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ManunnAapHbie HOBOOHOPA30BaAHNA MONOYHOM
¥KeJsie3bl COCTaBIAT HEOAHOPOAHYIO rpynny,
BKAOYAlOT A0OpOKayecTBEHHbIE U
3/10KQ4YeCTBEHHbIe ONyXOo/Nn.

ITU NnopaxKeHnsa MMetoT obLLYO0 KapTUHY pOCTa,
XapaKTepU3YIOLLYCA HAaMYMEM TINCTOBUAHbIX,
BETBALLMXCSA COCOYKOB Pa3HOM AJIMHbI U TOALLUMHbI,

KOTOpble COCTOAT U3 pnObPOBACKY/IAPHOMN OCHOBDI,
NOKPbITOMN 3NUTENNEM.




09.12.2021

Knaccndumkauma BO3 2018

BHyTpunpoToKkoBasa nanuaioma (8503/0)
BHYTpMNpOTOKoBasA nanuanoma c ADH/DCIS
(He pekomeHAyeTCcA TEPMUH «MANUNNOMATO3Y)

MpoToKoBaa NanuAnapHan KapumHoma in situ (DCIS, papillary) 8503/2

MNHKancynnpoBaHHaA NanuanapHaa KapuuHoma in situ (8504/2),
c nHBasmen (8504/3)
(He pekomeHAayeTCA TEPMUH K BHYTPUKUCTO3HbIN NanUANAPHbIN paKky)

ConuaHana nanuanApHana KapuuHoma in situ (8509/2),
c nuBasmnen (8509/3)
MNHBa3MBHaA nanuanapHana KapumHoma (8503/3)

ObLwune NPUHLUMNbI ANArHOCTUKK

1. I'Ipasmanoe MaKpoOCKonn4yeckoe nccsiegosaHune, KOtopoe BKAKOYaeT
TWaTenbHOE NPoA0/ibHOE BCKPbITUE NOPAXKEHHOTIO NPOTOKA A0
onyxoau.

2. He peromeHayeTca NCnosib30BaTb 3aMOPOXKEHHbIE CPpe3bl Npu
noao3peHnnN Ha NannanApHoe noparxKeHmne, Tak Kak pasinymnTb
,D,O6pOKa‘-IeCTBeHHOE M 3/10Ka4eCTBEHHOE O6pa3OBaHMG MOXKeT ObITb
l-I|:)e3BbI‘-Ial\/'IHO CNOXHO, KpOME TOro , 3amMopo3Ka o6pa3u,a MOXET
NPMUBECTU K UCKAXKEHUIO TKaHeN 1 NoABNEHUIO apTe(I)aKTOB, KOTOpble
MOTYT nomewaTb OKOHYaTe/IbHOM ANarHoCTukKe.

3. OueHKa HannumA 1 pacnpeaeneHusa KNeTok MMoanuTenua B
Onyxonu.

4. bonee BaXKHO TLLATE/NIbHOE UCCNEA0BAHNE OKPYKAIOLLNX TKAHEN
MOJIOYHOM Kene3bl Ha 0bHapyXKeHne o4aroB NPOTOKOBOrO paka in situ.
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[Mcrtonornyeckas XaPaAKTEPUCTUNKA HEUHBA3NBHbIX CI)OpN\

06Pa3OBaHMe pacnonoxeHue APXUTEKTOHUKa 3nuTenmnanbHble KNeTKU

BHyTpunpoToKoBas
nanuaaoma

Manunnoma c
ADH/DCIS

NanunnsapHblii DICS

MHKancynMpoBaHHas
nanuanapHas
KapuuHoMma

ConugHas
nanuanapHas
KapumHoma

OAnHOYHaA
LeHTpanbHas uam
MHOKECTBEHHbIe

OAnHOYHaA
(ueHTpanbHasA) unm
MHOXeCTBEHHble

MynbTudoKansHoe
nopaxexue

OanHOoYHaA

OAanHOoYHOE nnn
MHOXeCTBEHHOE
nopaxeHue

YeTKkoe cocoukoBoe
CTpoeHue

YeTKoe cocoukoBoe
CTpoeHue

TOHKME COCOYKM,
MHOrAa BETBUCTbIE

MHorouncneHHble
TOHKWE COCOYKHU,
BblpaXKeHa Kancyna

ConupHoe cTpoeHune
C TOHKUMK PUbpo-
BACKYNAPHbIMU
neperopofkamu

[eTeporeHHble KNETKM: JIIOMUHa/bHbIE,
06bl4HasA NPOTOKOBAsA rUnepniasus,
anoKpuHU3aums

®OKYCbI CO CTPYKTYPOM U KNETOUHBIMM
ocobeHHocTAmKn ADH/DCIS

TOHKMEe COCOYKM, MHOTAA BETBUCTbIE

ATnus KneTok Kak npu DCIS ntoboi rpagaumm
Kpnbpo3Hoe 1 connaHoe cTpoeHne

BepeTeHOKNEeTOUHbI KOMMOHEHT,
Helpo3HAOKPUHHAA AnddepeHLMpoBKa,
MHTPa- U 3KCTPALENIIONAPHbIA MyLIMH

MwuosnuTennanbHble KNeTKU B NANUANAPHbIX
obpa3oBaHUAX
| |Mwoonwrenwiiscocosax | Mwoanurenwiino nepuepun |

BHYTPMNpPOTOKOBasA Nanuajioma
Nanunnoma ¢ ADH/DCIS

MNanunnapHblit DCIS

MHKa NcynanpoBaHHaA NanUAAApHana

KapunHoma

COJ'IVITapHaFl nanuanapHaa

KapunHOMmMa

npucyTcTeyert

Pe3Ko CHUXKeHO Konn4ecTso B

ATUNUYHDBIX Y4aCTKaX

OTCYTCTBYET B COCO4YKaxX

oTCyTCTBYET

oTCyTCTBYET

npucyTcTeyer

npucyTcTeyet

npucyTcTeyet

oTcyTcTBYET

Mo>KeT npucyTcTBOBaThH




09.12.2021

NMMYHOrMCTOXMMMYECKNE MapPKepbl AN
anbdepeHUManbHOM ANArHOCTUKHM

* MapKepbl MnoanutenmanbHblx Knetok: p63, SMA, SMMHC,
calponin

LinTokepatnHbl HMW (CK5/6, CK14)
[opmoHbl: ER/PR
Opyrue: ChromograninA, Synaptophysin

BHYTpMNpoOTOKOBaA nanuaaoma

5% Bcex f,06pOoKayYecTBEHHbIX OMyXoneM.

Yawe Bcero BosHuKaeT B Bo3pacte 30-50
ner.

BcTpeyaeTcs y KEHLWMH U Y MYMKUMH.

PasBuBaeTca B KPYMNHbIX U ME/IKUX NPOTOKaX.
Pa3mepbl OT HECKO/IbKUX MUAIMMETPOB 40
3-5 cm, peako 6onblue.

OavHoyHoe obpasoBaHue (B 90% cnydyaes),
BO3HMKAET U3 KPYMHbIX NPOTOKOB,
pacnonaraercsa cyb6apeonspHo, KAMHUYECKH
NposBAAeTCA KPOBAHUCTLIMU
BbIAENEHNAMM U3 COCKa.

MHoxecTBeHHOe (Y NaumMeHTOK HECKO/IbKO
MOJIOXE M He NPOABAAETCA BblAe/eHUAMM
M3 COCKa, MOMKET BbITb ABYCTOPOHHMM),
pacrnonoxeHue no nepudepum, Bbllle pUCK
pa3BUTUA pakKa.
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McTtonornyeckmne ocobeHHoCcTH

1) BapuabenbHble ¢nbpo3HbIE U GUOPOBACKYNSAPHBIE COCOYKM
NOKPbITbIE 3NUTENNANIbHBIMU U MUO3NUTENNANBbHBIMU KNETKaMU,
MMEIT OAHY UM HECKOJIbKO HOXEK, COeAMHEHHbIX C Karncynoi
WA CTEHKOW NPOTOKaA;

2) anuUTeNnnn KYBUYECKUIA NNU UUINHOPUYECKUN, MOXKET
cogepKatb 0ObIYHYIO NMPOTOKOBYIO TMNEPnIa3nio, aTUNUYECKYHO
NPOTOKOBYIO rMNEpPnAa3mnio, NPOTOKOBbIN PaK in situ;

3) anuTenunii MoxeT BbiTb C aNOKPMHOBOW MeTannasnen u/mnu
NNOCKOKNETOYHOM MeTannasmemn, YTo YacTo aCCOLMMPOBAHO C
NHPapKTamu.
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MMMYHOIMCTOXMMMYECKAA XapaKTEPUCTUKA
BHYTPUNPOTOKOBOM Nanui/ioMbl

A
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MMMYHOrMCTOXMMMYECKAA XapPaKTEPUCTMKA
BHYTPUMNPOTOKOBOM NManuAI0OMbl: MUO3NUTENNUN B
nanuanome
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[Manunnoma c atunmyeckom nponndepauymnen mn

Kputepummn noctaHOBKM ANArHO3a
BHYTPUNPOTOKOBOW NANMAN0Mbl C aTUMNYECKOM

nponndepaumnen ADH/DCIS

[pynnow skcnepTtos BO3 ycTaHoBneHa cut off point 3 mm

ADH: - oyaru paamepom meHee 3MM C HU3KOM CTENEHbIO aTUNNK
anep

DCIS: - oyarn 3mm 1 bonee ;

- o4aru ntoboro pasmepa c YMePEHHOM U BblpaXKEHHOWN
aTunuen saaep
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KnnHuyeckoe 3HavyeHmne ADH/DCIS He onpegeneHo!

HekoTopble aBTOpbl COO6LAIOT O 3HAYUTE/ILHOM YBE/IMYEHUM PUCKA
B 7,5 pa3 pa3BUTUA B NOCNEAYIOLLEM Paka MOJIOYHOM Kenesbl.

PUCK pa3BMTMA paKa yBEIMYMBAETCA NPU MHOMXKECTBEHHbIX
nanuaaoMax Cc aTunmnyeckomn npoandepaumen.

CambiM BaXHbIM GaKTOPOM, ONpeaenaowmMmMm TaKTUKY BeAeHUA,
asnsetca Hannume ADH m DCIS B OKpyKatoLen TKaHN MOIOYHOM
x)enesbl, 4To bonee TeCHO CBA3AHO C PUCKOM peLunanBa, YHem
KayecTBEHHble 0COOEHHOCTM MK CTeNeHb aTUNMK B NanmManomax!

* Yyumeieas ebiweu3noxeHHoe, caedyem onmumasnbHbIM
xupypauyeckoe nevyeHue nanusanom ¢ ADH u DCIS ¢ nocnedyrowjum
HabnodeHuem.

ManunnnapHaa NPOTOKOBaA KapuyMHoma in situ

OCHOBHbI€ XapaKTEePUCTUKN:

-ToHKMe pnbpPOo-BaCKyNAPHbIE COCOYKM,
MOKPbITbIe MOHOTOHHBIMW 3NUTENINANBHBIMU
K/JIeTKaMM, 4acTo CTPaTUOULMPOBAHHBIMM
CTON6YaTLIMM C HU3KOM U YMepPeHHON
atunuen agep;

- MWO3MUTENUI OTCYTCTBYET UAn cnabo
BbIPaKeH B COCOYKAX, HO OKPYKAET NPOTOK Mo
nepudepuu;

- nponudepaLmsa MOXKeT NPUHUMATb
Kpubpo3Hble, connaHble u
MUKpOManuAnsapHblie GopmMbl POCTa;

- MOMKeT HaboaaTbCs AMMOPOHan KNeTouHas
nonynauma
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MHKaI'ICVI'IMpOBaHHaﬂ nanUANApHaa KapunHoma

KNWHUYECKUE OCOBEHHOCTMU:

Moknnoi Bo3pacr.

0,5% - 1% Bcex cnyyaes paka MOIOYHOM XKenesbl.

MoeT 6bITb cBA3aHO € 06bI4HbIMM DCIS MM MHBA3UBHOM KapPLUUHOMOW

Hanuuve BblaeneHuin U3 cocka uam yanosoe obpasosaHme B
cybapeonapHoii obnactm

FTMCTONOMMMYECKME OCOBEHHOCTH :

OZVMH UM HECKO/IbKO Y3€/1KOB, OKPYYKEHHbIX TONCTON GUBPO3HOW
Kancynom.

COCOYKM HEXKHbIE CO CKYHOW CTPOMOW, MOKPbITbIE OAHOTUMHBIMMU
CTON6YATLIMM INUTENMANBHBIMU KNETKAaMM C HU3KOM MU YMEePEHHOM
atunuen saep.

OCHOBHble NaTTepHbl - COCOYKOBbIE, KpVI6pO3HbIe, connaHble.

Muo3nuTennanbHble KNETKU OTCYTCTBYIOT Kak BHYTPHM, TaK 1 No
nepudepun obpasosaHus

MoryT BbIfBAATLCA B BbICOKOANDDEPEHLMPOBAHHOM MHBA3WBHOM pake
WY NPEACTaBAATb ero Gopmy

Peako Ha6mo,a.aeTc;| BbICOKaA CTeneHb aTunuun aaep.

B OKpY»KaloLLMX TKAHAX MOTYT HabaloA4aTbCA 04ary MHBa3MBHOM
KapLMHOMbI (4aLlie NPOTOKOBOW)
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[MPOrHO3 MHKANCYIMPOBAHHOM KapLMHOMbI

* bnaronpuATHbIN NPU afEKBATHOM XMPYPTMYECKOM SIEYEHUM.

* B oueHb pPeaKkux cnydanax c006u.|,aeTcn O MeTacCTa3ax B I'II/IMd)Oy3I'IbI,
KOTOpble UMmenn TMNnM4Hoe nannmanapHoe CTpoeHue.

* Hanunume accoummpoBaHHOM NPOTOKOBOM KapLMHOMBI in situ B
OKpY*KaloLLen TKaHU YBEIMYMBAET PUCK PELlMANBA ONYXOJIN.

NB! Ecnn noparkeHne nmeeT CTPYKTYPY MHKANCy/IMPOBaHHOM
KapUMHOMbI, HO C Bblpa*KEHHbIM A4EPHbIM MNOAMMOPOUIMOM,
BbICOKOW MUTOTUYECKOM aKTUBHOCTbIO U/UAUN C TPONHbBIM HEraTUBHbIM
nnmn Her2neu-no3nTnMBHbIM GEHOTUMOM, OMNYXO0/b AONXKHA
CTaaMpoBaTbCA U FPAaMPOBATLCA KaK MHBA3MBHAA KapLUMHOMA.

11
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ConupgHaa nanuansapHaa KapuuHoma

Onyxonb, XapakTepusytow,anca
COIMAHBIM POCTOM C TOHKUMMU
NPOC/IONKaMM
dnbpoBaACKYNAPHOM CTPOMDbI

dnuTenmanbHble KNETKU YacTo
UMEOT HEMPOIHAOKPUHHYIO
andpopepeHUnpoBKyY
OT1aunyaetca 6Guonormyeckom
NHAMdPepeHTHOCTbIO
PaccmaTpuBaeTca Kak OaAnH U3
BAapMAHTOB pakKa in situ

OCHOBHbIe XapPaKTEePUCTUKU

* KIMHNYECKUE:

* Pepnkada onyxonb

* OAVMHOYHOE MM MHOXEeCTBEHHOe NopaXKeHue

* BcTpevaeTcay *KeHLWMH CTapyeckoro Bo3pacta (7-oi, 8-oi aeKkaapbl X KU3HK)
* TMCTONNOTMYECKWUE:

* CTPOMa CKygHasn, anuTennanbHble KNeTKN OAHOTUNHbIE, 06pa3ytoT
connaHbie npoandepaTbl, KNETKN BbITAHYTON MAN 0BOMAHON GOPMbI C
303UHOGUNBHOM FPAHYNAPHOM LMTOMNIA3MOMN, cnabas u ymepeHHas atunua
A4ep, MUTOTUYECKAs aKTUBHOCTb BapmnabenbHa

* MoOMeT BbIABNAATLCA BHYTPUKAETOUHAA N IKCTPALENONAPHAA NPoAYyKLUMA
C/IU3U, aCCOLUUMMUPOBAHHbIE YH4ACTKN MYLIMHO3HOM KapLUUHOMbI

* Umeer 6I'IaI'OI'IpMF|THbII7I NPOrHos. Penko moxer MeTacCTas3nposaTb MNpu
Ha/1M4NnN NHBaA3UMN.

12
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MMMVHOI’MCTOXMMMHECKME ocobeHHOoCTH

MO3NTUBHBIE :
* ER cunbHO 1 andodysHo
* PR HENOCTOYHHO ,HO YacTo CUAbHbLIN N ANdPY3HbIN

e  XpOMOrpaHwH 1 CMHaNTOPU3UH NONOKMTENbHbI MPUMEPHO B NONOBUHE cayyaes (Am J
Surg Pathol 2016;40:1334)

* INSM1 nonoxuTeneH B NoJIOBUHE Cy4aeB, M OH MOXKET ObITb NMOMIOKUTENbHbBIM B C/Iy4asnX,
Korga oH oTpuuaTteneH gnsa cMHantopusmHa u xpomorpaHuHa (Pathol Int 2021;71:51)

* Ki67 06bI4HO ABNSETCA HU3KUM U CPEAHUM
* HETATUBHbI:

* BblCOKOMONEKYNAPHbIE UMTOKEPaTUHLI (Hanpumep, CK5/6, CK14, 34 6eta E12) (Hum Pathol
2006;37:787)

« ERBB2 (HER2)
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MNHBa3MBHaA connaHasa nanuanapHasa KapumHoma
AVarHOCTUPYETCS, Korga conuaHasa nanunnapHasa KapumHoma
AEMOHCTPUPYET NPU3HAKM AECTPYKTUBHOIO POCTa BHYTPU
3KCTpanobynspHom CTpoOMbI:

— [He3aa onyxonu MMEIOT YII0BaTble UM HEPOBHbIE KOHTYPbI UK
06pasyloT HeperyaapHO aHaCTOMO3UPYHOLLME OCTPOBKM

— Mo3aunyHbIN BUA,

— [lecmonnactnyeckasa cTpoma

— [MornoweHne HOPMaNbHbIX Kenes
— Cocyaucrtaa nHeasuA

14
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ConnaHas nanuanapHas KapumMHOMa C
PEBEPCUBHOM NONAPHOCTbLIO

\
X Solid Papillary Carcinoma With

Reverse Polarity (SPCRP)
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* Peakoe nanunnapHoe nopaxkeHue c HeonpeaeneHHbIM
3/10Ka4eCTBEHHbIM NMOTEHLMA/IOM

e OtTAnynTenbHaa mopdonorus:

— Ctonbyatble anuUTeNNaNbHble KNETKM C annKaibHO PacnoNoXKeHHbIM
A4POM C NANUANAPHOMN, CONNAHON N GONNNKYNAPHON apPXUTEKTYPOM
* Alapa c npocBeTneHnem, 6O0po3aKoN M NCeBAOUHKO3NEN
(HanoMKWHalOT BapMaHT CTONBYATO-KNETOYHOTIO PaKka
LLMTOBUAHOM *Kenesbl)

* IJTW ONYXONU codepaT peunansupyrowme mytaumm IDH2 R172
nnn mytaumm TET2, BcTpeyarowmeca COBMeCTHO C MyTaUUAMM B
reHax nytu PI3K. Fresia Pareja et al. Mog, NyTtb. 2020 UtoHb
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MHBa3MBHbIN NAaNUANAPHbDINA paK

Cocrasnsaet okono 0,5 - 0,7% Bcex
MHBa3UBHbIX POPM paKa MOSIOYHOM
»enesbl

Y KeHLWWH B NOCTMeHOoMNay3e Ha
LUECTOM-BOCbMOM [A€CATUNETUMN XKU3HN

MHBa3MBHaA NanuAnApHaa KapumMHoOMa,
OMyX0/1b, KOTOPaA XxapaKTepusyeTca
COCOYKamu, ¢ GMbpoBacKynspHoi
CTPOMOW, MOKPbLITON 3N10Ka4YEeCTBEHHbBIM
anuTenuem (B cTpykType 6onee 90%
COCOYKOB).

e CymTaeTca, 4TO 3TU ONYXO0/IN acCOUUMPOBaHbI C BraronpUATHbIM
NPOrHO30M, HO OHM HAaCTONbKO pPeaKun, YTo HeobxoamMmo npexae
BCEro UCKAOYUTb BTOPUYHbINA POCT, HANpPMMep, ONyX0/b AUYHUKOB,
npexae, Yem NocTaBUTb AMarHo3 NepBUYHOM NaNnUANAPHOMN
KapUMHOMbI MOMIOYHOWM Xene3bl. PeaKknii noaTmn NHBa3NMBHOM
npoTokoBomn KapunHomsbl (IDC) (J Surg Res 2021;261:105)

* Onyxonn 06bI4HbIX TUNOB MHBA3UBHOM KapPLWUHOMbI MPOTOKOBOM
NN MYUMHO3HOM, KOTOpble HabaoaatoTca B CO4ETaHUM C
nanunanapHbimun DCIS, NHKaNCynNMpoBaHHOM NANUANAPHOMN
KapUMHOMOW UAN CONNAHOM NAanUANAPHOMN KapLUMHOMOW He
OONXKHbI OTHOCUTCA K KaTeropmm MHBa3MBHOM NanUANAPHOM
KapUMHOMBbI.
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BNNIArO4APHO 3A BHUMAHME!
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