab-KIiTHHHA BipycHa etionoris, [Iporuo3 Gk
kapuuHoma (MKK): MCPyV- |CK20+, INSM1+, Husbke | cnpustiusuii (MKK
IIO3UTUBHA TMB UV-noxopKeHHs)
Y®-iagykoBani C>T Bucoxkuii pusuk
MKK MCPyV-Heratupna MyTaIlii, 4acta MyTaIjisi ||MeTacTa3yBaHHS Ta
TP53, Brpata RB1 peuuauBy
PinkicHi koMOiHOBaHI .
MYXJIMHYA B 30HAX ArpeCHBHHi
liopuagna MKK + IIKK Y nepedir, ckiagHa
(hoTOHABAaHTAXKECHHS o
nudepenttiamis
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[Iponorxxenus Tabmuii 1.

Kurouosi
MopddoJoriuni Ta | [IporHocTuyHi o3Haku /
I'pyna Iyxanna / ypaxeHHs . .
oioJioriuni PU3HKH
0C00IMBOCTI

ExcmancuBnwmii picr,
O3HAaKH perpecii,
MopdooriyHa

p53+/Ki-67 y nepudepii,

Keparoakanroma (KA) HI3bKU TMB; MOXITHBICTB

HeBuznauena /

cyMHiBHa rmoxioHicTh 10 TTKK perpectt
OioJioriuna . . .
101 r.qu CkBamornposidepaTuBHa IMpomixkHa opma Mix HOTpere s
noBeAiHKa . i IMYHOTICTOXIMIYHO]
MyXJINHA 3 HEBU3HAYECHUM KA 1 TIKK; . .
. . . . | Bepudikamii (p53, Ki-67,
MOTEHII1aJIOM JIiarHOCTHYHI TPyAHOLIL p16)
Tomaroni |pS3, Kie67, ple, INSM1, | SeeTocomtommon | B tax npornosy
AlarHOCTUYHI CM2B4 (autu-MCPyV), A N, peutiamt - | AMQCPCHI o
SATR? KA/TIKK, Bepudikamii |miarHOCTHKH, cTpaTudikamii
Mapkepu MKK PHUBHUKY

3  KIIHIKO-POTHOCTUYHOI ~TOYKH 30py, LI YpPaXXEHHS BBAXKAIOTHCS
MIPOTHOCTUYHO O€3MEYHUMH Ta, 3a3BUYal, MIJIATal0Th TMHAMIYHOMY CITIOCTEPEKEHHIO
0€3 aKTUBHOTO JIIKyBaHHs. Y pa3i JIarHOCTUYHOI HEBU3HAYEHOCT1 00 3MiH XapaKTepy
POCTY PEKOMEHJIOBAHO MPOBEJCHHS JEPMATOCKOIIYHOI OI[IHKM Ta, 3a MOoTpedu,
TICTOJIOTIYHOTO Bepu(IKyBaHHS.

37105IKICHI KEpaTUHOLMTAPHI MYXJIMHU CTAHOBJATH KIIHIYHO 3HAYYILY TPYyIy
HOBOYTBOpPEHb EMiJIepMajbHOTO TOXOKEHHS, M0 XapaKTepU3YIOThCA PI3HUM
CTYNEHEM arpeCHBHOCTI, TOTEHIAJIOM JI0 JIOKAJbHOTO 1HBa3WBHOTO POCTY Ta
3/IaTHICTIO O MeTacTasyBaHHs. HalimommpeHimmumu cepel HUx € 0a3aibHOKIITHHHA
kapuunoma (BKK) ta mnockoknitunna kapiuHoma (I1KK), a Takosx HefipoeHI0KprUHHA
Mepkenb-kiiTiHHAa KapuumHomMa (MKK), ska wae 3wmimmaHe TiCTOr€HETHYHE
MOXOJIKEHHS.

bazanpHokmiTHHHA KapumHoMa (BKK) mnpencraBnena kinbkoma KIIIHIKO-
MOP(QOJIOTIYHUMH BapiaHTaMH, Cepell SKUX BHIUIAIOTH IIOBEPXHEBY, BY3JIOBY,
MITMEHTOBaHY, KepaTOTHUYHY, 1HPYHIAUOYIOKICTO3HY Ta (piOpoenitenianbHy (HOpMH.
[{i BapiaHTH XapaKTEPU3YIOTHCSA MOBIILHUM 3POCTaHHSIM, TEHACHIIEIO O MiCIIEBOI
1HBa31i 0e3 CXMJIBHOCTI JI0 MeTacTa3yBaHHsS, JOOPOIO BIAMOBIIII0 HA JIIKYBaHHS Ta
CIPHUATIIMBUM IIPOTHO30M IIPH IOBHOMY X1pypriuHOMY BUajeHH] myxjanHu. HaBnaku,

arpecuBHi Tictotunu bBKK, Bkmtouarounm MIKpOHOMYNIApHUN, 1H(UIBTPATUBHUM,
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CKJIEpPO3YyIOUMii, 0a30CKBaMO3HUM Ta CApKOMATOIAHUI MIATUNH, JAEMOHCTPYIOTh
1H(1IBTPATUBHUM PICT, YACTO CYMPOBOKYIOTHCS TEPUHEBPATBHOIO 1HBA31€10, MAIOTh
TPYIHOIIl y TICTONOTIYHIN audepeHIiamnii Ta acoOIiIOIThCS 3 BUIIMM PU3UKOM
peluIUBY, OCOOJIMBO MPU HEPAIUKAILHOMY BUalieHHl [91].

[TnockokmituaHa  kapruaoma  (IIKK) wmae mmpoky — Mopdomoriuny
BapiabeNbHICTB, IpeICTaBICHA aKaHTOJII TUYHOIO, CBITJIOKJIITUHHOIO,
aJICHOCKBaMO3HOIO, JiM@oeniTeaioMono110HO10, BEPETCHOKIITUHHOIO Ta
capkoMaroinHoto (opmamu. LI MyXJTUHH AEMOHCTPYIOTH BHUCOKY MYTareHHICTb,
30KpeMa BHACIIIOK i1 yIbTpadioieTOBOTO BUIIPOMIHIOBAHHS, YACTO PO3BUBAIOTHCS Y
MaII€HTIB 3 IMYHOCYIIPECIEID Ta MalwTh MOTEHIan J0 MeTacTazyBaHHa [92].
[IporHocTnuarME  (aKTOpaMHd PHUBHKY € TOBIIWHA MYXJIWHW TIOHAT 2 MM,
NepuHEBpasibHA 1HBA31s Ta rMOMHA 1HBa31i, 110 Bianosinae cramaism Clark [V-V.

Mepxkenb-kaitTunHa  kKapuuHoMa (MKK) kimacudikyetscs Ha MCPyV-
no3utuBHU Ta MCPyV-neratuBuuii Bapiantu. MCPyV-no3utuBHa ¢dopma
ACOITIFOETBCSA 3 I1HTErpaIli€l0 BIPYCHOTO TEHETHYHOTO MaTrepially I0JIOMaBIpyCy
Mepkens (MCPyV) y JJHK kmiTUH WIKipH, 0 COPUYMHSE aKTUBALIIO MMyXJIMHHOTO
pocty. [l Hei xapakrepHa ekcrpecis imyHorictoxiMigyaux mapkepiB CK20 ra INSM1,
HU3BKUH TArap coMatnunux myTtaui (TMB) 1, 3arajomM, CpUSTIUBIIINN KIIHIYHAMN
nporxHo3 nopiBHsAHO 3 MCPyV-neratusHoro gpopmoro. Haromicte MCPyV-HeratusHa
(dhopma BUHHUKAE BHACIIIOK YIABTPa(10JIeT-1HIyKOBAaHUX TOUKOBUX MyTarii tuny C>T,
4acTo CyHpoOBOJUKYeTbca MyTauiero TP53 Ta BTparor ekcmpecii Oinka RBI1, mio
3YMOBITIOE ii O1IBIII arpecUBHUM TIEpeOir 1 BUCOKY MMOBIPHICTh METAaCTa3yBaHHS.

OxpeMy Tpymy CTaHOBISITH PIAKICHI TIOPHUIHI MyXJIMHH, SIKI MOEAHYIOTh PUCH
MKK Ta IIKK 1 BUHMKaIOTh IEPEBAX]HO B JUISTHKAX IKIPU 3 XPOHIYHOO (DOTOIIKOI010;
BOHU XapaKTePU3YIOThCS CKIAIHICTIO AUGEPEHITINHOT M1arHOCTUKNA Ta arpeCUBHOIO
KJIIHIYHOO ITOBEIIHKOIO.

J1o HOBOYTBOPEHB 3 HEBU3HAYEHOIO a00 CYMHIBHOIO 0O10JIOTT1YHOIO MOBEAIHKOIO
HaJeXuTh KepaTtoakantoma (KA) ta rpyma ckBamompomidepaTuBHUX MTyXJIUH 3

npomixHUMH pucamu MK KA 1 mockokimituaHo0 KapiuuHomoro (ITKK).
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Keparoakantoma 3a3Buyail 1EMOHCTpPY€ HMIBUAKUMN, ajieé €KCIMAHCUBHUHU PICT 13
NoJIBHIMUA O3HAKaMU CIIOHTaHHOI perpecii. MopdoJioriyHo BOHAa 3HAYHOIO MIpPOIO
noaiona 1o BucokoaudepenmiioBanoi [IKK, mo yckmagatoe nudepeniiinamii qiaraos.
ImynoricToximiuno mist KA xapakTepHa MO3UTHBHA eKcIpecis pS3 Ta miJBHUIICHUN
piBenb Ki-67 mepeBakHO B MEpUPEPUUYHUX TUISTHKAX MyXJIWHU, MPU LbOMY TATap
COMAaTUYHUX MYTalllil 3aJWIIA€TbCd HU3BKUM. Y KIIHIYHIA NpPaKTULl OMHCAHO
BUIMAJKN K CTaOUIBHOTrO Iepediry, Tak 1 MporpecyBaHHs B 1HBa3WBHY KapIIMHOMY,
X04a YacTillIle CIIOCTEPIraeThCs MUMOBIUIbHA perpecis [93].

CkBamornpodsiepaTuBHI HOBOYTBOPEHHSI 3 HEBU3HAYEHUM IOTEHIIAJIOM
3MIOSIKICHOCTI  3aiiMaroTh mnpoMibkHe TmonoxeHHs Mk KA Ta IIKK. Bonu
XapaKTepU3YyIOThCS TICTOJIOTIYHOIO TETEPOreHHICTIO, 10 HE J03BOJISE€ BIIEBHEHO
BIJIHECTU 1X J0 JOOpOsIKICHUX a0o0 3y0sKICHUX TMpoiieciB. Uepe3 mopdomoriuni i
IUTOJIOT1YHI JIarHOCTUYHI TPYAHOIII JIJIsl BCTAHOBJICHHSI TOYHOTO J11arHO3Y HEOOX1/1HE
MIPOBEICHHS IMyHOTICTOXIMIYHOIO JTOCHIJIKEHHS 3 OLIIHKOIO ekcrpecii pS3, Ki-67, a
TakoXK pl6, 1m0 MOXe JOMOMOITH y BH3HA4YEHHI MpoiiidepaTBHOI aKTUBHOCTI Ta
MOTEHIIMHOT arpecuBHOCTI yxJinHU [94,95].

Jnst yrouHeHHss ~ O10JIOTIYHOT  TOBEAIHKA  CKBaMOMpOJihepaTUBHUX
HOBOYTBOpPEHb Ta AuGEpeHIiHOl JIarHOCTUKH MDK KepaToakanTomow (KA),
riockokmiTHHHOO KapuuHoMoro (ITIKK) Ta iHmmMu enigepMalbHUMHM MyXJIMHAMUA
3aCTOCOBYIOTHCS JIOJATKOBI IMyHOTICTOXIMIUHI MapKepu. 30KpemMa, ekcrpecis Oijika
p53 Ta mnoka3HuK TmpoidgepaTuBHOI akTHUBHOCTI Ki-67 103BOJIAIOTH OI[IHUTH
MOTEHI[IHY arpecUBHICTh YPaKEHHS, OCKIUIBKA BUCOKUW pIBEHb EKCHpecii IuX
MapkepiB, 0co0uBO qudy3HMMA, Olbile XapakTepHuii A iHBa3uBHOI [IKK, Tomi sk y
KA 3a3Buuaii oOMexyeTbes nepudepuayHumMu aiisinkamu. Mapkep p16, acouiiioBanuii
3 MOPYIIEHHSM PEeryJjsilii KIITMHHOTO LMKy, TaKOX MOXXE MaTH J[1arHOCTUYHE
3HaQ4YEHHS, OCOOJMBO y BHMAJAKax 3 O3HAKaMM JAHCIUIa3ii abo TMigo3por0 Ha
acolliioBaHuil BipycHui onkorenes [96,97].

Jlist Bepudikarili HelpoeHJOKPUHHOT TpUpo i MepKeab-KIITHHHOT KapIIMHOMU
(MKK) pouunbne BukopuctanHs MapkepiB INSM1 ta CM2B4 — ocranHii €

CHelU(PIYHUM aHTUTIIOM JO BeJUMKoro T-aHTUTeHy moJsiomaBipycy Mepkeinb
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(MCPyV), mo no3Bossie usiButu MCPyV-acouiiioBanuii miarum nyxiauHu. Kpim Toro,
mapkep SATB2, xoua ¥ TmepeBa)XKHO BUKOPUCTOBYETbCS B  JIarHOCTHIII
KOJIOPEKTAJIILHOTO Ta OCTEOTEHHOTO AU(EpeHIIIOBaHHs, MOKe OyTH 1H(HOpPMaTUBHUM
y CKJAJIHUX JIIarHOCTUYHUX BHUITQJIKaX 3 HEHPOCHIOKPUHHOIO audepeHiiaiiero abo
pu MeTacTa3zyBanHi [98,99].

3aranaoM, KOMILJIEKCHE IMYyHOTICTOXIMIYHE MPO(]iTIOBaHHS 3 BUKOPHCTAHHSIM
3a3HAYEHUX MapKepiB Ma€ BAXIIMBE 3HAUYCHHS HE JIUIIE JJI TOYHOT JIarHOCTUKH, a U
JUIA  OIIIHKM TPOTHO3Y, cTpaTudikaiii pU3UKy Ta BHU3HAUEHHS ONTHUMAJIbHOI
TEparneBTUYHOI TAKTUKH.

MenaHouuTapHi NyXJIMHHU.

VY KOHTEKCTI KOMIUIEKCHOTO MIAXOAY A0 OLIIHKA HOBOYTBOPEHb OCOOJIMBY yBary
CJILJT IPUJIUTUTH MEJIAHOIIUTAPHUM ITyXJIMHAM — T'€TePOTeHHIN IpyTii, 0 popMyeThCs
3 MEJAHOLHUTIB, MIrMEHTHNPOAYKYIOUHMX KIITHH €HifepMicy, IepMU abdo0 CIHM30BUX
000JIOHOK.

[{i myxJIuHU OXOIUIIOIOTH IIMPOKHM Jiana3oH YpakeHb: Bil JOOPOSKICHUX
HEBOIIHUX HOBOYTBOPEHb JO arpecuBHUX (OpM MeIaHOMH. 3aJIeKHO BIJ
TICTOTEHETUYHOTO TOXOKEHHs, MOP(OJOTIYHUX OCOOJMBOCTEH Ta MOJICKYJISIPHUX
nepely 0B, MEJIAHOLMTapHI HOBOYTBOPEHHS KJIACHU(]IKyIOThCS Ha KiJIbKa MIATHUIIIB
[100]. KokeH 13 HHMX XapaKTepU3Yye€TbCAd CHEUUPIUYHUMHU JE€PMATOCKOMIYHUMH,
FiCTOJIOTIYHUMH Ta TEHETUYHUMM O3HAaKaMH, 10 MAalOTh KJIIOYOBE 3HAUEHHS Jis
TOYHOI JIarHOCTUKH, OLIHKM PU3UKY MaITHI3alli Ta BUOOPY HAJIEKHOI JIIKYBaJIbHOI

TakTHKU. CTPYyKTypOBaHEe NMPEACTaBICHHS IIUX IMIATUITIB HaBEJEHO B Ta0. 2.

Tabauus 2. Knacudikaiis MenaHouuTapHUX MyxJuH mkipu (3rigao 3 WHO 2023)

. . IIporuocTuuni
I'pyna ITyxnuna / ypaxkennsi| Kurouosi ocodmBocTi
O03HAKHU / pU3UKHA
JoOposikicHi IaTpanepmanbHi, ckinaHi,| JJoOposkicHe MOXOKESHHS, 3a3Buyaii He
MeJIaHOIMTAPHI rajio-HeBYCH, HEBYCH YiTKa apXiTeKTypa, TpaHc(hOpMYyIOThCS;
HEeBYCH mina, cuHili HEBYC BIJICYTHICTb aTUTI1 MiHIMaITbHAN PU3HK
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[IponorxeHHs TabauIi 2.

. . IIpornocTu4Hi
I'pyna Hyxnauna / ypaxkenns | Kiro4osi ocoduBocTi
03HAKM / pUBUKH
WNT-akTuBOBaHA Snepna B-karenin+, LEF1+; | MoxuBuil periiuans;
rIMOOKO MPOHHUKHA HU3BKUI MITOTUYHUH 1HAEKC | TPOMIXKHA 37I0SKICHICTb
MeJIaHOLUTOMA
[TirmenToBana PRKARI1A-inakTuByo4i MertactaTH4HuR
emiTenioinHa MyTallii; MooKi, MOTEHIIIAT 3 HU3bKOIO
MenaHonuroMa (PEM) MIrMEHTOBaHI KITITHHH arpecUBHICTIO
IIpomixni . Brpara BAP1 (nuclear loss); | Puzuk 3mosikicHOT
. |BAPIl-inakTuBOBaHa -
MeJIaHOUMTApPHi gacTo acortiifoana 3 BAP1- | Tpancdopmartii;
MeJIaHOLUTOMa ~
NyXJUHH CHUHIIPOMOM CHaJIKOBa CXUJIBHICTD

Memnanonuroma lmina

3mutta kiHa3 (ALK, NTRK,
ROSI, RET); okpyrni abo
BEPETCHOMOIIOHI KIIITHHH

ATpecuBHICTB piIKicHa,
ajie qudepeHIianis Bija
MEJIAHOMU CKJIaJTHa

MITF-akTuBoBani
HYXJ'[I/IHI/I

Tpaucnokanii MITF::CREM
a6o ACTIN::MITF;
ekcrpecist MITF

[oTeHItian HeAOCTATHHO
JOCITIIPKEHUH; ToTpedye
MOHITOPHHTY

3oaKicHi MeJTaHOMM

IToBepxHEBO noMIKUpEHa
MeJaHoMa

Myrauii BRAF a6o NRAS;
HU3BbKUNA KyMyJISTUBHUN YD

ArpecuBHU# nepe0ir;
BHCOKHU pU3HK
MeTacTasiB

JleHTHTO-METaHOMA

Bucokuii KkymyasTUBHUNA
YO; myramii NF1;
JIECMOTUIACTUYHUI BapiaHT
MOKJIMBHI

YacTi pennuBy;
PE3UCTEHTHICTH /10
Teparii

AKpaJ’IBHa MEJIaHOMa

Yacro 6e3 YD-MyTariii;
ammutidikarnii C-KIT, BRAF,
CCND1

[Iporno3 BapiaGenbHMIA;
3aJIEXKUTH BiJ cTamil

Jlokamizalis Ha CIIM30BHX;

Bucoxkuii pu3uk mi3zHKOTO

Cnu3oBa MejlaHoMa pigkicai GNAQ/GNAI11 BUSIBJICHHS; IOTaHUH
MyTarii MIPOTHO3
Yacti MeTacTasu B
Yacto myTauii GNAQ,

YBeanbpHa MenaHoMa

GNAL11, SF3B1

MIEYiHKY; BiIPI3HAETHCS
BiJ] MKipHUX (HOpM

Memnanoma lmina

HRAS a6o 3nutTs KiHa3;
CXO’Ka Ha 3BUYalHUN HEBYC
mima

Bumarae mopgomnoriaaoi
1 MOJIEKYJIIPHOT
Bepudikarii; iHOI
arpecMBHa

IIpuxopaonHi
MeJIaHOLMTAPHI
YPasKeHHsI

MELTUMP, SAMPUS,
IAMPUS

Mopdomoriuna atumist 6e3
O3HaK iHBa3ii abo 3
MIOBEPXHEBOIO
npoutidepariero

3105AKICHUI MTOTEHIIAI
HEBU3HAYCHHI; TOTPEOye
HaTJISIy

IlepBuHHI MeTaHOMHU
HHC

JlentoMeHiHTeabHi
MEJIaHOIUTH,
HEHPOLIKIpHUI MeNnaHo3

Bpoxeni abo nepBHHHI
ypaxkenns [THC; GNAQ,
GNAL11, NRAS myrarii

Bumararots okpeMoi
TaKTHKH JIIKyBaHHS;
MOXYTb OyTH
arpecHBHUMH

CrpaTudikaniiina
cHcTeMa

MPATH-Dx V2.0

Kareropusartist
MEJIAHOIIUTAPHUX YPaXKEHb
(1-5) 3a mopdonoriero Ta
PH3UKOM

Jomomarae nependauntu
nepeodir i rranyBaTu
Teparnito
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JoOposikicHI MeJaHOIMTapHI HEBYCH € TONIMPEHOI0 TPYIOK IMIrMEHTHHUX
YTBOPEHD, IT0 MOXOIATh 13 MEJIAHOIUTIB 1 XapaKTEPU3yIOThCS CTAOUTPHUM KJITHIYHUM
nepebiroM Ta MiHIMAITEHUM pu3ukoM MamirHizarii [101]. Jlo miei kareropii HamexaTh
1HTpaJepMalibHI, CKJIaJIHI (KOMITayH/IH1), Tajlo-HeBYCcH, HeBycH I1lmima Ta CuH1 HEBYCH.
Bonun maroTh 4iTKy apXiTeKTypy, BIACYTHICTh LUTOJOTIYHOI aTUIlli Ta JOOPOSKICHHIA
iMyHoricToximMiuHu# npodins [102].

HeBycu mi€ei rpynu 3a3Bu4Yaili He NOTPEOYIOTh aKTHMBHOIO BTpPYYaHHs, 3a
BUHSTKOM BHUIAJIKIB KOCMETHYHOTO TUCKOM(OPTY ab0 MpH 3MiHI KJIIHIYHOTO BUTIISIY.
Ixus OGionmoriuna moBediHKA € JOOPOSIKICHOIO, TpaHC(OpMAIlis y MENaHOMY
criocTepiraeThest Bkpai pizgko [101, 102]. Takum anHOM, T0OPOSKICHI MEITaHOIMTAPH1
HEBYCH CTaHOBJSATh HHU3BKOPU3UKOBY TpYyIy, IIO0O HE TMOTpedye arpecuBHOI
JIarHOCTUYHOT YW  TEPAeBTUYHOI  TaKTUKHU, ajie¢ MiJUIsIrae  JUHAMIYHOMY
CTIIOCTEPEKEHHIO.

[TpoMi>kH1 MeTaHOLIMTAPHI Iy XJIMHU CTAHOBJIATH OCOOJIMBY IPYITy HOBOYTBOPEHb,
AK1 JIEMOHCTPYIOTh TICTOJIOTIYHI Ta MOJICKYJISIPHI O3HaKH SIK JOOPOSKICHHMX, TaK 1
3nmosiKicHUX — ypaxkenb [103, 104]. BoHu XapakTepu3yrThCsi  OOMEXKEHOIO
mposidepaTUBHOIO AKTUBHICTIO, JIOKAJLHO AarpeCMBHUM pPOCTOM 1 BapiabeabHUM
PU3MKOM MeETacTa3yBaHHs, IO 3yMOBIIOE IXHIO KiIacH(ikalilo sSK TyXJIUH 13
MIPOMI>KHOIO 3JIOSIKICHICTIO. Y OLIBIIOCTI BUMAJAKIB MPOTHO3 CHOPUSTIUBUI, OJHAK IS
YaCTUHU YTBOPEHb MOKJIMBI PEIUANBHU 200 pEeriOHapHI METacTa3u, TOMY BaXKJIMBOIO €
4iTKa MOP(OJIOTIYHA Ta MOJICKYJIIpHA 17IeHTU(IKAITIS.

Opniero 3 HaOLTBII BuBYeHUX (opM € WNT-akTHBOBaHA TJIMOOKO MPOHUKHA
MEJIaHOIIMTOMA, IO XapaKTepU3YEThCs sAepHOI0 ekcrpeciero B-kareniny Ta LEF1 mpu
HU3bKOMY MITOTHYHOMY 1HJIEKCI. YpakeHHs 3a3BUYail MalOTh CHPUSATIMBUNA Mepeoir,
aJ1e MOKJIMBUI JIOKAJTbHUM PELIUJINB.

[lirmenToBaHna emitemoinHa menadHouutomMa (PEM) nemoHcTpye MyTarliii, 1110
iHakTuUBYI0OTh PRKARIA, 1 ckimagaeTrscs 3 TJIMOOKO pPO3TAIIOBAaHUX, IILIBLHO
MIrMEHTOBaHUX KIiTHH. He3Bakaroun Ha MOp(OIJIOTIUHY MOAIOHICT 10 METaHOMH, ii
KJIIHIYHA TIOBEJIHKA TIEPEBaXHO 1HAOJEHTHA, 3 OOMEXEHUM METacCTaTUYHUM

MOTEHI[1AJIOM.
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BAPI-iHakTHBOBaHA MENAHOLIUTOMA BIJI3HAYAETHCS BTPATOIO AJIEPHOI eKcrpecti
BAPI1 14acro BusiBisieTbest B 0ci0 31 criagkoBuM BAP1-cunnpomom. Li myxnvHu MaroTh
MiABUILEHUN PHU3UK 3JI0SKICHOI TpaHcdopmarlii, a ToMy MOTpeOyIOTh PETeNLHOTO
KJITHIYHOTO MOHITOPUHTY.

Jlo mpoMikHUX (opM TakoX Halexkarb MemaHorutomu IllmiTma, ski
acoritoroteest 3 3mUTTAM TeHiB ALK, NTRK, ROS1 a6o RET i xapakrepusyrorbcs
HAsSIBHICTIO BEPETEHOMOIOHUX a00 emiTenoiquux KaiTuH. [lompu Te, 1Mo OLIBIIICTh
TaKUX HOBOYTBOPEHb Ma€ JOOpOSIKICHHM mepeOir, ix nudepeHuiamnis BiJ MeITaHOMHU
1HO/T1 BUKJIMKA€E 3HAYHI J1arHOCTHYHI TpyaHoIi [105].

Oxpemy rpymy ctaHoBisiTe MITF-akTuBOBaHI NyXJMHM, HIO0 TOB’S3aHI 3
tpanciokauisimMu Ty MITF::CREM a6o ACTIN::MITF 1 xapakTepu3yroTbcs CTIHKOIO
excrpeciero ¢akropa tpanckpuriii MITF. Yepe3 oOMexeHICTh JaHUX IMIOAO iXHBOT
KIIHIYHOI ~ TOBEJIHKM, Takli HOBOYTBOPEHHS BHMAararmTh  JOBIOCTPOKOBOI'O
CTIIOCTEPEKCHHSI.

TakuM 4MHOM, TIPOMIXKHI MEJTAHOLUTAPHI MYXJIMHU MOTPEOYIOTh KOMIUIEKCHOI
OLIIHKK 3 YypaxyBaHHSAM MOP(OIOriYHUX, IMYHOTICTOXIMIYHHUX 1 MOJIEKYJISIPHO-
TeHETUYHUX O3HAK, II0 Ma€ BUPIIMAIbHE 3HAYCHHS JJIi KOPEKTHOI cTpatudikariii
PU3UKY Ta BUOOPY TAKTUKW BEJCHHS MALIIE€HTIB.

3105IKICHI MEJTAHOMHM CTaHOBJISTh HANOUIBII arpeCUBHI METAHOLUTAPHI Iy XJIMHH,
II0 XapaKTepU3yIOThCS IMOTEHLIAJIOM JI0 1HBa3UBHOIO POCTY, METacTa3yBaHHS Ta
3HayHOi cMmepTtHocTi [106, 107]. Bouun (opmyroTh rereporeHHy rpymy 3 pi3HUMH
KIIIHIKO-MOP(}OJIOTTYHUMHU BapiaHTaMH, K1 BIAPI3HIIOTHCS 32 TCHETUYHUMH 3MIHAMH,
€TI0JIOTI€ERO, JIOKAJTI3aIiero Ta KiiHigHuM niepedirom [ 108, 109].

[ToBepxHeBo momupeHa memnanoMa (Superficial spreading melanoma) 3a3Buyait
BUHUKA€E Ha IIKIpI 3 HU3BKUM KyMYJISATHBHUM YIbTPa(ioeTOBUM YIIKOIKEHHSIM.
Haituactime acomiioBana 3 wmytamisimMu B BRAF abo NRAS [110, 111].
XapakTepu3yeTbCs arpeCUBHUM IepeOIroM Ta BUCOKUM PU3UKOM METACTa3iB HaBITh Ha
paHHIX CTaisIX.

JlenTHro-MenaHoMa BHMHMKA€ Ha XPOHIYHO TOIIKOJKEHIA COHLIEM MIKIpi

(0co6mmBO 00MMYYS y JIITHIX TAIEHTIB). 3a3BUuai mos's3ana 3 mytamismu NF1, iHO#i
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3 JIECMOIUIaCTUYHUM BapiaHTtoM [112]. Mae TeHaeHIi0 0 JOKaJIbHUX PELMIUBIB 1
PE3UCTEHTHOCTI /10 CTAHJIAPTHUX METOJIIB JIIKYBaHHS.

AkpanpbHa MeEJaHOMa BUHUKAE€ HaA JOJOHSX, MifomBax abo MiAHITTHOBUX
ninsHKax. Big3HauaeTbcs  BIACYTHICTIO KiIacuyHUX Y D-1HIYKOBaHUX MYTallii,
HatomicTh BusBISIFOTRCS amrumidikamii C-KIT, BRAF, CCNDI1 [113]. IIporuo3
3aJICKHUTh BiJl KJIHIYHOI CTaIii HA MOMEHT JIarHOCTHKY Ta TJIMOWHY 1HBA3II.

Cnu3oBa MeaHOMAa PO3BUBAETHCS HA CIIM30BUX 000JIOHKaX (POTOBA MOPOKHUHA,
TeHiTaJii, HocornoTka). Yacto BUABIAIOTE piakicHI myTamii GNAQ a6o GNAI11 [114].
Mae BUCOKMI pHU3MK TI3HHOTO BHSIBICHHS 4Yepe3 MPUXOBaHY JOKAII3alliio, o
3YMOBJIIOE HECTIPUSTIIMBUIA MTPOTHO3.

VBeanbHa MeJlaHOMa — HAWOUTbII MOUIMpPEHA 3JI0SKICHA NyXJIMHA OKa,
acorriioBana 3 mytamisma GNAQ, GNA11, a takoxx SF3B1 [115, 116]. Ha Binminy Bix
HIKIPHUX (POPM, YACTO METACTA3YE B IIEUIHKY Ta MA€ BIIMIHHI MOJIEKYJIAPHO-010JI0TTYH1
XapaKTEPUCTHKH, 1[0 0OYMOBIIIOIOTH 1HIITY TEPAIleBTUIHY TaKTHKY .

Menanoma IImia  mopdosnoriyuno  Haraaye HeByc Ilmina,  omHak
xapakrepusyerbes 3muTTAM KiHa3z (ALK, NTRK, ROS1, RET) abo mytariero HRAS
[117]. lle#t BapianT BHUMarae peTeapHOI MOPQOJOTIYHOI Ta MOJICKYJISPHOT
audepeniianii Bl T0OPOSIKICHUX YpaKeHb, OCKUIBKUA Yy PIAKICHUX BHUMAJKaX MOXKe
MaTH arpecuBHUI nepeoir.

[{i marumm MeTaHOMU HaBeACHI B Ta0. 2 3TiJIHO 3 CYYacHOIO KJIacH(iKaIier
WHO (5th edition, 2023) 1 MaroTh KpUTUYHE 3HAYEHHS JJI1 TOUHOTO J1arHOCTYBaHHS,
cTpatudikarlii pu3uKy Ta BU3HAYEHHS IEPCOHATI30BaHOI TepaneBTUYHOI TaKTUKH [ 106].

[TpuKOpIOHHI MENaHOIMTAPHI ypaXKeHHs — 1€ TICTOJOTIYHO HEOJAHO3HAYHI
HOBOYTBOPEHHS, 10 JAEMOHCTPYIOTh MOP(OJIOTIUHI O3HAKH aTWIIii, OJHAK HE MaroTh
MIEPEKOHJIMBUX KPUTEPIiB IHBA3UBHOTO POCTY a00 METACTaTUYHOTO TOTeHIiamy. J{o i€t
rpynu Hastexats MELTUMP (Melanocytic Tumors of Uncertain Malignant Potential),
SAMPUS (Superficial Atypical Melanocytic Proliferations of Uncertain Significance)
ta IAMPUS (Intraepidermal Atypical Melanocytic Proliferations of Uncertain
Significance) [118]. Lli ypaxeHHs XapaKTepU3yIOThCSI HASIBHICTIO [IUTOJIOTIYHOI aTHI],

acUMETpii apxXiTeKTypu a00 HE3BHYHUX MATEPHIB POCTY, OJHAK HE BIIMOBIIAIOTH
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KpUTEPISIM J1arHOCTUKM 1HBA3WBHOI MeEJaHOMH. IXHili 3m0sIKiCHMIT TIOTEHIIAT
3aJIUIIAE€THCS HEBU3HAYEHUM, TOMY Takl YpPaKeHHS MOTPeOYIOTh PETEIHLHOrO
MOP(]OJIOTIYHOTO aHali3y, IMYHOTICTOXIMIYHOI Ta, 32 MOKJIMBOCTi, MOJIEKYJISIPHOT
Bepu@iKallli, a TAaKOXX KIIHIYHOTO MOHITOPHHTY.

[lepBunni Menanomu eHTpanbHOi HepBoBoi cuctemu (LUHC) — me piakicHa
rpyna METaHOIMTAPHUX HOBOYTBOPEHb, IO BHUHUKAIOTH 3 JIENTOMEHIHTCATbHUX
MEJIAHOIUTIB, SIKI € HOPMAJIbHUMHU KIITUHHUMU MOXIAHUMH HEPBOBOTO IrpeOeHs, 110
JIOKATBYIOThCSL Y M’SIKIK MO3KOBiM 00omoHI. Jlo mi€i kareropii HamexaTh SIK
no0posikicH1 popMu (HampUKIIa1, HEHPOLIKIPHUNA MeJIaHO03), TakK 1 3JIOSKICHI MEJIAHOMH.
Yacto acolioiThCs 3 BPOHKCHUMH MOPYHICHHSIMU MITMEHTAIlll MIKIpU Ta MO3KOBHX
o0osoHok. Ha monekymnsipHoMy piBHI BusiBIsi0Th MyTailii GNAQ, GNAI11 ado NRAS,
nmo/i0H1 10 YpakeHb yBeaJIbHOTO TpakTy oka [119]. Uepes yHikanpHy JOKali3alliio,
KJIIHIYHI MPOSIBU Ta O10JIOTIYHY MOBEAIHKY L1 MEIAHOMH BUMAraroTh CHEUU(IYHOrO
J1arHOCTUYHOTO MIXO0AY Ta OKPEMOT TAKTHUKH JIIKYBaHHSI, @ TAKOK MarOTh MOTEHIIAI J10
arpecUBHOTO Mepediry, BKIIIOYAI0YU PELUIUBY Ta METACTa3H.

VY cydacHiii AepMaTronaTroiOriyHId NPaKTHIl Ui CTaHAAPTHU30BAHOI OLIIHKHU
MEJTAHOIMTAPHUX YPAKEHb IIHUPOKO 3aCTOCOBYEThCS CTparudikaliiiHa cuctema
MPATH-Dx V2.0 (Melanocytic Pathology Assessment Tool and Hierarchy for

Diagnosis) [120], mo npencrapieHa B TaoI. 3.

Taoauusa 3. Kareropii crparudikauniiinoi cucremu MPATH-Dx V2.0

Kareropis Onuc ypaxeHHs Kuainiuna inTepnperanis PexoMeH10BaHA TAKTHKA

CHOCTepe)KeHHSI abo BUAJICHHA 34

Job6posikicHi HeBycu 6e3 | Hemae o3Hak amcruiazii abo .
KOCMETUYHUMH/MEXaHI YHUMH

Kareropis 1

aTUIIl MatirHizami
MOKa3aHHSIMH
Kareronis 2 Jo0OposikicHI HEBYCH 3 Huzbkuit pusuk IloBHe BuaneHHs, TOBTOPHE
p MiHIMaJIbHOIO ATUITIEI0 TpaHcopmarii BTpY4YaHHs HE 000B’SI3KOBE
MenaHoUTapHi ypasKeHHS [ToBHe BUJaNEHHS 3 KOHTPOJIEM
3 HEBU3HAYEHUM [MoreHMiifHO MPUKOP/IOHHI, |KpaiB, MOKJIMBA TIOBTOPHA OioTICis

Kareropisi 3 | .. . . .
010JIOTTYHUM TOTEHLiAIOM |NOTPEOYIOTh 00EPEKHOCTI |ab0 CrIOCTEPEKEHHS

(MELTUMP, SAMPUS)

o O00B’I13K0BE MIMPOKE BUCIYECHHS,
Menanoma in situ a6o

Kareropisi4 | .~ . Bucoxkuii pusmk nporpecii | mojanbliia crparudikariis 3a
p MIKPOIHBa3UBHA p porp a patnpixan
CTaJIEI0
ArpecuBHE ypaKeHHS 3 XipypriuHe JiKyBaHHS,
Kareropist 5 |IHBa3uBHa MenaHoma METAaCTaTUYHUM OHKOJIOT1YHE 00CTEKEHHS,
MTOTEHITiaJIOM MOJXKJIMBE CHCTEMHE JIiKyBaHHS
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Bona 6a3yeTbcs Ha MOPGOJIOTIYHUX KPHUTEPISX Ta JT03BOJIAE KiIacU(]iKyBaTH
MEJIaHOIIMTapHI HOBOYTBOPEHHS 3a II'sATbMa Kareropismu (Big 1 1o 5), 1o
BIJIMOBIAAIOTH PI3HUM DPIBHSAM KIIIHIYHOTO PU3UKY — BIJ JOOPOSKICHUX HEBYCIB J0
1HBa3UBHOT MeJlaHOMH. Takuil miaxin 3a0esnedye YyHI(IKOBaHY I1HTEpIpETAaIliio
riCTOMATOJOTIYHUX PEe3yJbTaTiB, COPUAE TOUHIMIINA OLIHII 3J0SKICHOTO MOTEHIIaTy
ypaXXeHHS Ta JOTNOMarae JiKapsM BU3HAYUTH ONTHUMAJbHY JIIKYBaJbHY TaKTHUKY,
30KpeMa IoTpedy y J0JaTKOBOMY XIpypTriuHOMY BTpy4aHH1 a00 CIIOCTEPEIKECHHI.

ITyxJuHM IKipHUX NPUIATKIB.

[TyxauHM IpUIATKIB LIKIPU CTAHOBIISATH T€TEPOTreHHY I'PYyIy HOBOYTBOPEHD, 1110
BUHMKAIOTh 13 KOMIIOHEHTIB IIKIPHUX 3aJ103 - allOKPUHOBUX, EKKPUHOBUX Ta CAJIbHUX.
L1 myXJIMHA BUPI3HSAIOTHCS 3HAYHOIO TICTOJIOTTYHOIO Ta KIIHIYHOKO P13HOMAHITHICTIO:
Bl JOOpPOSKICHUX YTBOPEHb 13 MIHIMAJIbHUM KJIIHIYHUM 3HA4YEHHSIM [0
BHCOKO3JIOSIKICHUX (POPM 13 MOTEHI1aJI0M JI0 PELUIMBYBAaHHS Ta METacTa3yBaHHS.

JInst 3pydHOCT! KIIIHIKO-IATOJIOTIYHOI OLIHKKA Ta BUOOPY TAKTUKH BEACHHS
MaIl€HTIB OCHOBHI THUMNM TYyXJWH NPHUAATKIB IIKIpU CHCTEMAaTHU30BaHO 3a iX
TICTOTEHE30M, W10 Yy3arajbHeHO B TaOn. 4. Takuil migxig T03BOJISIE YITKO
nudepeHIlioBaTH  JTOOPOSKICHI Ta 3704KiCHI (OpPMH TMYyXJIHH, BPaxXxOBYIOUH iX

MOPQOJIOTTIYHI, IMyHOTICTOXIMIYHI Ta KIIHIYHI 0COOJIMBOCTI.

Ta6auus 4. Knacudikamis myxius npuaaTtkis mkipu (3rigao 3 WHO 2023)

. . IIpornocTuyni o3Haku /
I'pyna Ilyxnauna / ypaxeHHs Kurouogi ocodnuBocTi
PM3UKH

- ngepeHIiaLis y HanpsiMK . L

Jo0posikicni | Cupunroma, Hugep Y HanpaMKy 3a3Buyaii JOOPOSKIiCHI,
. E€KKPUHOBUX/AIIOKPHHHUX TIOTOBUX : .

NyXJUHH rigpomucroma, S MOBUIEHOPOCITi; PiAKO

. . 3aJ103, BOJIOCSIHUX (HOITiKyIIiB 200 ) .
NpUAATKIB niJoMaTpuKcoMa, M CIIOCTEPIraeThCs 3N0SIKICHA

. CaJIbHUX 3aJ103; 3a3BUYail apiOHi, .
mKipu TpHuxobIacTomMa . TpaHcopmarltis
0e3CHMNTOMHI ypasKeHHS
Mopdomnoriuai 03HaKH Bucoxkuit pusuk
3J051KicHI ITopokaprnuHoma, 37I0SKICHOCTI; 4acTO BUABISIIOTECA | iHQUIBTPaTUBHOTO POCTY
MYXJIMHH TpUXilieMalbHa XapakTepHi MOJIEKYJISIpHI Ta METacTa3yBaHHS;
NPUAATKIB KaplIrHOMA, CaJlbHa nepeOynoBH (HampUKiaz, BHMararoTh paHHbOL
IKipH KapIMHOMa YAP1:MAML2, mytauii CYLD) |miarHOCTHKH #
PpaguKaIBEHOTO JTIKYBaHHS
' C [lo3amamapHna xBopobOa | Yacto mos’si3aHa 3 BHyTpimHb0I0 | [loTpeOye momyky
xay AKTEDHOIO Ilemxera aJIEHOKapLIMHOMOIO; BHYTPILIHBOI MyXJIMHA
.TIOII)(a.HiCi:.lIiClO (aHOTEHITANBHA IHTpaemniiepMaibHe po3TanyBaHHs | (0coOJIMBO B OpraHax
JIOKAITi3alis) ATUTOBUX KJIITHH MaJioro Ta3a); BU3HAYAE
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[Iponorxxenus Tabuill 4.

(miyloMaTpuKcoMa)

. . IIpornocTnyHi
I'pyna IMyxnuna / ypaxeHHs1 Kuro4ogi ocobamBocti
03HAKH / pU3HKH
JiKyBaJbHY TAKTHKY 1
IIPOTHO3
ArpecuBHUM
I'icromnoriuno Haramgye MTOTEHIIiaJ; TOKa3aHO
CexpeTtopHa ETV6::NTRK3, CEKPETOPHY KapLIUHOMY 3aCTOCYBaHHS
kapouHoMma mkipu | NFIX::PKNI MOJIOYHOT 3aJI03H; XapaKTepHi TapreTHOI Tepamii
TpaHCIOKaril (manpwukan,
iTi6iTOpiB TRK)
Bkpait arpecuBHuit
[Torano mudepeHriiiiorana epeoir,
NUT-kapumnoma |BRD3::NUTMI, IyXJIMHA 3 3aJI03UCTO- PE3UCTEHTHICTH 110
HKipu NSD3::NUTM1 CKBaMO3HOIO MOP(OJIOTIi€r0 Ta | Teparrii,
excrpeciero NUT HECTIPUSATINBUI
IIPOTHO3
ITopoxapurHOoMa .
I'eneTnynnii npodiib
Hyxnaunmu 3 (YAPL:MAML2, MOXKe OyTH pod
Y YAP1:NUTM1), ModnekymsipHi 3TUTTS/MyTatii Y
BitoMumu . . .. |mpemuKTOpOM
MOJeKYISPHIMH rizpageHoma BH3HAYAIOTh TUI IudepeHmiarii KTiHiuHOrO nepeBir
(CRTC1:MAML2), Ta TiCTOTEHE3 MyXJIHNHU . M
nepedy1oBamMu . Ta YyTIMBOCTI 10
cripageHoMa (MyTaii repaii
ALPK1) p
EMA, CEA
€KKPiHOBa/allOKpUHOBA [ligBuUIIYIOTH TOYHICTH
(exip Varloxp 3aCTOCOBYIOTBCS JIS ABHILY
. . . . |‘mudepeHIianis), . JIIaTHOCTHKH Ta
ImyHoricroximiuHi . MiATBEPIUKECHHS HAIPAMKY .
aH/IPOTEHHUH PeLenTop o BIUIMBAIOTh Ha BUOIp
MapKepu . mudepenuianii Ta BUKIIIOYEHHS n
(campHI MyxnTUHM), B- .o . . TEpareBTUIHOT
. JTU(EpeHIIHHUX A1arHo31B
KaTeHiH cTparerii

JloOposiKicHI HOBOYTBOPEHHSI BKJIIOYAIOTh YTBOPEHHS 3 Ju(epeHLialieo y
HaIpsIMKY €KKpUHOBHUX a00 armoOKpUHOBUX MOTOBUX 3aJ103 (HAMPUKIIAJl, CHPUHTOMA,
TIApOLKUCTOMA), BOJIOCSHOTO (oJikysia (MiIoMaTpukcoma) abo CaldbHUX CTPYKTYD
(Tpuxo6nactoma). BoHu 3a3BHuail MatoTh HEBEIUKI PO3MIPH, KIIIHIYHO MEepedirarTh
0€3CMMIITOMHO, XapaKTePU3YIOThCS MOBIILHUM POCTOM 1 JOOPOSKICHUM IEPEOIroM.
Xoua 37OsIKICHA  TpaHcopMallisi — TparuisieTbcsl  BKpail  piAKO,  Ba)JIMBO
nudepeHITioBaTH 111 ypaKeHHs BiJl Mop(dosoriyHo moaiOHUX, ajie arpeCuBHUX (HopM
[121, 122, 123].

o

KaplIMHOMA Ta cajibHa KapiHOMa. BoHM TeMOHCTPYIOThH YiTKI MOP(HOIOTIYHI O3HAKH

3JI0SIKICHUX ~YTBOPEHb HaJeXaThb IOPOKApLMHOMA, TpHUXiJeMajabHa

3JI0SIKICHOCTI, 30KpeMa KIITHUHHY aTHUIlll0, MITOTUYHY AaKTUBHICTb, 1HBAa3WBHE
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3pOCTaHHS, a TaKOX YacTO CYNPOBOKYIOTHCS XapaKTEPHUMH MOJIEKYJISPHO-
FCHETUYHUMH TIOPYIIEHHSIMH — HaNpuKIaa, TpaHciaokaiierwo YAPI::MAML?2,
YAPI::NUTM1 a6o mytanisimu reHa CYLD [122, 124]. Taxi myXJIMHU MalOTh BUCOKUH
pU3HK 1H(QUIBTPATUBHOTO POCTY, PEUUAMBIB 1 MeTacTa3yBaHHS, IO 3YMOBIIIOE
HEOOXI/IHICTb PaHHBOI JIATHOCTUKH ¥ PaJUKAIbHOTO XIPYypriYHOTO BTpPYYaHHS
BIJIMTOBITHO /10 OHKOJIOT1YHUX CTaHAapTiB [124].

Jlo okpeMoi rpynu HaleXaTh MyXJIMHU 3 THTIOBOIO AaHATOMIYHOIO JIOKAITI3AI€TO.

[Tozamamapna xBopobOa Ilemkera — piakicHe emiTeNiadbHEe HOBOYTBOPEHHS,
SK€ 3a3BUYail  JIOKAJI3Ye€TbCS B  aHOTEHITANBbHIM  JuUIgHIi. Mopdosoriuao
XapaKTepPU3y€e€TbCS CKYMUYEHHSM BEJIMKUX AaTUIOBUX KIITHH 13 MYLHHOMNOIIOHOIO
LUTOIUIA3MOI0 B MeXax emnifepmicy. Y 3HauyHId YacTHHI BUIIAQJKIB aCOLIOETHCS 3
HiUIerNIo ab0 METaxpOHHOIO aJ€HOKapLIMHOMOIO OpraHiB Majoro Tasa (mpsma
KHILIKa, MpOCTaTa, S€YHUKH, CEYOBUM MiXyp). BusiBiieHHA 1€l maronorii notpedye
PETENBHOTO OOCTEKEHHS 3 METOO BUKJIIOUEHHS! CHHXPOHHOT BHYTPIIIHBO1 3JI0SIKICHO1
MyXJIMHY, 1110 0€3M0CepeIHHO BIUIMBAE HA JIIKYBaJbHY TaKTHKY Ta iporHo3 [121, 123].

CekpeTopHa KaplMHOMa HIKIpU — PIAKICHE 3JI0SIKICHE HOBOYTBOPEHHS, SIKE
riCTOJIOTIYHO Harajgye€ CEKpeTOpHY KapLMHOMY MOJIOYHOI 3ajio3u. BaxinBoro
JIarHOCTUYHOKO Ta MPOTHOCTUYHOIO O3HAKOK € HASBHICTh  TpPAHCIIOKALIHA
ETV6::NTRK3 abo NFIX::PKNI, sixki He juiie MiATBEPXYIOTh JiarHos, aje u €
MIIIIEHSIMHU JIJIs1 TApreTHOI Tepariii, 30kpema inriditopis TRK [125].

NUT-kapuunoma mikipu (Nuclear protein in testis) — HaA3BHUYaHO arpecrBHA
Ta moraHo audepeHIiioBaHa MyXJWHA 3 3aJ03UCTO-CKBAMO3HOK MOPQOJIOTIE0 1
xapakTepHoto ekcrpecieto Outka NUT. ['eHeTnuHo moB’si3aHa 3 TpaHCIOKAIISIMU
BRD3::NUTM1 a6o NSD3::NUTMI. Mae BUCOKY PE3UCTEHTHICTh A0 CTaHAAPTHOI
Teparnii, MBUAKO MPOTPECYE 1 XapaKTEPUIYETHCS HECHPHUSITIUBUM TPOTHO30M [122,
124].

[TyxyiMHYU 3 BIAOMUMH MOJIEKYJIIPHUMU Nepe0yI0BaAMH, Y SIKUX 11I€HTHU(PIKOBAHO
creu(iuHi MOJIEKYJISPHI 3MUTTS a00 MyTallii, GOPMYIOTh OKPEMY HO30JIOTIUHY IPyIy.
Taxi 3MiHH MarOTh 3HAYCHHSI 17151 BU3HAUCHHS MTOXOKEHHS MyXJIMHU Ta MOTSHIIMHOT

noBeniHKy. Hampuknan:
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o llopoxapyunoma — 3martst YAPI::MAML?2 a6o YAPI::NUTMI,

o l'iopadenoma — tpancnokaiist CRTCI::MAML?2,

o Cnipadenoma — mytanii rena ALPK] [122].

['eHernuHuil mnpodiab TaKUX YTBOPEHb MOXKE CIyryBaTH He JIMIIE
JT1arHOCTUYHUM MapKepoM, aje i MPeAUKTOPOM KIIHIYHOTO Mepediry Ta 4yTIMBOCTI
710 TapreTHoi Teparmii [122, 125].

BaxnuBoo  CKIAJOBOIO  JIarHOCTUKM MyXJUH MPHAATKIB  IMIKIPH €
IMYHOTICTOXIMIYHE JOCIIKEHHS, K€ JO3BOJISIE YTOUHUTH HAMPSAMOK TudepeHItiaIii

Ta BUKIIOYUTH audepeHiiiiai miarno3u. Jlo HaiOuabmn 1HGOPMATUBHUX MapKepiB

HAJIeKaTh:

o EMA (emiTenianbHUN MEMOpaHHUIA AHTUTEH) 1 CEA
(kapuuHOEMOpIOHAIBHUI AaHTUIE€H) — MapKepu EKKPUHOBOI Ta aroOKpHHOBOI
nudepeHriarii;

o AHJIPOTEHHUH PELENTOP — XapaKTEPHUU JJIS CAJIbHUX HOBOYTBOPEHB;

o B-kaTeHIH — s/IepHa eKCIIpecis MpuTaMaHHa nutomaTpukcomi [106, 123].

ImyHOTricTOXIMIUHE TPOQ1TIOBAHHS MMIIBUIIYE TOYHICTH JIarHOCTUKH, I03BOJISIE
Kpalle po3MeXOBYBATH ITyXJIMHH 3 TO/11I0HOI0 MOP(OJIOTI€I0, MPOrHO3YBATH KITHIYHY
MOBEJIHKY Ta OOIPYHTOBAaHO BHOHWpATH TEpaneBTUYHY cTparerito. OcoOnmBo
BOKJIMBUM 1M MIIXiJ € y BHITQJIKaxX JIOKAJII30BaHUX Yypa)KeHb, Jie TICTOJOTIYHA
CTPYKTypa MOXe OyTH aTUIIOBOIO a00 OOMEKEHOIO JIJIs OI[IHKH, 30KpeMa B AUISHKAX 13
CKJIQJTHOI0 aHATOMIYHOIO OYJ0BOIO Ta BUCOKOIO (PYHKITIOHATHHOK 3HAUyHIicTIO [121,
123].

HoBoyTBOpEeHHS HIITHOBOI'O anapary.

OpHi€l0 3 aHATOMIYHO Ta KIIHIYHO YYTJMBUX 30H € HITTHOBHI amapar,
HOBOYTBOPEHHS SIKOTO CTaHOBJISITh CKJIAJIHY J1arHOCTUYHY Kateropito. Knacudikanis
HOBOYTBOPEHb HITTHOBOI ITUTACTHHKH, TpEJACTaBiieHa B Tabn. 5, moOymoBaHa Ha
MPUHIUIIAX ~ TICTOTEHETUYHOTO  TMOXO/DKEHHS 3  ypaxXyBaHHAM  KIIIHIYHUX,
JEPMaTOCKOIIYHUX, MOPQOJIOTIYHUX Ta IMYHOTICTOXIMIYHHUX XapaKTEPUCTHUK, IIO0
n03BoJIsIE €(hEeKTUBHO AUQPEPEHINIOBATH K JOOPOSKICHI, TaK 1 3JIOSKICHI ypasKeHHS.

BuacHe po3ni3zHaBaHHS NATOJIOTIi HITTHOBOTO amapary Mae oco0JIMBE 3HA4EHHS,
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OCKUIBKH PsI/T 3JIOSKICHUX YTBOPEHb Y IIH JNUISHII XapaKTEPHU3YIOThCS arpeCUBHUM

nepediroM 1 BUCOKUM PU3UKOM PEIUIUBY.

Ta6auusa 5. Kinacudikaiiist HOBOyTBOpEHHb HIT'ThOBO1 ITaCTUHKY (3rigHo 3 WHO

IMyxnauna / . . IIpornocTu4Hi o3HaKkm /
I'pyna Kurouosi ocodmBocTi
YpasKeHHsI PHM3HKH
HobposikicHa ibpoermiTenmiaapHa MoskBa Jieneris reHa
My XJIMHA, 10 MTOXOANTH i3 MaTpukcy | RB1; Bkpait pigko —
HIT'TS; KITIHIYHO TIPOSIBIISIETHCS MaJIirHi3allis;, BaKIUBa
. MTOTOBIICHHSM HITTsI, TIO3/I0BXKHBOIO | fuepeHIliifHa JiarHocTuka
OmnixomaTpukoma o . » 1031 Augepentt Ha n
0OpO3HOIO, TIIEePKEePaTO30M; 3 TUIOCKOKJII THHHOIO
TiCTONOTIYHI BapiaHTH: KapIITHOMOFO
1eoMOpGHUH, MIrMEHTOBAHMIA,
MIKCOITHHH, TipotiepaTuBHAN
Haituacrime y qucranbHoMy JlobOposikicHa; cBo€uacHe
MaTpHKCi a00 HIrThOBOMY JIOXKi; XipypriudHe BUIAICHHS
Onixonamnisioma KITIHIYHO - TTO370BXKHS €pUTPOHIXif, |3a0e3medye moBHe
CyOyHTBaJIbHUH rinepKepaTos, OJly>KaHHS; PiKiCHI
nedopMaliisi BUILHOTO Kparo HITTS | peHUIUBU
JodposikicHi [lepuynurBansHa GpiObpo3HO T'eneruano 0bymonsera
P PHY] p (MyTanii TSC1/TSC2);
NyXJUHH . emniTeianbHa MyXJIUHA; OJUHUYHA
: . ®diopoxepaTroma o CIIyTy€e MapKepoM
HIr'THOBOI a00 MHOYXMHHA; acolliioBaHa 3
(nyxsiiuna Kenena) CHCTEMHOTIO
ILUIACTHHKH TyOepO3HUM CKJIepO30M (B paMKax
. ; 3aXBOPIOBAHHS; TOTPEOYE
koMmIutekcy bypuesias—IIpinria) . .
OHKOJIOT1YHOT'O CKPUHIHTY
PinkicHa no0posikicHa myXJnHa He arpecusHa, ane yacto
MaTPHUKCHOTO MOXO/KEHHS; TOMHJIKOBO PO3IIHIOETHCS
OmnixouurapHa riCTOJIOTIYHO CXOKa Ha SIK MEJTAHOMA; BaXKJTHBA
MaTpHKOMa MiJIOMaTPIKOMY; KIHIYHO — ricronoriuna Bepudikaris
MaxiMeIaHOHIXis (TOTOBIIECHA
MIrMEHTOBaHA HIrThOBA TUIACTHHKA)
[IBuaKopocTyya emigepmaibHa JoOposikicHa, ane KITiHI9HO
rpoJidepalttist 3 MiAHITThOBUM IMiTy€e iHBa3MBHY
HinnirrsoBa PO3TalIyBaHHsIM; KJIIHIYHO — TUTOCKOKIIITHHHY
KepaToaKkaHToMa 0oJ1r04a Maca, JeCTPYKIis HIirTs KapIUHOMY; TOTpedye
Oiorcii M1 BUKITIOUEHHS
37I05IKICHOCTI
3nosKicHa emiTenianbHa myxarHa, |JlokaibHO arpecuBHa;
3rosikicui OmnixoseMaabLHA 110 MTOXOJINTh 13 HIFTHOBOI'O JIOXKA | CXMJIbHA JI0 PELIUAMBIB; IPU
— KapuuHoMa ab0 MaTpUKCy; IEMOHCTPYE 3aTPUMIII IIarHOCTHKH
HierLOBO'l' (oHixonemanbHa opma | OHIXOJEMaIbHY JU(EpeHLialliio; MOKJIMBE IITHOOKE
IJIOCKOKTI THHHOT KJIIHIYHO — epo3is, BUpa3Ka, 1H(IIETPYBaHHS 3
IUIACTUHKH
KapIIMHOMM ) XPOHIYHE Ypa)kKeHHS HIITs (GYHKI[IOHATTBHUMHU
BTpaTaMu

OcoOnuBY CKJIQIHICTh CTAaHOBJISTH TMITMEHTOBAaHI Ypa)XXeHHS HITTHOBOTO

amapary, Kl 4acTo IMITYIOTb SIK MEJIAaHOMY, TaK 1 3amajbHl MPOLIECH, 1110 0OYMOBIIIOE
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HEOOX1/IHICTh PEeTENIbHOI JIarHOCTHUYHOI OIIIHKH. BKIIIOUEHHS J1epMaTOCKOIMYHHX
KpUTEpIiB /10 Kinacudikaliii 3ade3reuye MmiABUIICHHS TOYUHOCTI paHHBOTO BUSBJICHHS Ta
MiHIMi3aI1ii0 XuOHUX fiarHo3iB. CydacHUH MiAXiT MOEIHYE KITHIYHI Ta MOPQOJIOTIuHI
JaHl 3 MOJICKYJISIPHO-TEHETUYHHMU MapKepamu, 1[0 BIIKPUBAE TMOJAJIbIII
J1arHOCTUYHI MepcreKTHBU. KoMIUIeKCHE BUKOPHUCTAHHS LIUX MapaMeTpiB 103BOJISE
ONTHUMI3YBAaTH alTOPUTMH BepHdikalii 3aXxBOPIOBaHb, 3MEHIIUTH YacTOTY
JTIarHOCTUYHUX MTOMUJIOK Ta 3a0€3MeYnTH OB TIIMO0KE pO3YyMIHHS ATOT€HETUYHUX
MEXaHI3MiB.

OnixomarpukoMa — J100posikicHa (pidbpoeniTeniaibHa MyXJIUHA, 10 TTOXOAUTh
13 MaTpuKCy HIrTs. KiiHIYHO XapaKTepu3y€eThCsl MOTOBIICHHSIM HITThOBOI IJTACTUHKH,
MO3JJ0OBXHBOIO OOpPO3HOI0, TINEPKEPAaTO30M CYOYHIBajdbHOI JUISIHKUA. ICHYIOTH
JIEKUJIbKa TICTOJIOTIYHUX BapiaHTIiB, 30Kpema IUIeoMOpGHUN, MIrMEHTOBaHUMH,
MIKCOITHMI Ta TpoiepaTUBHUN. Y PIIKICHUX BHUIIJIKaX BUSBISIIOTH JEJIELII0 T'€Ha
RB1, a maniruizaiis Bkpait maioimosipHa [106, 126]. Baxxnuporo € gudepeHiiianbHa
J1arHOCTHKA 3 TJIOCKOKJIITHHHOIO KapIimHOMOTO HIrTs [106].

OnixonamnuioMa 3a3BUYail JIOKaJI3ye€TbCs Yy MAUCTAIBHOMY MaTpUKCl abo
HIFTHOBOMY JIOXKi. KIIIHIYHO MpOSIBISETHCS Yy BUTIIANI TO3J0BXKHBOI EPUTPOHIXI],
CyOYHIBaJILHOTO TinepkepaTo3y Ta jaedopmallii BUIbHOTO Kparo HIrtTs. [lyxnuHa €
TOOpOSIKICHOIO, 1 CBOEUACHE XIpypriuyHe BHUJAJICHHs 3a0e3leuye MOBHE OAY>KaHHS;
PELUIUBY TPATUISIIOTHCS piako [126, 127].

dibpokepaToma (myxsmHa Kenena) — nepuyHrsasibHa (piOpo3HO-eniTeniaibHa
MyXJIMHA, M0 MOXe OyTH OJMHUYHOI a00 MHOXHHHOIO. YacTo acoritoeTbes 3
TyOEpO3HUM CKJIEPO30M y Mexax Komruiekcy bypueBins—IIpinrma. MyTtaiii reHis
TSC1/TSC2 nexaTh B OCHOBI MAaTOT€HE3y, a HAasBHICTb HOBOYTBOPEHHS CIYTYy€
JEPMATOJIOTIYHUM  MapKepoOM  CHUCTEMHOTO  3aXBOPIOBAHHS, IO MOTpelye
OHKOJIOTIYHOT'O Ta HEBPOJIOTTYHOTO CKpUHIHTY [106, 128].

OmnixouuTapHa MaTpuKOMa — piJKICHA JOOPOSIKICHA MyXJIMHA MaTPUKCHOTO
MOXO/PKCHHS, TICTOJIOTIYHO CXOXKa Ha TMIOMAaTpikoMy. Y KITIHIYHIM KapTHHI

nepeBakae MaxiMeTaHOHIX1l — IOTOBILIEHHS 1 MIrMEHTAIlisl HITThOBOI IJIACTUHKH.
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HoBoyTBOpeHHs1 HE MPOSIBIISIE arPECUBHOCTI, OJIHAK YaCTO TTOMHIIKOBO PO3ILIIHIOETHCS
SK MEJIaHOMa, 110 00YMOBIIIOE HEOOX1HICTh ICTOJOT14HOI Bepudikartii [126, 127].

[TigHIrThOBA KEpaTOaKaHTOMAa — IIBHJIKOPOCTYYa eMiiepMalibHa mpoidepartis,
JoKaiizoBaHa mig HirreM. KiiHIYHO NpOsBIA€TbCS K 00J04a Maca 3 €JIeMEHTaMHU
JAECTPYKIIi HIFThOBOI IJTACTUHKHU. X0Ya MyXJIMHA € JOOPOSKICHOI0, BOHA YaCTO IMITYy€
1HBa3MBHY IUIOCKOKJIITHHHY KaplLMHOMY, TOMY HOTpeOye 00OOB’s3K0BOi Oioricii Asis
BUKJIIOUCHHSI 3J10sIKicHOTO Tiporiecy [106, 129].

3M0SIKICHI TYXJIMHM HITTHOBOI IUIACTUHKUA € PIAKICHUMH, ajieé KIIHIYHO
3HAYYIIMMH HOBOYTBOPEHHSIMH, SIK1 YACTO MACKYIOThCS 1111 TOOPOsIKICHI 200 3aralibHi
TpoleCH, IO 3yMOBIIOE 3aTPHMKY JiarHOCTHKH Ta HECBOE€YACHE JiKyBaHHS. IXHe
paHHE BUSBJIEHHS € KPUTUYHO BAXKJIUBUM JJId 30epexeHHs (yHKLII HIFThOBOTO
amapara Ta 3arno0iraHHsi IporpecyBaHHio xBopoou [126, 129].

OmnixosieManapHa KapuuHOMa, ab0 OHiXolemalbHa (opMa IIOCKOKIITUHHOI
KapIMHOMH, € 3JI0SKICHOIO EMITEeNIATIbHOK MNYXJMHOW, II0 TMOXOJIUTh 13 KIITHH
HITTHOBOTO JIOXKa 200 MAaTPUKCY 1 XapaKTepU3yEThCs CHEIU(BIYHOIO OHIX0JIEMAIbHOIO
(TpancnemensipHoro) nudepeniiaiiero. Ha ricroaorivHoMy piBHI CIHOCTEPIrarOThCs
TUMOB1 JII1  TUIOCKOKJIITHHHOI KapIIMHOMHM O3HaKH, JIONMOBHEHI e€JEeMEHTaMu
KepaTuHI3alii, IpUTaMaHHOI HIFTbOBUM CTpyKTypam [127, 129]. V kiiHiIuHIi KapTHHI
MepeBaXKaroTh XPOHIYHI 3MIHM HITTHOBOI IJIACTUHKM — CTiiiKa epo3is, BUpa3Ka,
JECTpyKIisi abo nedopmarliis, sIKi MOXYTh TPHUBAIMK dYac IMITyBaTH JOOPOSIKICHI
JepMaTO31, 30KpeMa OHIXOMIKO03, Ticopia3z abo XpoHiuHy TpaBmy [106, 127].

Uepe3 moBuUIbHMIA, ane 1HQUIBTPATUBHUI XapaKTep POCTY, MyXJMHA YacTo
3QJIMIIAETHCS. HEPO3IMI3HAHOI0 HAa paHHIX CTalisXx. BoHa Mae BHUpaxeHy JOKalIbHY
arpeCUBHICTh, CXWJIBHICTb 0 PEIMAUBIB MICIIs YaCTKOBOI'O BUCIUCHHS, a PU 3aTPUMIII
3 IIarHOCTHKOI0 — MOK€ MPOHUKATH B TIHOOKI MIapH IEPMU, TiAMIKIPHY KIITKOBUHY
W HaBITh KICTKOBY TKaHMHY JuCTaidbHOI (Qananru. Ile cTBoproe pusuk
(yHKIIOHATBHUX BTpAaT Ta MOTPeOU B paJUKAIBHUX XIPYPriyHUX BTPYYAHHSX,
BKJIFOUHO 3 aMITyTalll€l0 ypa)keHOTro najblls. ToMy cBoeyacHa O1omcisi, MOpdosioriuna

Bepu(ikalisg Ta aJeKBATHE XIPypriyHe JIKyBaHHS € BH3HAYAJIbHUMH YUHHUKAMHU

nporuosy [106, 129].
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I'emonmoeTnyHi Ta JiMQOIiAHI MyXJIUMHN HIKIPH.

[{i Heor1azii GOpMYIOThCS 3 KIIITHH IMYHHOI CUCTEMH Ta BKJIFOYAIOTh IIHUPOKHUI
CHEKTp SIK MEePBUHHUX MIKIPHUX JIM(POM, TaK 1 T€MaTOJIOTIYHUX 3JIOSKICHOCTEH 13
BTOPUHHUM IIKIpHUM ypakeHHsIM. Kiacudikariiro 1iux myxJivH y3arajbHEeHO B Ta0J1. 6.
IxHe 3HAueHHsS 3yMOBJIEHE BHCOKOIO KIiHIYHOIO BapiabeNlbHICTIO Ta HEOOXiIHIiCTIO
audepeHianii BiJ 3anaibHUX IePMaTO3iB 1 MyXJIUH HEME3EHXIMaIBHOTO MOXOKEHHSI.
BxitoueHHST IMyHOTICTOXIMIYHUX Ta MOJICKYJISIPHO-TEHETUYHUX MapKEPIB y CydacHy
Kiacu@ikaiilo CYTTEBO MIJBUINYE TOYHICTh JIAarHOCTHUKU Ta CTpaTugikamii mux
Heoruta3id. [lpaBunbHE BH3HAYEHHS THUIY Ta MIATPYNHA JIMPOMH J0O3BOJIE
IPOrHO3YBaTU Mepedir 3aXBOPIOBAHHSA Ta OOWUpaTH ONTHUMAJIbHY TEpPaleBTUUHY
ctparerito. Kpim TOro, paHHe po3mi3HaBaHHS TaKUX MYXJIUH € KPUTHYHO BaXKIMBUM
JUIs 3a11001raHHsl CUCTEMHOMY MOIIUPEHHIO Ta YCKIIAAHEHHSM.

Tadauusa 6. Kiacudikaiist myxJvH MKipU FEMONOETUYHOr0 Ta JIM(OiTHOTO

noxoikeHHs (3rigHo 3 WHO 2023)

I'pyna

IMyxnauna / ypaxeHHs

Kuarouosi ocodauBocTi

IIpornocTnyHi o3HaKkm /
PU3HKHU

I'icriouurapui Ta
AeHIPUTHOKJIITUHHI
My XJINHHA

IicTionnTOo3 KINTHH
Jlanrepranca

Yacriwe y niteit; BRAF
V600E myTartis;
iHQITBTpaTH 3
eo3nHOdinamMu

BRAF V600E acomiiioBana
3 HECTIPUSATIIMBUM
MIPOTHO30M 1
TEPaNeBTHIHOIO
PE3UCTECHTHICTIO; MOXKIIHBE
TapreTHE JIKyBaHHS

ALK-nmo3uTuBHUNI
riCTIOUTO3

MopdomorigyHo noioHa 10
FOBEH1JIBHOT
KCaHTOTPaHYJIbOMH;
ekcrpecis ALK

YacTo BHUSBISIETBCS
KIF5B::ALK; noTenumiiine
3actocyBanHs ALK-
iHT10iTOpIB

[pomidepartis 3pinux
TUIa3MOIMTOI THUX
JICHAPUTHHUX KITITHH

AcoriitioBana 3
MI€JIOITHUMH HEOIUIA31sIMHU
(XMMUJI, I'MJI); ekcripecist
CD123

CynpoBoIKye MieoinHy
MaTOJIOTi10; IOTpedye
nmudepeHmianii 3 iHmmMMu
ricTionUTapHUMU
ypaKeHHSIMH

JeHnpuTHOKITITHHHA
MyXJIMHA
HEBU3HAYCHOI'O THITY

BincyTHst wiTka JiHis
JnudepeHLialii; KOJIUITHIH
TEPMIiH — «TICTIOMHUTO3
HEBU3HAYCHOT'O THITY»

Jyxe piakicHa; oTpedye
IMyHOTICTOXIMIT Ta
BUKJIFOYCHHS 1HIITHX
riCTIONUTApHUX HEOIIa3ii

IepBunHi mkipHi
JiMpomn

['pubomoniGHuii MiKo3

Haiinommpenima T-
KIINTUHHA IEPBHUHHA
nikipHa Jimgpoma;
eMiJIEPMOTPOITi3M;
MOBUIbHUIN nIEepedir

JloOpwuii MporHo3 Ha paHHIX
CTaIisIX; PU3MK
TpaHcopmallii B
arpecuBHy (opMy

83




MEDICINE, HEALTHCARE AND SOCIAL SECURITY: CONTEMPORARY ISSUES,
THOUGHTS AND THEORIES

[IponorxxeHHs TabuIll 6.

I'pyna

Iyxauna / ypaxeHHs1

Kuirouosi ocodmBocTi

IIpornocTuyni o3HaKM /
PU3HUKHA

IHepBunHni mkipni

IlepBuHHI MKipHI
CD30-nio3urtuBHi T-
KJIITHHHI
niMmdorporidepaTuBHi
3aXBOPIOBAHHS

Comitapai a00 MHOKHWHHI
YpaXKCHHSI; BEJIUKI aTHITOBI
CD30+ kiituHU

3aramoMm CpUSTIUBAN
MPOTHO3; YacTi PEIUUBU

IligmkipHa
nasikymirononiona T-
KIIITUHHA JTiM{oMa

I'mboxi iHITETPaTH B
MiAIKIPHY KUPOBY
kiiTkoBuHy; TCRaf+
(heHOoTHUIT; IMITY€E MAHIKYIIT

Moxxe acouiroBaTHcs 3
remMogarouuTapHuM
CHUHIIPOMOM; MOTEHIIIHO
arpecuBHA

Excrpanonansna NK/T-
KIIITHHHA JiMpoma,
Ha3aJbHOTO THITY

EBV-acomiiioBana; MOXIUBE
YpaXKeHHsI IIKiPH 1 CITH30BUX

ArpecuBHui nepeoir;
HHU3bKa 9y TJIMBICTB JI0
Teparii

[lepBunHa mIKipHA Y/
T-xmituaHA MTiMpoma

Pinkicna; CD56+; Bupasku;
eI IepMOTPOITI3M 1
JEPMOTPOTi3M

Hyxe arpecuBHa;
PE3UCTEHTHA JI0
CTaHJAPTHOI XiMioTepamii

Aimdomu [TepBuHHA MIKipHA VpaxeHHst 001myus Ta Jly»xe arpecuBHa Gpopma,;
arpecuBHa CD8+ MUCTAIBHUX KIHIIBOK; HHU3bKa 3arajibHa
emigepmorporHa T- BHUpaKEHUH BIDKUBAHICTh
KIIITHHHA JTiMpoma CITi IEPMOTPOTII3M
IlepBunHE MIKipHE ComitapHe ypaxXeHHS, CrpustiuBuii nepeoir;
CD4+ npibno- noBinbHE 3poctaHHs; CD4+ | HU3bKUH pU3HK
/cepennpornituanae T- | heHOTHIT CHUCTEMHOI porpecii
KITITHHHE
nimdomnpodridepaTuBHe
3aXBOPIOBAHHS
IlepBuHHE 1IKipHE VYpaxkeHHs NanbLiB, HOCA Jobposikicauii nepeoir;
akpanpHe CD8+ a6o BymrHux pakoBus; CD8+ | kinacudikyeThes sk
niMdonporidepaTUBHE | KIITHHA po3nan, a He 370sKicHa
3aXBOPIOBaHHS MyXJIMHA
CD8+ T-xiiTuHHI VY nmiteii i3 BpOKEHUMHU EBV-HeraTusHi;

Jlimponpouidgepanii |iHdineTpaTH mikipu 6e3 |iMyHOoAedinMTAMY; MOBLIBHUM TIepeOir;

NP BPOIAKEHUX EBV-acomiamii MHOKHHHI BY3JIUKH; HEKPO3 |TIOTPEOYIOTh

imyHnoxedinnTax nmudepeHtianii Big

TiMdpom

[NicTiouuTapHi Ta IEHAPUTHOKIITUHHI MYyXJWHUA MIKIPA CTAHOBIATH PIAKICHY,
aJie KJIIHIYHO 3HaYylly IpyIy HOBOYTBOPEHb, IO MOXOASTH 13 KIITUH MOHOLIUTAPHO-
MakpodaraapbHOro abo ACHIPUTHOKIITUHHOTO psay. BoOHM XapaKTepu3yroThes
HIUPOKUM CIEKTPOM MOpP(HONOriyHUX 1 (PEHOTUIIOBHX BapiaHTIB, a TaKOX YacTo
reMaToJIoriyHiMu  ab0  OHKOreMaTOJIOTTYHUMU

ACOLIIIOIOTECA 3 CHUCTEMHHUMHU

3aXBOPIOBAHHSIMM. [XHs miarHOCTHMKA BHMAarae KOMILICKCHOTO X0y, 10 BKIIIOYAE
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MopdoJIoriyHe JOCHTIKEHHS, IMYHOTICTOXIMIYHE MPO(QUIIOBAaHHSI Ta MOJEKYJISPHO-
IreHETHUYHE TeCTyBaHHS.

[Nctionuto3 kmituH Jlanrepranca HaidacTimie MIarHOCTYEThCS Yy MITEH Ta
H1JTITKIB, POTE MOXKE 3yCTpIUaThcs 1 B Topocinx. Mop(dooTriaHO XapaKTepu3y€eThCsl
HasBHICTIO mposmidepartiB kiaiTHH JlanTepranca 3 JOMIMKO0 €o3uHODLTIB. Y 3HAYHOT
YacTUHU BUNAAKIB BUsBIAeThbcst MyTariss BRAF V600E, ska acouiroerbes 3
HECIIPUATIMBUM KJIIHIYHUM TepeOiroM, BOTHHIIEBOIO ab0 CHCTEMHOIO IPOTPECIEr0
3aXBOPIOBAHHS Ta MOTEHIIIHHOIO TepameBTUYHOIO pe3ucTteHTHIicTio [130, 131, 132].
Bognouac HasgBHICTH I1i€l MyTailii BIAKPUBAE€ MOKIMBOCTI JJIS 3aCTOCYBaHHS
tapretHoi Tepanii BRAF-inri6itopamu [133].

ALK-10o3uTHBHMI T1CTIOUUTO3 — PIAKICHA MTyXJIMHA, MOP(OJIOTTYHO CXO0Xka Ha
IOBEHUIbHY KCaHTOTPaHyJbOMY, ajie BIApI3HAETbCS ekchpeciero Oinka ALK. YV
OLIBIIOCTI BUMAJKIB BUsBISAETbC TpaHciaokamis KIFSB::ALK, sxa Mae BaxiuBe
JiarHOCTUYHE W mporHoctuuHe 3HaueHHs [134, 135]. BcranoBnenns ALK-
MO3UTHUBHOIO CTATyCy BIJIKpUBA€E MEPCIEKTUBU JyIsl 3acTocyBaHHsI ALK-1HT101TOpIB Y
BIIMOBIHUX KJIIHIYHUX cuTyauisx [135].

[Tpomidepartiss 3piIuX IJIa3MOMUTOIAHUX ACHAPUTHUX KIITHH 3a3BHYAM
BUHHMKAa€E Ha TJI ab0 CynpoBOKYE MIENOIHI HEOoIasii, 30KpeMa XpOHIYHY
MiesoMOHOIUTapHY JielikeMito (XMMJI) uu roctpy mienoigny neiikemiro (I'MJI). Li
KIITUHA ekcrpecyioTh CD123 Ta iHm Mapkepu IUIa3MOLUTOIMHOT JiHII. Xoda
ypaXeHHSI MOKe OyTH pEaKTUBHUM, BaXKJIMBO MPOBOIUTH PETENbHY TUDEPECHIIATBHY
JIarHOCTUKY 3 HOBOYTBOPEHHSIMU, 30KpeMa 3 MyXJIMHAMH 3 TU(y3HOI0 1H(UIBTpaIli€ro
HIKIPH.

JIeHApUTHOKJIITUHHA NyXJMHA HEBU3HAYEHOTO THMY (paHilie Biaoma SK
«TICTIONUTO3 HEBU3HAYCHOTO THUITY») € BKpal PIAKICHOIO HO30JIOTIEI0, SKa HE
JEMOHCTPYE YITKOI JIiH1T AudepeHItiaiii adi ricTIONUTapHOI, aH1 ICHAPUTHOKIITUHHOT.
JliarHo3 0a3yeThCsl HAa BUKIIOUEHHI 1HIIMX MYXJUH TICTIOIUTApHOIO CIEKTpa 3a
JIOTIOMOTOI0  IMYHOTICTOXIMIYHOTO TPOQUII0 Ta MOJEKYJISIPHOI XapaKTEPUCTUKH.
UYepes BUHATKOBY PIAKICHICTB 1 BIACYTHICTh cielUpIYHUX OloMapKepiB AlarHOCTUKA

qaCTO YCKJIa/[HCHA.
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[Ticns piAKICHUX HOBOYTBOPEHB TICTIOIUTAPHOIO Ta JACHIPUTHOKIITUHHOTO
MOXO/PKEHHS CJIil PO3IJIAHYTH BEJIMKY Ta KIIHIYHO BaXKJIMBY TPYIy IMEPBUHHHUX
MIKIpHUX JiM(poM. BOHM CTaHOBIATH OKpEeMUH MiAPO3/1T JIM(POiTHUX HEOIUIasi, sKi
NEPBUHHO BHUHUKAIOTh Yy IIKIpi 0€3 HasABHUX CHUCTEMHHUX Ypa)X€Hb Ha MOMEHT
AlarHOCTHKHU. 3a cydacHoro kiacugikamiero WHO (2022-2023), mepBuHHI HIKipHI
aimbomu moautaoThest Ha T- 1 NK-kmiThHHI Ta B-KIiTHHHI BapiaHTH, NMPUYOMY
nepeBaxarotb came T-kimiTuHHI Gopmu. Li myXIMHU TEMOHCTPYIOTh ITUPOKHUI CIIEKTP
KIIIHIKO-MOP(OJIOTIYHUX TPOSIBIB — B 1HJOJEHTHUX COJITAPHUX YpaKeHb IO
arpeCUBHUX CHCTEMHHUX IPOLECIB 3 YPAKEHHSAM ILIKIpU, CIM30BUX Ta BHYTPILIHIX
OpraHis.

['pubonoaioHuit mMiko3 (mycosis fungoides) € Haitnommupenimow ¢opmoro T-
KJIITUHHOI TEPBUHHOI MIKIpHOI JiMpOMHU. XapaKTepU3YEThCS €MiIepPMOTPOII3MOM
atunoBux T-MMQOLMTIB 1 MOCTYNOBOI KJIIHIYHOK €BOJIOLIEI0 BiJ IUISIMUCTO-
IUSIIIKOBUX JI0 OJISIIIKOBUX 1 MyXJIMHHMX CTaji. 3aXBOPIOBaHHS 3a3BUYail Mae
MOBLIBHUH Mepedir 1 100pHii MPOrHo3 Ha paHHIX eTanax, OAHAK Y YaCTHUHH MaIll€HTIB
MO3Ke TpaHCc(hopMyBaTHCS B arpecuBHI (POPMHU 3 CHCTEMHHUM IporpecyBaHHsMm [136].

[Tepunni mikipHi CD30-mo3utuBHI  T-KIiTUHHI  JiM@onporidepaTuBHi
3aXBOPIOBAHHS BKJIIOYAIOTh AHAMIACTUYHY BEIMKOKIITUHHY JiM(OMYy UIKIpH Ta
niMmpomaroigauil mamyno3. O0uaBl GOpMH XapaKTEPHU3YIOThCS HASBHICTIO BEJIHMKHUX
aTUnoBuX KmTHH 13 ekcrpeciero CD30, ame pi3HATHCS KIHIYHUM TEpeOirom.
HesBaxatoun Ha BHpaxkeHI MOP(OJOriyHI aTumii, nepedir y OLIbIIOCTI BUMAJIKIB €
CIPUSATIMBUM, X04a MOXJIHBI peruausu [137].

[TigmkipHa nanikygiTonoaiona T-kimiTuHHA TiMpoma — pinkicHa dopma, 110
1HOUIBTPYE MIALIKIPHY )KUPOBY KIITKOBUHY U KIIIHIYHO IMITY€ MAHIKYJIT. Y OUIBIIOCTI
BumankiB Mae TCRof+ denotun. Moxe CynpoBOIKYyBaTUCA PO3BUTKOM
reMo(aroruTapHoro JiM(AOTiCTIONUTO3Y — IMOTEHIIHO JIETAIbHOTO YCKJIaIHCHHS,
10 BUMAarae HeraifHoi IMyHOMO/TyJTFOBaJIbHOT Tepartii [138].

Excrpanonansna NK/T-knituaHa diMdoMa, HA3aIbHOTO THUITY 1HKOJIM BPa)Kae
HIKIPY, OCOOJMBO B MAIEHTIB 13 MEPBUHHUM YPAXEHHSM CIIHU30BUX OOOJIOHOK

HOCOTJIOTKH.  3ymoBiieHa  iH(ekiieo  Bipycom  Enmreitna—bapp  (EBV),
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XapaKTEPU3Y€EThCSI arpeCUBHUM IEPEOIroM 1 HU3bKOIO UYTJIMBICTIO 10 CTaHJAPTHHUX
pexuMiB ximioreparnii [139].

[lepBunHa mkipHa y/0 T-KIiTHHHA TiMpOMa € BUHATKOBO P1AKICHOIO (hOPMOIO 3
arpecuBHUM  mepebirom. Bona  xapakrtepusyerbcsi  CD56+  denoTHnom,
€miCPMOTPOITI3MOM 1 JEPMOTPOMI3MOM, dYacTUMU Bupaskamu. lleir BapiaHT
JEMOHCTPY€E PE3UCTCHTHICTh 10 OUTBIIOCTI CTaHAAPTHUX TEPANCBTUYHUX ITIIXOIB,
110 00YMOBJIIOE€ HECTIPUSITIMBUIN MTPoTHO3 [140].

[lepBunna mikipHa arpecuBHa CD8+ emimepmorpomnna T-kimiTuHHA dimMdoma
Bpaka€ TMEPEeBAXHO OOJWYYS ¥ JAUCTalmbHI BIAJUIM KiHIIBOK. Mopdomoriyno
XapaKTepPU3y€eThC BUPAKEHUM €I1ePMOTPOII3MOM Ta HUTOJOTIYHOO aTumiero CD8+
T-xaiTuH. 3aXBOpPIOBAaHHS Ma€ MIBHJKHUI MPOTpECcyrouuil nepedir 1 HU3bKU PiBEHb
3arajbHOI BHOKUBaHOCTI [141].

[lepeunne  mkipue  CD4+  npiOHO-/cepenHbOKIITHHHE  T-KIITUHHE
niMm¢ornposipepaTiBHE 3aXBOPIOBAHHS 3a3BUYAil MPOSBISIETBCS SK 130JIbOBAHE
MOBLJILHO 3pOCTAl0YE CONIITApHE YpaKeHHs. Mae CripusTIMBUM KIIiHIYHMMA TiepeOir, 6e3
CXHJIBHOCTI O CUCTEMHOTO MPOrpeCyBaHHs, U 1eMOHCTpYe iIMyHHHUI (peHoTrn CD4+
[142].

[lepBunHe mkipHe akpanbHe CD8+ nmimdonpomidepaTuBHE 3aXBOPIOBaHHS
TaKO0XX BITHOCUTHCS 10 1HJOJICHTHUX MPOIIECIB, JIOKATI3Y€EThCS MTEPEBAXKHO HA MaNbISX,
BYIITHUX pakoBuHax abo Hoci. [IpencraBneno CD8+ T-kimiThHamMu, HE Ma€ O3HAK
arpeCUBHOCTI Ta Ha JaHUN Yac KJIacu(ikyeTbcs sK JiMbonpoipepaTuBHUN po3ial, a
HE SIK CTIPaBXKHA 3JI0sIKicHA JiMdoma [143].

Ha 3aBepiieHHs po3riisiiy NEpBUHHUX MIKIPHUX JTIM(OM TOIIITBHO 3yTMHUTUCS
Ha ocoOnMBIM Kareropii JmiMQoinHux mpomideparliii, skl BUHUKAIOTh Y KOHTEKCTI
BpO/DKeHUX iMyHoAedinuTiB. LI ypaxeHHs 3a3BuYail He KIACU(DIKYIOThCSA SK
MOBHOI[IHHI 3JI0KICHI JTIMPOMH, OJIHAK MOTPEOYIOTh PETEIBLHOTO MOPQOJIOTIUHOTO i
IMYHOTICTOXIMIYHOTO aHali3y, OCKIIbKA MOXYTh KIIHIYHO IMITYBAaTH arpecuBHI
dbopmu mikipHux JgiMdpom. Y nutsdomy Bimi JdiMorpostidepaTuBHI MPOIECH YacTO
MarTh OCOOJMBUK MeEepedir Ha T MOPYLIEHHS IMYHHOI TOJEPAHTHOCTI, Ne(eKTiB

anonTo3y abo PyHKITIOHAIBHOI HECTTPOMOXKHOCTI T-KIITHHHOT TaHKH.
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CD8-no3utuBHi  T-kmituHH1  1HOUIBTpatTn 1kipy 06e3  EBV-acomiamii
CIIOCTEPIraloThCsl  MEpPEeBaXHO B JITEH 3  TNEPBUHHUMHU  (BPOJKEHHUMH)
imyHoaedimuTamu. KiiHiuHO BOHU MPOSIBISIFOTHCS y BUTIIAII MHOKUHHUX BY3JIHKOBUX
ypakeHb 3 eJeMeHTaMHu Hekpo3y. Ha BiamiHy Bin kiacuunux EBV-acoriiioBanux
mimbonpomideparniii, ui npouecu € EBV-HeraTuBHUMH, NEMOHCTPYIOTH BIJHOCHO
MOBIIRHUN TIepedir 1 HE MalTh O3HAK CHCTEMHOi arpecuBHOCTI. OmHak uepes
BUPKEHY aTHUIII0 Ta TIUOOKUM JAepMalbHUN/MIAMIKIPHUA KOMIIOHEHT BaKJIUBO
MPOBOANTHU HiTKE TU(EPEHIIIOBaHHS 3 arpeCUBHUMH (hopMaMu T-KIITUHHUX TIMEPOM.
Mopdonoriuna Bepudikaiisi, imyHoricroximiune mapkyBanHs (CDS8, TIA-1, Ki-67) 1
3HAaHHS IMYHHOTO CTaTyCy HAaIlleHTa € KIIOYOBUMHM JUUIsl MPaBUIIBbHOI 1HTEpHpeTalii
TaKux BUMAJKIB [144].

IMyxanau M’ SIKUX TKAHUH.

HoBoyTBOpeHHsI M’SKUX TKaHMH — 1€ MOpQOJIOriYHO Ta O10JIOTTYHO
rEeTEPOreHHa rpymna, 1o MOXOAUTh 13 ME3CHXIMAIbHUX KIITUHHUX €JIEMEHTIB IIKIPH.
Jlo HUX HajeXaTh MyXJWHH, IO YTBOPIOIOTHCS 3 (piOpobdiactiB, MiodidpobdiacTis,
ITIaJICHPKOM SI30BHX, XUPOBUX, CYIUHHHUX, MEPHUIMTAPHUX 1 HEPBOBUX KIITHH, a
TaKOXX 13 TKAaHWH 31 CKJIQJHUM TICTOTEHE30M, TaKMX SK MEJaHIHMPOIYKYyoul abo
XOHJIpo-ocu(iKyroui myxauHu. Ha BiagMiHy BiJl enijiepMaibHUX (KEPaTUHOLIMTAPHUX )
1 MPUIATKOBUX HOBOYTBOPEHB, MyXJIMHHU M’ SIKUX TKAaHWUH YaCTillle JIOKANi3yIOThCS B
rIMOOKUX THapax AepMH a00 MIAMIKIPHINA KIITKOBHHI, 1 B Psiii BUMNAAKIB KITHIYHO
IMITYIOTh HEEMITeNalbHl ypaXKeHHs1 a00 METaCTaTUYH1 MTPOLIECH.

VY m’stomy Bunanni knacudikamii WHO Classification of Skin Tumours (2023)
M’SIKOTKQaHUHHI HOBOYTBOPEHHSI IIKIPM CHCTEMAaTH30BaHI 3a TICTOT€HETHYHUM
MPUHIUMIIOM 13 ypaxyBaHHSAM MOP(OJIOTTYHHUX, IMyHOTICTOXIMIYHHUX Ta MOJIEKYJISIPHO-
TFeHETUYHUX XapaKTEPUCTUK, [0 MAIOTh JIarHOCTUYHE Ta MPOTHOCTUYHE 3HAUCHHS. Y
Tabn. 7 HaBeAeHO KiIacH(iKallilo HOBOYTBOPEHb M’ SKMX TKaHMH IIKIpU, SKi
MOAUIAIOTECA HAa JAOOPOSKICHI, MPOMIKHI (JIOKAJIBHO arpecuBHI abo 3 PIAKICHOIO
METAaCTaTUYHOIO 3JATHICTIO) Ta 3nosikicHl Qopmu. Il cucremarmsaiiis 103BOJISIE

CTPYKTYpYBaTH KJIHIYHMM MiAX1J1 IO MAI[i€HTIB Ta 3a0e3nedye €AuHl CTaHIapTH IS
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HAaYKOBHUX ,Z[OCJ'Ii,Z[}KCHB. BO,Z[HO‘{aC BOHaA CJIYI'y€ OCHOBOIO AJId ITOJAJIbIIOrO BUBUYCHHS

MOJIEKYJIIPHUX MEXaH13MiB IMyXJIMHHOTO POCTY 1 HOLIUPEHHS.

Tabauusa 7. Knacudikariiiss HOBOyTBOpeHb M SIKMX TKaHUH IKipu (3rigHo 3 WHO

Kurouosi mopdonoriuni Ta .
. . c .. IIporHocTu4Hi 03HAKHU
I'pyna Iyxauna / ypaxeHHs1 iMyHoricToximiuHi
. / pu3uKHU
0¢00/1MBOCTI
KymomomoaiOuuit, miinpHAi JobposkicHHIA TTepeodir;
. BY30J1, YacTillle Ha KiHIiBKaX; IJIKICHI peluINBH
HepmaTtodidbpoma Y307, . H - |PA petui
: nipoidepartis
(pibporurapua . . .
S (hibpobaacTomomiOHuX 1
TICTIOIIUTOMA) . .
ricrionurapHux kiaitul; XIla+,
CD34-
Jlo0posikicHi - ;
- 3pini agunonuTH O6€3 aTHIIIi; He mae motenmiany
y Jlimoma JIOKaJIi30BaHa y MiJIIKipHiH 370KiCHOT
KJIITKOBHHI; HeiH(MITETpaTHBHA |TpaHChopMaIIii
[TyxnuHa 3 TIaKOM’ I30BUX Jlo6posikicHa; moTpedye
RV KJIITHH 13 CyAMHHUM ndepeHmianii 3
Amnrioneiiomioma YA a (bepenmian
KOMIIOHEHTOM; 4acTo 00Jfoua; |iHIIUMH OONMIOYNMHU
SMA+, Desmin+, Caldesmon+ |ypaxeHHIMH
BeperenokmniTunHa myxyiinHa 3 | Bucokuit pusuk
HepmarodiOpocapkoMa  |BITPOMOAIOHUM PO3TAIlyBaHHSM | JIOKAJIBHOTO PELUIMUBY;
npoty6epanc (DFSP) kimituH; CD34+; TpaHCcIoKaIisl | piJko METacTas3ye;
COL1A1::PDGFB JyTIHUBA 10 iIMATHHIOY
IpomixkHi Artumnosa Bupakena kIiTHHHICTB, MiTO3H, | PU3KK nokamsHOTO
(10KaIBHO BHYTPIIITHBOIIKi pHA aTuris; iHPUIETPaTUBHUH PICT; |peIUANBY; OTpPeOye
arpecuBHi / pinko |yeliomioma SMA+, Desmin+ MMOBHOTO BUAAJICHHS
MeTacTasyroyi) BHCOKOKJIITHHHA ITyXJIMHA 3 Moske pelIuByBaTH;
aTHITiEr0 Ta 6araTosepHUMU BaXJINBA
AtunoBa (iOpokcaHTOMa |TiTaHTCHKUMU KIITHHAMU; TudepeHIianis 3
3a3BUYAN y JITHIX Ha IJIOCKOKJII THHHOIO
romoi/mui; S100—, CD34— KapIIMHOMOIO
MounomopdHa; emitenioigai abo | MoximBui
CRTCI1:: TRIM11- BEPETEHOKIITUHHI KIIITHHU; MeTacTaTUYHHUN
acolliifoBaHa MIKipHa SOX10+, BapiadensHa S100; MOTEHITIA;, MOTPeOye
NyXJIMHa O3HAKH MEJIaHOLUTAPHOL MOJIEKYJISIPHOTO
nudepeHtiarii HiATBEPPKSHHS
Beperenononioni ta InponenTHuii nepeoir;
CD34-no3utnBHa PETEROTIONIO! A . PEOIT
emiremoinHi kaituan, CD34+, | MOXIIHBI JTOKaJIbHI
MIOBEpPXHEBA S .
. iHoni CK+; TpaHcmokartis pEeIHIUBH
.. ¢$ibpoOnacTuyHa MyXJIMHA
3o0sKicHi PRDM10
MyXJ/IMHH MonomophHa PinkicHa; motpeOye
[lepebynoBana . o L
. BepereHokIiTHHHA; ERGH, iH1i | andepenuianii Ta
$ibpobacTina nyxHa MapKepH 3a3BHYail HEraTUBHI | MOJIEKYJISAPHOT
(EWSR1::SMAD3) PKep YIUIpE
Bepudikarii
Yacro y aiteit; Mmopgonoriuna | UyTauBicTs 110
NTRK-peapanxoBane BapiabenpHICTh; pan-TRK+, iari6iTopiB TRK;
BEPETCHOKIITHHHE CD34, S100, SMA BapiabenbHi |000B’sI3KOBE
HOBOYTBOPEHHS tecTyBaHHs Ha NTRK-
3IUTTS
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JIoOposIKICHI TYyXJIMHM M’SIKUX TKaHWH IIKIPY BKJIIOYAIOTh PI3HOMAHITHI
Mopdostoriudi GopMH, K1 MOXOAATH 13 PI3HUX ME3EHXIMAIBHUX KIITHHHUX JIIHIN Ta
XapaKTEPU3yIOTHCA JOOPOSIKICHUM KITIHIYHUM IMEepediroM 13 MiHIMaJIbHUM PH3UKOM
peuuauBiB ado Tpanchopmarii [106].

JHlepmatodidbpoma (hiObpomuTapHa TicTionNUTOMAa) — 1€ TOOPOSKICHA IMyXJIMHA,
fAKa 3a3BUYail TPOSBISETHCS y BUIISI KYyMOJOMOAIOHOTO, IWIUIBHOTO BY37a,
NEepPEeBaAXXHO  JIOKAJII30BAHOIO0 Ha  KiHIIBKaX. MopdoaoriuHo  mpesacTaBiieHa
npoJidepariero ¢bi6pobaacTomoioOHNX Ta TiCTIONUTApHUX KJIITHH.
IMyHOTICTOXIMIYHO KIITHHU AepMaTo(iOpOMH XapaKTepU3yIOThCS MO3UTUBHICTIO 10
mapkepa Xllla 1 BigcytHicTio excmpecii CD34 [145]. Kuiniuauii mnepe6ir
NOOPOSIKICHUM, 13 PIAKICHUMH BUIAIKAMH JIOKAIBHUX PEUUIUBIB MICIS XIPYPri4HOTO
BU/JIaJICHHSI.

Jlinoma € MyXJIMHOIO, IIO MOXOJUTH 13 3PUIMX aJUIIOLUTIB 1 JOKAII3yEThCS
MEPEBAXXHO B MIAIIKIPHIA KIITKOBUHI. ['ICTONOrIYHO BOHA CKJIAAAETHCS 31 3pLIUX
KUPOBHUX KIITUH O€3 O3HaK aTumii 4¥ 1HPUIBTpAaTUBHOrO pocty. Jlimoma He Mae
MOTEHIIally 10 3JIOSKICHOT TpaHchopMallii Ta XapaKTepU3YEThCS CIPUSTIMBHM
MIPOTHO30M TIICJIS XipypriyHOTO BUAaIeHH [ 146].

AHrioneioMioMa — 1€ MyXJIMHA, 1110 CKIAJAETHCS 13 TJIAJIKOM SI30BUX KIIITHUH 13
BUPQXEHUM CYJAMHHUM KOMIIOHEHTOM. YacTo MpOSIBISETHCA OOMIOYICTIO B 30HI
YpaKeHHsI. IMyHOTICTOXIMIYHO KJIITHHU aHTI0JIEHOMIOMHU TO3WTHBHI JIO MapKepiB
rnageHbKuX M’ a31B — SMA (smooth muscle actin), Desmin ta Caldesmon [147, 148,
149]. HesBaxatoun Ha JOOpPOSKICHHI XapakTep, aHriojiieioMiomMa TmOTpedye
TudepeHIiiHOl TIarHOCTUKK 3 1HIIUMH OOJIFOYMMHU TyXJWHAMH M’SIKUX TKaHHH,
OCKIJTBKM ~ TOJIOHI ~ CUMOTOMHM  MOXYTh  CIIOCTEpIratucs TpH  3JIOSKICHHX
HOBOYTBOPEHHSIX.

[Ticnst po3rasay AOOPOSKICHUX MyXJIMH M SIKMX TKAaHWH LIKIpU BapTO MEPEUTH
70 Kareropii MPOMIXHUX HOBOYTBOPEHb, SKI XapaKTEpU3YIOThCSA JIOKAJIBHO
arpecHBHOIO MOBEIIHKOIO Ta MAOTh MOTEHITIAT IO PEIUINBY, X04a METaCTa3yBaHHS Yy
HUX 3ycTpiyaeThcs BKpai piako [106]. LI myxiauHM BUMaraioTh OLIbII PETEIBHOIO

CIIOCTEPEKEHHS Ta YaCTO — PAJAMKATIBHININX JIKYBAJIBHUX TT1XO/IIB.
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Hepmarodidbpocapkoma mnporydepanc (DFSP) €  BepeTeHOKIITHHHOIO
NyXJIMHOIO 3 XapaKTepHUM BITponoaiOHUM (storiform) posramryBaHHsSM KiIiTHH. BoHa
IMyHOricTOXIMIYHO ekcrpecye wmapkep CD34 Tta acormiiioBana 3 THIIOBOIO
xpoMmocoMHOI0 Tpanciokaiiero COL1A1::PDGFB, mio 3amyckae OHKOT€HHUN CUTHAT
[150]. DFSP Big3HauaeTbCsi BHUCOKMM PH3UKOM JIOKAJbHUX PEIHUAMBIB TICIIA
X1pypriYHOTO BUIAJICHHSI, OJHAK METAaCTa3u yTBOPIOE BKpai piako. [yis TiKyBaHHS 1i€i
MyXJIMHK 3aCTOCOBYIOTH SIK XipypriuHl METOJH, TaK 1 TApPreTHY Teparito IMaTHHIOOM,
saxui 1HT10y€e curHanbanid nusix PDGFB [151].

ATHIOBa BHYTPIIIHBOIIKIPHA JIeHOMiOMa — 1€ MyXJIMHA TJIaJKOM’ sI30BOTO
MOXO/DKEHHS 3 BUPAKEHOIO KIIITUHHICTIO, HASIBHICTIO MITO31B Ta CKPABO BUPAKEHOIO
KJIITUHHOK aTuniero. BoHa XapakTepusyeTbCsi 1HQUIBTPATUBHUM POCTOM 1
IMYHOT'ICTOXIMIYHOIO MO3UTUBHICTIO 10 SMA Ta Desmin. Uepe3 pu3HK JIOKaJIbHOTO
PEIUANBY IS ITyXJIMHA BUMAarae MOBHOTO XipypTidHOTO BUIAICHHS 3 KOHTPOJIEM KpaiB
pesexiii [106].

AtunoBa (iOpoKcaHTOMa 3a3BUYail PO3BHBAETHCS Y JITHIX TMAIEHTIB,
JIOKAMI3YEThCA TEPEBAXXHO B JUISIHII TrojoBH Ta mmHi. MopdoJioriyno 1e
BUCOKOKJIITUHHA TMyXJIMHA 3 BHUPAXKECHOIO AaTHUIIIEI0, HASBHICTIO OaraTtosaepHUX
TIFAHTCHKUX KJITUH. 332 IMYHOTICTOXIMIYHUM MPOQIJIeM € HEraTUBHOIO 0 MapKepiB
S100 1 CD34 [152]. ArtunoBa ¢iOpokcaHToMa nOTpedye nudepeHLIATbHOT
JIarHOCTUKH 3 TNIOCKOKJITUHHOIO KapIMHOMOIO, OCKUIBKM Ma€ CXOKi TiCTOJIOT1YHi
o3Haku [153]. He3Baxaroum Ha AOOpOsKICHUN mepedir, Ui MyXJIHMHA Ma€ PHU3HK
JIOKaJIbHOTO peruauBy [154].

3 orsigy Ha G10J0TIYHY PI3HOMAHITHICTH 1 TTOTEHINAN JIOKAJTBHOTO PEIUINBY
MPOMDKHMX MYyXJIMH, OKpeMy yBary ciliJ MNOpUIUIMTH KaTeropii 3JI0SKICHUX
HOBOYTBOPEHb M SKUX TKAaHUH IIKIPH, SIKI BIJ3HAYAIOTHCS arpeCUBHUM KIIIHIYHUM
nepediroM, MOKJIMBICTIO METACTa3yBaHHS Ta MOTPEOOI0 Y KOMIUIEKCHIN J11arHOCTHII],
10 BKJIFOYA€E MOJIeKyJisspHi meToau [106].

CRTCI1::TRIM11-acomiifoBana  mKipHa  OyXJWHA  XapaKTEPU3YETHCS
MOHOMOPGHUM KIITHHHUM CKJIQJIOM 13 €MITeII0ITHUMU a00 BEPETEHOIOIOHUMHU

KJIITUHAMHU. [MYHOTICTOXIMIYHO KIITUHU IIi€i MyXJauHH ekcrnpecyioTh SOX10 1
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BapiabenbHo S100, mo cBIAYUTE NPO MeJaHoUMTapHY audepenmiamniro. el Tum
NyXJIMHK Ma€ TIOTEHITiaj 0 MeTacTa3yBaHHS, 1110 POOUTH HEOOX1THUM IT1ITBEPIKEHHS
JlarHo3y 3a JOMOMOTOI0 MOJEKYJISPHUX TECTIB [JIs1 BHSBJICHHA CHEIU(IYHOTO
FeHETUYHOTO 3IUTTs [ 155].

CD34-no3utnBHa TmOBepxHeBa (iOpOOIACTUYHA MyXJIMHA CKIAJA€Thea 3
BEPETEHOMOIIOHNX Ta EMITETIOIIHUX KIITHH 13 BUpaxkeHoto ekcrpeciero CD34, iHoxi
CIIOCTEPIra€eThes TakoXkK ekcrpecis nutokepaTuHiB (CK). [laToreneTnyHo acoriioBana
3 Tpancnokaiiiero rena PRDM10. Kiiniuno mae iHA0JIEHTHUN TIepe0ir, Xo4a JOKaJIbHI
pPELMIMBU MICAS XIPypriYHOrO BHJAJEHHS MOXIIMBI, LI0 BHMAara€ peTeabHOro
MOHITOPUHTY MaIi€eHTiB [156].

[lepeOynoBana ¢iopobnactuuna nyxiuHa 3 ¢ysiero EWSR1::SMAD3 —
piIKicHAa MOHOMOpP(HA BEpPETEHOKIITUHHA TMyXJWHA, M0 IMYHOTICTOXIMIYHO
no3utuBHa 10 ERG, mpu mpomy 1HII Mapkepu 3a3Buyail BiACyTHI. JlaHa myXxJiMHa
notpedye  audepeHuiiHol  JIarHOCTUKM 3 IHIIUMH  BEPETCHOKIITUHHUMU
HOBOYTBOPEHHSIMH, a TaKOXX MOJIEKYJSIPHOTO MIATBEP/UKEHHS JUII  TOYHOIO
BCTAHOBJICHHS J1arHo3y [157].

OcobOnuBy rpymny craHoBisath NTRK-peapankoBaHi BepeTEeHOKIITHHHI
HOBOYTBOPEHHS, fKI TIEPEBAXXHO Bpa)XarwTh JITEH 1 XapakTepU3ylOTbCA
MOP(OJIOTIUHOIO BapiaOeNbHICTIO. IMyHOTICTOXIMIYHO 111 MyXJIMHU MTO3UTUBHI JI0 pan-
TRK Ta MmoxyTh BapitoBaTu 3a ekcrpeciero CD34, S100 1 SMA. Bussnennss NTRK-
3JIUTTIB € KIIFOYOBHUM, OCKUIBKU [l MyXJIMHU JAEMOHCTPYIOTh BUCOKY YYTJIUBICTH 0
TapretHoi Tepariii inridiTopamu TRK, 1110 3Ha4HO0 nmokparye nporuo3 naiieHTis [ 158].

MeTacTaTH4Hi ypaKeHHH LIKipH.

OxpeMuidl KJIIHIYHO 3HAYYLIMHA PO3IIT y CydacHiM Kiacu@ikaiii CTaHOBIATH
METacCTaTUYH1 ypa)K€HHs HIKIPH, 110, X04a i HE € MePBUHHUMU HOBOYTBOPECHHSIMH,
MaloTh CYTTEBE M1arHOCTUYHE, POTHOCTUYHE Ta OHKOJIOTIYHE 3HAYCHHA. MeTacrasu
10 WIKIpU MOXYTh OyTH MEPIIUM IMPOSIBOM BHYTPIIIHBOI 3JIOSKICHOI MyXJIMHU 200
CBITYEHHSIM 1i CHCTEMHOTO TIPOTPECYBaHHs. 3 oOmIsLay Ha MOpPQOJIOTIYHE Ta

iMyHoricroximMiude pis3HoMaHiTTs, BOO3 2023 poky cucreMarusye KIHIYHI BaplaHTH
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TaKuX ypaXeHb 13 UITKMM 3a3HAYEHHSM THUIIOBHX JIOKaTi3alliii, TiCTOJIOTIYHUX
XapaKTEPUCTHUK Ta JIarHOCTUYHUX IT1IXO/IIB.

Y Tabin. § mpencTaBiIeHO OCHOBHI TUIH METAaCTATUYHUX YPaKEeHb IIKIpH, K1
Ki1acu(piKOBaHO 3a TUIOM TEPBUHHOI MYyXJIMHH, KJIIHIYHUMH  IIPOSIBAMH,
riCTOJIOTIYHUMHU O3HaKaMHU Ta IMyHOTICTOXIMIYHHM MpodineM. Mertactazu A0 MIKipu
MOKYTh OyTH SIK MEPIIUM MPOSBOM CHCTEMHOTO 3JI0SIKICHOTO MIPOIECY, TaK 1 03HAKOIO
jfioro mporpecyBaHHsA. IXHA KIIiHIKO-MOP(OJIOTiYHA TEeTEPOTeHHICTh YCKIIAIHIOE
J1arHOCTHKY, MOTPeOYyIOUM 3aCTOCYBAHHS PO3LIMPEHOI MaHell IMyHOTICTOXIMIYHHX
MapkepiB. (CBoeyacHe BHSBJICHHS METACTATMYHUX YPAKEHb Ma€ BaXIIMBE
IPOrHOCTUYHE 3HAYEHHS, OCKUIBKM YacTO KOPEJIIE 3 HECHPHUSATIMBUM IepeOdiroM
3aXBOPIOBAHHS.

Ta6aunus 8. Kimacudikaiiiss metactaTiuHUX ypaxkeHb mikipu (3rigHo 3 WHO 2023)

. .. | JliarnocTn4
IlepBunHna c e .| Ticronoriuni .
Tun / popma Kuainiuni ocodamBocTi Hi Mapkepu /
NyXJMHA O3HAKH .
miaxoau
Epuremarosna Hepmanbuuii GATA3+,
Pak momounoi iH(piTpTpOBaHa OysmKa 3 | MiMpaTHIHAN CK7+, ER+,
Epuzunenoinna 3aJ103U (TIePEeBaXHO | HEYITKMMHU MEXaMH, 0 | eMOO0IIi3M PR+, HER2+
KapIUHOMA IIKIipH |iHBa3UBHA AYKTAbHA|IMITY€E POXKY; JIOKIIi3aIlis | TyXJIMHHUX KJIITHH
KapIuHOMA) — IepeHs TPpy/IHA CTiHKa, | 0e3 3aIyYeHHs
IIKipa MOJIOYHOT 3aJI03U | €IMiIepMicy
AneHokapraoMu | bomicHuit By3on y I'muOoxwmii CDX2+,
HIUTYHKOBO- nepiymOimiKaIbHii nepmaneHuii a6o | CK20+,
Bv3o1 cecTom KHIIKOBOTO TPAKTy | IUISHIII; MOXE M AIKIpHAT PAXS8=+ (y pasi
Mya i I[moge o a00 TiHEKOJIOTIYHOTO | BUPa3KOBYBATHCS iHDiTBTpaT T'1HEKOJIOTIYHO
P MOXO/PKEHHS aJICHOKAPLMHOMHU | TO
(ILTYHOK, SIEYHUKH, TTOXOJIKEHHS)
EHIOMETPiN)
MHOXHHHI InTpakyranHi GATA3+,
TeneanrioekraTnu .. TeJeaHrioeKkTasii Ha T |THi3ga myxiuaHuX | CK7+
Pax mosto4HO1 . .
Ha ¢opma AT03M epUTEeMH; JYacTile y KIIITHH 3
MeTacTasy JUJISHIIN TPYIHOT KIIITKM | BACKYJIIPHOIO
1HBa3i€10
[lirmenToBani abo Jepmanbamii S100+,
aMeNlaHOTHYHI BY3JIH; iHOITBTpAT SOX10+,
. YacTO MHOXKUHHI;, TUIIOBA |emiTenoiqaux abo |HMB-45+,
MertacraTu4Ha Menanoma mkipu o .
. JIOKaJTi3amisg — BOJOCUCTa |BepereHomnoaionux |Melan-A+
MeJIaHOMa IKipu |abo caM30BUX
YacTHUHA TOJIOBH, TYIy0 | MEJaHOIMTaPHUX
KIIITHH; MOKJIMBUN
HEKpPO3
. [inbHi By3mUKH 200 ATHnosi TTF-1+,
IlceBaoaimgomaTos| AreHOKapIIHHOMH P .
OJIAIIKHY, 1110 eniTemnioiaHi Napsin A+
He MeTacTa3yBaHHs |jiereHs, LIIKT . .
KJIITHHHU B (;ereni);
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[IponorxxenHs TabauIll 8.

R . . . | JdiarHocTu4Hi
IlepBunHa Kainiuni Iicrosoriuni
Tun / popma . Mapkepu /
MyXJIMHA 0Cc00JIMBOCTI O3HAKH .
miaxoau
IMITYIOTh WIKipHY | TiMpoinHOMY CK20+, CDX2+
mimpomy OTOYCHHI (IIKT)
[lIBuako3pocTatodi | MonoMopdHwMi CK20+
YepBOHYBATO- iH(bITBTpaT MPiOHUX erinuclear
MeracraTn4yHa .  PBOHYB: (imeTpar 1p . (p .
. Mepxkenb-kiTiTHHHA | hi0NeTOBI By3nH, | «OmakutHuX» KiituH | dot-like),
Mepkeb-KJIITHHHA . .
KapluHOMa YaCTIIIE Ha y Aepmi MCPyV+,
KapLUHOMA o .
KiHIIiBKax abo Chromogranin+,
o0 Synaptophysin+
CynuHHAH, Coumiaai THI3OA PAXS&+,
HupkoBo-kiiTnHHA | 6arpsHO- KIiTHH 13 mpo3oporo |CD10+, RCC
MertacraTnuHa KapIuHOMa CUHIOITHHUN BY30JI, |IMTOIIIa3MOIo, marker+
HHUPKOBO-KJIITHHHA (mepeBaxHO IO JIETKO 3HaYHa
KapuuHoOMa CBITJIOKIIITHHHHNA | KPOBOTOYHTE; BaCKyJIsIpU3allis
THII) THIIOBO — BOJIOCHCTA
YaCTHUHA TOJIOBH
CuntomHi abo ManokiTHHHI NB84+, CD99+,
. MypILypOBi BY3JIUKH | iHQUIBTPATH; Myogenin+
HeiipobmacToma, ypryp Y imTp L o8 ’
MeTtacTasu JMTS9UX aBnoMiocapkoma. | ¥ HOBOHAPOLKCHHX | MOXKIMBHUI CKICPO3, WTI1+
COJTITHUX IMyXJTUH paba P > | Ta HEMOBIIAT MITOTHYHA (3amekHO Bif
HedpoObnacToma .
(«blueberry muffin |akTuBHICTH THUIY ITyXJIHHH)
lesionsy)

Epusunenoinna kaprnyuHoMa IMIKIpH HaW4acTillle acOILIIOETHCS 3 1HBA3UBHUM
PaKOM MOJIOYHOI 3aJI03U Ta MPOSABIISETHCS K €pUTEMATO3HA 1H(PIIBTPOBAHA OJISILIKA,
10 IMITY€ POKY. XapaKTepHOIO 03HAKOIO € JIepMaiabHui JiMpaTuuHui eM00i3M 6e3
ypakenHns emiaepmicy. Jliarnos miarepmkyethes ekcnpeciero GATA3, CK7, ER, PR
Ta BapiabensHuM HER2 [159].

By3on cectpu Mapii Ixko3ed € MMaTOTHOMOHIYHHUM JJIS MeETacTas3iB
aJICHOKAPIIMHOM ITUTYHKOBO-KHUIIIKOBOTO 200 IMHEKOJIOTTYHOTO MOXOKEHHS 1 KITTHIYHO
MIPOSIBISIETHCSL SIK OOJIICHE YTBOPEHHS B MEPiyMOLTIKAIbHIM AUISHIN. ['1CTOMOTIYHO
BU3HAYAETHCS JIEpMATbHUN a00 MIAMKIpHUA 1HPIIBTPAT 3aJI03UCTOTO THUMY 3
no3utuBHOW ekcnpeciero CDX2, CK20, a y pa3i rHEKOJOTIYHOTO MOXOHKEHHS —
takox PAXS [159].

TeneanrioekratuyHa (opMa METACTazy CHOCTEPITAETHCS MPU PAKy MOJIOYHOL

3aJI03U Ta MPOSBIAETHCA Yy BUTIIAI MHOKMHHHUX TejeaHrioekrasid. Mopdomoriuno
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BU3HAYAIOThCS BACKYJSIPHO-1HBa3WBHI IHTpajiepMalibHI THI3[Aa MyXJUHHUX KIITHH;
nosutuBHa ekcipecis GATA3 1 CK7 [159].

MeTtactatnyHa MeJaHOMa IIKIpU MOKE MaTH MIrMEHTOBaHY a00 aMeIaHOTUYHY
(dhopMy, 4aCTO 3 MHOKMHHUMHU ypakeHHAMU. JlepMalibHuil 1HDUIBTpAT IpeICTaBIeHUN
eHiTeNIOIAHUMUA 200  BEPETCHOMOMIOHMMHM  MEJAHOIMTAPHUMH  KIITHHAMH 3
Mo3uTUBHOIO peakmiero Ha S100, SOX 10, HMB-45, Melan-A [159].

[TceBnoniMdbomMaTo3He MeTacTa3yBaHHs IMITY€E IIKIpHI JiM(pOMH, HaldacTiIe
noxXoauTh Bl ageHokapuuHoMm jereHb abo IIKT. Xapakrepni miiibai JimM¢oinHi
1HOUIBTpATH 3 ATUIOBUMHM EMITETIOINHUMH KIITUHAMH, iMyHOMapkepu — TTF-1,
Napsin A, CK20, CDX2 [159].

Mertactatnuna Mepkenb-KIITHHHA KapliMHOMa MaHI(PEeCTye sIKk YepBOHYBATO-
(b1071€TOB1 By3/1M 3 MOHOMOP(QHUM 1H(OUILTpATOM JPIOHUX KIITUH, MO3UTUBHHUX Ha
CK20 (y Burasai ToukoBoi nepunykieapHoi ekcnpecii), MCPyV, Chromogranin 1
Synaptophysin [160].

Meractasu HUPKOBO-KIITHHHOI KapIMHOMH, MEPEBAXKHO CBITIOKIITUHHOTO
TUITY, TPOSBISIOTECS  OarpsHO-CHHIONIHUMH, BACKYJSIPU30BAaHUMH  By3JIaMHU.
INicTomoriyno — comiaH1 THI3AA KIITHH 3 TIPO30POI0 ITUTOIIA3MOI0, MO3UTUBHUX HA
PAXS, CD10, RCC marker [161, 162, 163].

Mertactazu AUTSYUX COJITHUX MyXJuH (HehpoOiacroMa, pabaomMiocapkoma,
He(pobiactoma) MOXKYTh OyTH MPUCYTHIMHU BXK€ MPU HAPOPKEHHI y BUIJISAL Tak
3BaHux '"blueberry muffin lesions". I'icronoris 3aneXxuTh BiA TUIY MyXJIHHH, 3
BiAMoBiHOIO ekcipeciero NB84, CD99, Myogenin, WT1 [159].

[Is cucremaruzaiiiss J03BOJSIE HE JIMIIE TOKPAIIMTH  JIIaTHOCTHKY
METaCTaTUYHUX ypaKeHb IMIKIpH, ajleé ¥ CBOEYACHO 3alliIO3PUTH HASBHICTH
MPUXOBAHOTO 3JIOSKICHOTO TMPOIECY Yy BHYTPINIHIX OpraHax, M0 Ma€ KPUTHYHE
3HAYEHHS I ITOAAIBIIOT KIIIHIYHOT TAKTUKH.

I'eHeTH4HO AeTepMiHOBaHI IyXJIMHHI CHHAPOMH.

[Ticns aHamizy OCHOBHHMX KiacH(]ikaiiil MIKIPHUX HOBOYTBOPEHB, JIOTIYHUM
HAaCTYITHUM KPOKOM € PO3TJIAJ poji chaakoBUX (HaKTOpPIB y IXHHOMY PO3BUTKY.

['eHeTnuHI MIKIpHI MyXJIMHHI CHHIPOMH CTAaHOBJISTH OKPEMY KaTETOpPil0 MaTOJIOTIMH,
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IPU AKUX M1JIBUILIEHUNA PU3UK PO3BUTKY HOBOYTBOPEHB 3yMOBJICHUM repMIHATUBHUMU

(3apOJIKOBMMH) MYyTallisIMH B OHKOTe€Hax a00 reHax-cymnpecopax MyXJIMHHOTO POCTY.

i

CHHIPOMHU 3a3BUYail YCHAJKOBYIOTBCA 3a ayTOCOMHO-JOMIHAHTHUM a0bo

PCUCCUBHUM THIIOM, XapPAaKTCPU3YIOTHCA paHHiM ITOYaTKOM, MHO>KUHHICTIO YPaKCHb

HIKIPH Ta YaCTOIO HASBHICTIO aCOLIMOBAHUX MyXJIMH BHYTPIIIHIX OPTaHiB.

Knacudikaiiiss reHeTHUHUX MIKIPHUX MyXJMHHUX CHHIPOMIB, MpEACTaBIcHA Y

Tabnauil 9, y3araJbHIOE HAWMBaXKJIMBIINII CITAJKOBI CTAaHM, IO AacCOIIOIOTHCS 3

MiBUIICHUM PHU3UKOM PO3BUTKY 3JOAKICHUX a00 MHOXHHHHX JOOPOSKICHHX

HOBOYTBOPEHB MIKIpH. J[0 TabauIll BKIFOYEHO TaKi CHHAPOMH, SIK CIMEHA MeJlaHOMa,

BAPI-acouiiioBanuii CHHAPOM, MIrMEHTHA KcepoiepMa, CUHIpoM ['opitiHa, KOMITIIEKC

KapHi, cungpom Mripa—Toppe Ta cuaapom bpyka—Illnirnepa.

Ta6auus 9. Kinacudikaiiisi reHeTUYHUX MIKIPHUX TYXJTUHHUX CUHJIPOMIB (3T1IHO 3

I'eneTnuyna . .
Tunm mwKipHUX Kurouosi
Cunapom NPUYUHA / . Pusux / IIporuos
. Iy XJIMH 0C00/IMBOCTI
MyTauis
CDKN2A Menanoma, AyTOCOMHO-IOMiHaHTHE | Bucokwuii pusnk
Cimeiina (p16INK4a, JCIUTACTUYHI HEBYCH | yCTIaJKyBaHHsI, YHUCICHHI | MEJIAHOMH, & TAKOX
MeJIaHOMA pl4ARF), aTHUIOBI HEBYCH; PaHHIN | ITiILTYHKOBOI,
(FAMMM) CDK4, BAPI1, IOYaTOK MEJIAHOMU MO3KOBOI ITyXJIMH
TERT
CHEAPOM BAPI-HeBycH, HamiBkymonbHi Bucokuii pusuk
B APlp MenaHoMa (IIKipH, HirMEHTHI MIKipHi MYJIBTHOPTaHHUX
. . BeaJbHa QKEHHSI; TIO3UTUBHUM |3JTI0SKICHUX IyXJIMH;
acomiiioBanoi |BAPI1 y .)’ yp L . Y i
. Me30Ten1oma, snepanid BAP1; CIIAJIKOBUI XapaKTep
CXHJIBHOCTI 110 . .
0a3abHOKITITHHHA MYJIbTHOPTaHHHUN
NYyXJHH
KapIMHOMa CHUHJPOM
BbazanpHOKTITHHHA Hedekr nykieornanoi | HamzBuvaiino
KapIuHOMa, eKCIU31IHOT perapallii; |BUCOKUH PU3UK
IlirmenTHa MyTarii TeHiB | IJIOCKOKIIITHHHA HiIBUILEHA MHOKWHHUX TTyXJIMH
KcepoaepMa penapartii JIHK | kapunnoma, Menanoma | OTOUYTIIMBICTS; y IUTSAYOMY Billi
XP) (XPA-XPQG) [I0YaTOK Y IUTHHCTBI;
MO>KJIMBI HEBPOJIOTIUH1
CHUMIITOMHU
MHOXHHH1 AyTOCOMHO-OMiHaHTHE; | Bucokuii puznk
CHEAPOM 0a3aJbHOKITI THHHI mHoxu1HHI BKK B HOBHX IyXJIVH,
FopJIiI:I a PTCHI1, SUFU |kapuuHoMu, GpiOpo3Hi | MOJIOIOMY Billi; 0co0uBo micis Y-
. 171KO MaMyJH, KICTH Ienen | Kanbimdikaiii damke OTIPOMIHEHHS
(neBoinHa BKK) (pinxo) Y, B 1 (b it ¢ p
nepeOpi; puzuk
MeIyJI00J1acTOMHI
[lirmenTHI HEBYCH MHOXHHHI eHIOKpHHHI | Pu3uk cepreBux
Kommiexkc . . .
Kapni PRKARIA (cuHIOWIHI), METaHOMA, | TyXJIMHW; KapAialibHi Ta |yCKJIaIHEHb;

HIKIpHI MiKCOMI,

MIKIPHI MIKCOMH;

[IOTEHIIHA
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[IponorxenHs TadauIl 9.

I'eneruuna . .
Tunu mKipHux Kuarwouosi
Cunapom npuymnHa / . Pusux / Ilpornos
. NYXJIMH 0C00JIMBOCTI
MyTrauis
nopyuieHHs PKA CMEPTHICTB Bij
CUTHAJIHTY MIKCOM
Cebaneoma, Bapiant cunapomy Bucokuii pusuk
Cunpom MSH2, MLH] cebareiina JliH4a; mKipHI MyXJIMHA BgyTpimHix KapLIHOM
Mioipa—Toppe (reHg mismatch |kaprmHoMa, + o PI3HHX JOKaTi3aIlii
repair) KepaToakaHTOMa KOJIOpEKTaJIbHUI/TIHEKO
JIOTIYHUHN paK
Tpuxoemiteniomu, AyTOCOMHO- MoxnuBa pinkicHa
CuHapom ATIHAPOMH, JIOMIHAHTHE; MHOKHHHI | MQJTIrHI3aLlis;
bpyka— CYLD CITipaJTbHI aICHOMH TOOPOSIKICHI MyXJIMHA | KOCMETHUYHI IIPOoOIeMu
Hlnirnepa HPUIATKIB; TOPYLICHHS
NF-xB msxy

Cimeitna menanoma (FAMMM, Familial Atypical Multiple Mole Melanoma
syndrome) — 1€ CHagKOBUW CHUHAPOM, IO XapaKTEPU3YETHCS BHUCOKUM PU3HUKOM
PO3BUTKY MEJIAHOMHU IIKIpU, a TaKOX AacOIliMOBAaHMX 3JIOSKICHUX HOBOYTBOPEHBD,
30KpeMa paxy IiIIUTyHKOBOT 327103 Ta IyXJIMH LIEHTPaIbHOI HEPBOBOI cucTeMu [ 164,
165]. T'eHeTHYHO 3yMOBJICHH TE€PMIHATUBHUMM MYTalllsIMU B TaKUX TEHaX, SK
CDKN2A (sixuit kogye Oumku pl6~INK4a” 1 pl14*ARF*), pinme — CDK4, BAPI,
TERT [90,91]. YcnankoByeTbcst 3a ayTOCOMHO-IIOMIHAHTHUM THIIOM 3 BHCOKOIO
neHeTpaHTHICTIO. KIiHIYHO XapaKTepu3yeTbCss MHOXKXUHHUMH —JUCTUIACTUYHUMU
(aTUMOBUMU ) HEBYCaMU Ta PaHHIM PO3BUTKOM MEJIaHOMH, YaCTO B MOJIOIOMY Billi [ 164,
165, 166]. CunapoM BHUMarae TreHETUYHOIO KOHCYJbTYBaHHS, JIUHAMIYHOIO
CIIOCTEPEKEHHS Ta IPEBEHTUBHUX CTPATETiH y MAII€HTIB 1 YJIEHIB POJIUHH.

Cunnmpom BAPI-acomiioBanoi cxunmpHocTi A0 nyxiuH (BAP1  tumor
predisposition syndrome) — 1€ CragkoBHil MyJIbTHOPTraHHUN MYXJIUHHUN CUHAPOM,
3yMoBJieHu# repminatuBHuME MyTarlisimu B redi BAP1 (BRCA 1-associated protein 1),
AKUM BUKOHYE (YHKIIIO Cylnpecopa NyXJIUH 1 peryisropa yOiIKBITHH-3aJI€KHOT
nerpanaiii 6i1kiB [167, 168]. YcnaakoByeTbesl 32 ayTOCOMHO-IOMIHAHTHUM THIIOM.
XapakTepu3yeThCsl CXIIIBHICTIO 10 PO3BUTKY YBEaJIbHOT MEJIaHOMU, MEJIaHOMH LIKIPH,
3JIOSIKICHOI ~ ME30TEIIOMHM, HUPKOBOKJIITUHHOI KapLUMHOMH, 0a3albHOKIITHHHOI

KapIMHOMU Ta 1HIUX Heorasii [ 168]. Tumoum mkipaum nposiBom € BAP1-HeBycu
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— KYIOJIONoA10H1, MIrMEHTOBaH1 a00 TiMOMIrMEHTOBaHI HOBOYTBOPEHHS 3 BTPATOIO
anepHoi excapecii BAP1 npu imyHoricTtoxiMiuHOMy nociigxeHH1 [167]. Cunapom
aCOLIIIOETHCA 3 BUCOKHM PU3UKOM PO3BUTKY 3JIOSIKICHUX MyXJIMH y KUIBKOX OpraHax,
o OOYMOBIIOE TOTPeOy B TEHETUYHOMY TECTyBaHHI, MIKIUCIUIUIIHAPHOMY
MOHITOPHHTY Ta OHKOIIPO(]1JIaKTHUILII.

[TirmentHa kcepomgepma (Xeroderma pigmentosum, XP) — pigkicHuii
ayTOCOMHO-PELIECUBHUM  CMAAKOBUM  CHHIPOM, IO  BHUHUKA€E  BHACIHIJIOK
repMiHAaTUBHUX MYTalliil y TeHaX CUCTEMH HYKJICOTHAHOI ekciu3iiHoi pemaparii JJHK
(XPA-XPG, ERCCI) [106, 169]. IlopymieHHs 1i€i cUCTEMU NPU3BOAUTH JO
HECIIPOMOXKHOCTI  KJITUH  ycyBaru  nomkomkenHs — JIHK,  Bukmiukani
ynbTpadioneroBum (Y®) punpomiHoBaHHAM. Kiiniuno XP XxapakTtepusyerbcs
BHCOKOIO (POTOUYTIUBICTIO, TIIIE€P- Ta TIMOMITMEHTAIIEI0 BIAKPUTHX JUISTHOK IIKIPH,
TeJeaHrieKTa3isiMu, mnepeayacHuM (otoctapiHHsaMm, a y 45-60% mnamieHTiB —
TSOHKKAMHU HEBPOJIOTIYHUMH MOPYIICHHAMH. Y XBOPHUX YK€ 3 PAHHBOTO TUTSYOTO BIKY
pPO3BUBAIOTHCA ~ MHOXKHMHHI ~ 3JI0SKICHI ~ HOBOYTBOPEHHS  INKIpH,  30Kpema
0a3aJIbHOKJIITUHHA Ta TJIOCKOKJIITUHHA KapIIMHOMHU, a TaKoX MelaHoma [169]. Pusuk
IIKIpHUX MyXJIMH Yy mamieHTtiB 13 XP 3pocTtae B Kilibka THUCSY pa3iB MOPIBHSHO 3
nonyJisilier0. PaHHA JlarHOCTUKA Ta YKOPCTKUM 3axucT Bl Y D-BUNPOMIHIOBAHHS €
KITFOYOBUMH JIJIs1 3aTIO0ITaHHS TSHOKKUM YCKITaTHEHHSIM.

Cunnipom 'opiina (CMHIPOM HEBOITHOT Oa3aTbHOKIITUHHOT KapuuHoMu, Gorlin
syndrome, NBCCS) — ayToCOMHO-IOMIHAaHTHE CIaJIKOBE 3aXBOPIOBAHHS, 3yMOBJICHE
repmiHaTuBHUMHU MyTarisiMa B Tedi PTCHI, pigme — SUFU, ski KoayroTh OUIKH
curHasibHoro 1wisixy Hedgehog [106, 170]. KniHIYHO CHMHIpPOM XapaKTepu3yeTbCs
PO3BUTKOM MHOXHMHHUX OazanbHOKIITUHHUX KapiuHoMm (BKK) y mMomnomomy Bii,
0COONMMBO Ha [IASHKAX MIKIPH, W0 MIAI0ThCs yiabTpadioneroBomy (YD)
ONMPOMIHEHHIO. [HIN THUNOBI MPOSBH BKIIOYAIOTH (PiOpO3HI a00 TPUXOEMITENI0iIHI
Mamyjad 00JMYYs, OJIOHTOT€HH1 KICTU ImeJiern, Kajabludikaiio ¢ainkc nepedpi Ta
aHoMmamii pPO3BUTKY KICTOK (Hampukmanm, pebep). Y HociiB wmyrtamii SUFU
CIIOCTEPITaEThCA MIABUILCHUN PHU3UK MeAysIo0iacToMu y autsdoMy Bimi [170].

3axBOPIOBaHHS CYNPOBOIKYETHCSI BUCOKUM PU3UKOM PO3BUTKY HOBUX IMYXJIMH IIKIPH
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IPOTITOM JKHUTTS, 0CcoOMMBO mpu YD-ekcmosuilii, 1mo O0OyMOBIIOE TOTpPeOy B
peryJIIpHOMY JE€pPMaTOJIOTIYHOMY HArJIs/Il Ta POTO3aXHCTI.

Kommnekc Kapui (Carney complex, CNC) — pigkicHUH ayTOCOMHO-
JOMIHAHTHUN CHUHIPOM, IO CHPUYUHEHHH TEePMIHATUBHUMHU MYTalllIMU T€Ha
PRKARIA, sxuii xomye peryiastopHy cyOoaunuiio mnporteinkiHazu A (PKA),
nopymyroun  HAM®-3anexnuid  curHanbHui  nuiax  [171].  3axBoproBaHHS
XapaKTEPU3yEThCSI MHOKUHHUMU MITMEHTHUMHU YPOXKCHHSIMU WIKIpHU (Y TOMY YHCII
CHUHIOIIHMMH HEBYCaMH, JICHTUTIHAMH), MIKIPHUMU MIKCOMaMH, a TaKOX BHCOKUM
PU3UKOM PO3BUTKY MeJlaHOMH. YacTuMu € KapAiajibHI MIKCOMH, IO MOXYTh OyTH
KUTTE3ATPO3IMBUMHU Uepe3 OOCTPYKIIIO CEpIIEBUX KilanaHiB abo pu3uk emoomii [171,
172]. Takox xapakTepHl €HIOKPUHHI TyXJIUHU — HANpPHKJIad, IEpBUHHA MITMEHTHA
BY3JIMKOBa aJIpe€HajoBa TiMepIiasisi 3 PO3BUTKOM cuHApoMy KymiwHra, myxJIdHU
rinodiza, seqok abo murTonoaioHoi 3amo3u. Kommuiekc KapHi € mynbTropranHuM
MyXJIMHHUM CUHAPOMOM 3 MOTEHUIWHO TSKKUM MepediroM, 1110 BUMArae peTesibHOro
KJIIIHIYHOTO MOHITOPHHTY.

Cunapom Mrioipa—Toppe (Muir-Torre syndrome, MTS) — ue piaxkicHUI
BapiaHT cuHApoMy JliH4a (HacaeACTBEHHOTO HETOIINO3HOTO KOJIOPEKTATHHOTO PaKy),
110 3yMOBJICHHI TeépMIHATUBHIUMH MYTaIliISIMU Y T€HAX pernapariii HecriapoBaHUX OCHOB
JIHK (mismatch repair — MSH2, MLHI1) [173]. Kni"iyHO XapakTepuszyeThCs
MOETHAHHSIM IIKIPHUX MYyXJIMH CallbHUX 3ali03 (30KpeMa cebareom, cebaieiHoi
KApLUHUHOMHU, 1HO/1 KEPaTOAKaHTOM) 13 3JIOSIKICHUMH MyXJIMHAMHU BHYTPIIIHIX OpraHiB,
HaWYacTIIe KOJIOPEKTAIHHOTO paky abo TIHEOJIOTIYHHUX KapIMHOM (€HIOMETpis,
seyHukiB) [173, 174]. YpakeHHs MIKipyU MOXKYTh OyTH MEPIIUMHU MMPOSIBAMU CUHIAPOMY
Ta MarOTh IIarHOCTUYHE 3HAYEHHS JJIs1 BUSBIICHHS 0C10 13 BUCOKUM PU3UKOM PO3BUTKY
MHOXUHHUX BHYTPIIITHIX KapIIMHOM PI3HHUX Jokami3amiid. CHHAPOM YCIaIKOBY€ETHCS
ayTOCOMHO-JIOMIHAHTHO 1 MOTPEOYy€e€ MOJIEKYJIAPHO-T€HETUYHOTO MiATBEPIKEHHS Ta
MDKJIUCIUIUTIHAPHOTO HATJISTY.

Cunnmpom bpyka—Illmirnepa (Brooke—Spiegler syndrome) — 1me pigkicHuit
CTHaIKOBHIA TYXJIMHHUW CHHIPOM, 3yMOBJICHUN T€pPMIHATUBHHUMH MYTAIliIMUA Yy T€Hi

CYLD, sikuii Bimirpae posib HeratuBHoOro peryistopa NF-kB curHaibHOTO NUIAXY.
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3aXBOpIOBAHHS  YCMAJIKOBYEThCS 332  ayTOCOMHO-IIOMIHAHTHMM  THUIIOM  Ta
XapaKTEPU3y€ETHCS] PO3BUTKOM MHOXKUHHUX JOOPOSKICHUX MyXJIUH MPUAATKIB IIKIPH,
30KpeMa TPUXOCMITENIOM, IMIIHAPOMIB Ta cripadbHuX aneHoMm [175]. He3Baxkaroun
Ha TEePEeBAXXHO JIOOPOSKICHHM TepeOdir, MOXKJIMBE PIAKICHE MairHI3yBaHHS TaKUX
yTBOopeHb. OCHOBHUMH KIIHIYHUMH MPOOJIeMaMH € KOCMETUYHI Je(eKTH, K1 4acTo
noTpedyIOTh XIPypriYHOTO BTpYYaHHs a00 1HIIUX TEPANeBTUYHUX 3aXO0/IB.

AHani3 cydacHoi kiacudikailii MyxJIMH IIKIpU 3a 1’stuM BuganHsm BOO3
(2023) pemoHcTpye ii BHCOKY CTPYKTYpHY Ta (YHKIIOHAJIbHY MIHHICTD ISt
JEpMaToNaToyiorii Ta  KIIHIYHOI ~ TPakTUKH. [HTerpamis  TiCTOT€HETUYHUX,
MOP(QOJIOTIYHUX, IMYHOTICTOXIMIYHHUX 1 MOJICKYJIIPHO-TEHETUYHUX XapPaAKTEPUCTHUK
3a0e3neyye TOYHE PO3MEXKYBaHHS MyXJMHHUX (OpM, HO3BOJSIOUM BHU3HAYATU
TOOPOSIKICHI, MPOMDKHI Ta 3JI0SKICHI THUIHA 3 TMPOTHO3ZHUM Ta TEPANeBTUYHUM
3HaueHHsIM. CrcTeMaTu3allis 3a BOCbMU KIIOYOBUMU IPYIIaMU - KEPATUHOIIUTAPHUMH,
MEJIaHOIIMTAPHUMH, TTyXJIMHAMH IIKIPHUX MPHUAATKIB, HOBOYTBOPCHHSIMH HITTHOBOTO
amapary, reMOTO€TUYHUMU Ta JIIM(POITHUMHU MyXJIMHAMU, TyXJIHHAMU M’ SIKUX TKaHUH,
METAaCTaTUYHUMHU YPOKCHHSIMH Ta TE€HETUYHO JICTCPMIHOBAHUMH CHUHAPOMAaMHU -
3abe31euye CTPYKTYpOBaHY OCHOBY IS KJIIHIKO-TIATOJIOT1YHOT OIIIHKH.

BuyTpimHs nudepeHuianiss KOXKHOI Tpynd Ha MIATHUOM 3 ypaxXyBaHHAM
KJIIHIYHOT TOBEIHKH, MATEpPHIB POCTYy Ta MOJEKYJISIPHOTO MPOdiUI0 MiABUIILYE
TOYHICTh JIaTHOCTUKH Ta JIO3BOJIIE ONTUMI3YBaTH TEpAleBTHUYHI CTpaTerii.
3acTOCyBaHHSI IMYHOTICTOXIMIYHHUX Ta MOJIEKYJIIPHUX MapKepiB CHpPUSE PAHHbOMY
HEMEe3eHXIMaIbHUX ypakeHb. KpiMm Ttoro, kmacudikaris BOO3 ciayrye enunum
HAyYKOBO OOTPYHTOBAaHUM CTAaHIAPTOM ISl JOCTIKEHBb, IO CTHMYJIOE PO3BUTOK
MPEIU3iHOT MEIUIMHU Ta pPO3pOOKY MEepPCOHANI30BAHUX MPOTOKOJIB BEICHHS

MAIE€HTIB.
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