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I'uranrokjaerounbie nmopaxxkenus (I'KII):

BY N NN NN N N

AN

I'uranrokjierounas onyxoJb (I'KO)
I'MraHTOKJIETOYHASI penaparuBHas
rpanyJjema (I'KPI')

AHeBpu3MaibHadA KocTHas Kucra (AKK)
Heoccupuuupyromas pudopoma (HOD)
XoHapoodJaacToma

I'mcTuonuTo3 M3 KJIeToK JlaHrepranca
I'mnepnaparupeouausm (Brown tumor)
XepyBu3m

Kaaccnueckas ocreocapkoma (giant-cell
rich, chondroblastoma-like and
osteoblastoma-like variants)

Jpyrue...



IIpoanaau3upoBaHo 955 ciaydyaeB onmyxojied KOCTeH y JeTed U
moaApocTKOB ¢ 2009 mo okTsa0ps 2017 1.
I'KII 0b1s11 BbIsiBJIeHBI Yy 223 manueHToB (23,4%).

NOF Cherubism Chondrobl.

LCH 4.8%_  0.5% 1%
ABC 6.3% -

6.8%
GCRG
2%

GCT
0.8%

‘?; ¥’



I'uranrokierounast onyxoJb (I' KO) y nereu ¥ moapocTkon




I'KO y nereu 1 moaApoOCTKOB

JloOpoxkadecTBEeHHAS, JIOKAJbHO arPecCHBHAS OMMYX0JIb KOCTH,
COCTOSIIIASA M3 MOHOHYKJIEAPHBIX KJETOK U THTAHTCKUX MHOIOSI/IEPHBIX
OCTEOKJIACTOMOM00HBIX KJICTOK.

boJjiee noJIOBUHBI BCEX CIyYaeB PerucTPUPYOTCH Ha 3-i1 M 4-11 fekaaax :KU3HU.

Y nerel 1aHHas ONMYX0JIb BCTpPeYaeTcsi KpalHe peako (menee 2%),
B OCHOBHOM, B IIOJIPOCTKOBOM BO3pAacTe.

B 6oabmuHcTBE cayyaeB I'KO Bo3Hukaer B MeTadpuzapHo-
INMUGU3APHON 30HE JJIUHHBIX TPYOUATHIX KOCTEH. Y NMOAPOCTKOB Yalie
B 00J1acTH MeTa(hu3a B HEMOCPEACTBEHHOM 0JIM30CTH K M (PU3APHOH
POCTKOBOM IJIACTHHKE.

B peaxux cayuasix (or 1 10 6%) BO3MOKHBI MeTACTA3BI B JIETKHUE.




I'KO y neTeu 1 moAPOCTKOB, JIy4eBasi AMATHOCTHKA

v' OnudpuzapHo-merapuapHasi
JOKATH3AMSA.

v JIuTHYecKHii HHTPaMeay UISAPHBbI,
JKCHEHTPHUYHBIA 0Yar MOPaKEeHM .

v' TlopakeHa pOCTKOBAasi 30HA.

v' Meny/LisipHbIH Kpaii XOpo1o
OrpaHUYeH, MOkeT uMeTh ''moth-eaten"
BHJI, 00bIYHO He CKJIEPO3MPOBaH.

v YacTo BTOPHYHbIE KHCTO3HbIE
usmeHeHus (aneurysmal bone cyst-like
changes).

v' Tlocie tepanuu RANKL unruéuropamu

MOKET BO3PacTarb J10JIs
CKJICPOTUYECKUX U3MEHECHUM.
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I'KO y nereu 1 moaApPOCTKOB, MAKPOCKONNYECKOE

HCCJICaA0BaAHUC
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I'KO y nereu 1 moaApoOCTKOB, UMMYHO(PECHOTHII:

Giant cells:

y

Positive:
CD45
CD33
CD68
CD51
TRAP
RANK

Negative:
CDI14
CDI163

Mononuclear
cells:

\

Positive:
P63

RANKL
CDI10

P63, x350, scan |

B '?g




I'KO nmocJjie Tepanuu 1eH03yMaooM:

!

H&E, scan x21 ‘
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I'KO y nerer u moapocrkos: HOBOE!

Europe PMC Funders Group
Author Manuscript
Nat Genet. Author manuscript; available in PMC 2013 December 01.

Published in final edited form as:
Nat Genet. 2013 December ; 45(12): . doi:10.1038/ng.2814.

Distinct H3F3A and H3F3B driver variants define
chondroblastoma and giant cell tumour of bone

Sam Behjati*!-2, Patrick S Tarpey*!, Nadége Presneau®#, Susanne Scheipl®5, Nischalan
Pillay®5, Peter Van Loo'7, David C Wedge', Susanna L Cooke', Gunes Gundem?, Helen
Davies', Serena Nik-Zainal'!, Sancha Martin', Stuart McLaren, Victoria Goodie’, Ben
Robinson’, Adam Butler!, Jon W Teague', Dina Halai®, Bhavisha Khatri®, Ola Myklebost®,
Daniel Baumhoer®, Gernot Jundt®, Rifat Hamoudi34, Roberto Tirabosco®, M Fernanda
Amary5, P Andrew Futreal’, Michael R Stratton', Peter J Campbell’10.11, and Adrienne M
Flanagan34.6

Ny siopung DIAG 2doing ¢

B 2013 rony Sam Behjati et al. ony0siukoBaIM JaHHBIE UCCJIEAOBAHUSA O
Hajuuun ApanBepHbix myTanui npu ['KO (H3F3A) u Xb (H3F3B). bouio
nmokaszano, 4ro 92% I'KO (49 u3 53) necyr myrauuio H3.3 B H3F3A.

The Journal of Pathology: Clinical Research

) ot Cin es April 2015, 1+ 113-123 | Original Article |
Published online 16 March 2015 in Wiley Online Library

(wileyonlinelibrary.com). p0I: 10.1002/cjp2.13

Diagnostic value of H3F3A mutations in giant cell tumour of
bone compared to osteoclast-rich mimics

Nadége Presneau,'?* Daniel Baumhoer,*® Sam Behjati,* Nischalan Pillay,> Patrick Tarpey,* Peter ] Campbell,*
Gemot Jundt,® Rifat Hamoudi,'® David C Wedge,* Peter Van Loo,*¢ A Bassim Hassan,” Bhavisha Khatri,>
Hongtao Ye,*> Roberto Tirabosco,> M Femanda Amary® and Adrienne M Flanagan'***




I'MranrokjierouHasi penaparuBHasi rpanyJjemMa
(I'KPI') y nereii 1 NoApPOCTKOB:

JloOpoKaYecTBEHHOE BHYTPUKOCTHOE TMTAHTOKJIETOYHOE MOPAKEHUE
(omyxo0Jib), HaM0OJIee XapaKTepPHoe AJIsl BePXHell U HUKHEeH YeJJI0CTH U MeJKHUX
KOCTel 100aBOYHOI0 cKeJieTa (KUCTH M CTOIIbI).

I'KPI' ¢ mopaskeHueM 4eJal0CTell 00bIYHO BCTPEYACTCH Y AeTeH U
MOJAPOCTKOB (IMepBble ABe AeKAAbl )KU3HH).

IlopaxeHue MeJIKMX KOCTeHd KUCTEH U CTOI B 0oJiee CTAPIIMX BO3PACTHBIX
rpynmnax (???).

Y nereit I'KPI' BcTpeuaercs Takke B paMKax pa3jiM4HbIX CUHAPOMOB:

1. XepyBu3m (ayTOCOMHO-AOMMHAHTHOE HACJIEACTBEHHOE 3a00/IeBaHKe,
KapTUPOBaHHOE HA XpoMocome 4p16.3).

2. Henipopuopomaro3s 1 Tuna.

3. Cunapom HyHaH.
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I'KPI' y nereu ¥ moapocTkoB
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I'KPI' y nereu ¥ moapocTKkoB

v' 20 cayuaeB
v' Maubuuku/desouxu 10/10

v Bospacr ot 5 10 17 et

v' JlokajmM3aius:
Huknsasa yearoctb — 9
Bepxusis yesmrocts — 10
JloOHas kocTh — 1

v' PerpocnekTuBHo B 3 cayuasix peuuaus (15%)

Pacnpenesenue mo Bospacry:

Ot 1003 Or3p07 Ot 7 pno 12

Ot 12 go 18

DR NVMANE CORPORIS FARRICA LInER 1, oy e

HYMANI COR- PORIS OSSIVM
sIMVE CQOMPACT O, VM CINTRERIOR

ex PACIE -x;un. $10.




XepyBU3M Yy JIeTeH U MOAPOCTKOB

DR NYMANE CORPORIS PARRICA LIamR 1, oy e

v 3 cjyuasi HYMANI COIf= PORIS OSSIvM

IIMJ‘L CQOMPACTD. JLI‘.‘(,\.I‘\'I‘HRIORI
X 'AClI3lXFl [y SO,

v’ Maabuuku//leBouxkn
1/2
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v Bospacr ot 3 10 16 et




I'KPI, rucrojiornyeckoe Mccjie10BaHue
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I'KPI, rucrojiornyeckoe Mccjie10BaHue




I'KPI' y nereu u moapocrkos: HOBOE!

"% NIH Public Access

go@ Author Manuscript
“HEN

Published in final edited form as:
Hum Pathol. 2014 June ; 45(6): 1147-1152. doi:10.1016/j.humpath.2014.01.020.

USP6 Gene Rearrangements Occur Preferentially in Giant Cell
Reparative Granulomas of the Hands and Feet but not in Gnathic

Location

Narasimhan P Agaram!, Francois V LeLoarer!, Lei Zhang', Sinchun Hwang?, Edward A
Athanasian3, Meera Hameed', and Cristina R Antonescu’

Jduosnuepy Joyiny vYd-HIN

I'KPI' kucreu u cTon B 8 u3 9 ciyuaeB coaep:kajia nepecrpoeHnbii USP6 ren.

1. Tepmun I'KPI" nosi2xeH ObITH OTPaAaHUYEH AJISl HCIIOJIb30BAHUS
TOJIBKO MPH JIOKAJIU3AUU 00Pa30BAHUA B YEJIIOCTHX.

2. Cayuyau I'KPI' meakux KocTed KUCTEH U CTOMN ObLIO
PEKOMEHI0BAHO MEePEeKBATNPUUMPOBATH B COJIUIHbIA BAPUAHT

AKK.




AHeBpu3MaJibHasA KocTHasA kucra (AKK)

- e r
HYMANI COR- . I;-ORIS OsSsivMm
N

v' 68 ciayuaes (7 COJMIHBIN BAPHAHT) BT ) e

v’ Maapuuku/desouxn 33/35

v Bospacr ot 2 10 18 et

v PeTpocneKTHBHO 3 JIOKAJTbHBIX PeluInBa

Pacnpenenenue mo Bo3pacry:
40

35
30
1
20 9
11
10 5
T I
0 — —

P =
Ot1p03 Or3po07 Otr7p012 OT12 0018
H HAKK B AKK, conmaHbii BapuaHT =




AHeBpI/I3MaJII)Haﬂ KOCTHAA KUCTA
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» COJIMTHBIA BAPUAHT

AKK

H&E, scan




Heoccupuuupyromas ¢pudpoma

(MeTadusapublii GuOpo3HbIN dedeKT)

v 50 ciryuaeB

v’ Maabuuku/desouxn 21/29

v Bospacr ot 5 10 18 et

v' Ilarosioruueckmii mepesiom 4 cay4das (8%)

v’ JlokaabHbIi penuaus 2 cay4dast (4%)

Pacnpenesenue mo Bo3pacry:
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Heoccupuuupyrwimasa ¢gpudpoma
MeTapu3apHbii GUOPO3HLIN Ae(pEKT)
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I'mcTuonuTo3 u3 KJiaerok Jlanrepranca (I'KJI)

v’ 47 cryuaeB "f,‘“ NIA:ICZI'OR !:"“'“s:”"
v' Maabunku/IeBouxu 25/22 ey 1
v Bospacr ot 4 mecsinieB 10 16 Jiet z g

v' MoHooccajibHOe mopaxkenue — 39 ciayuaes
(B 4 ciyyasix JJOKaJIM3alUs HEU3BECTHA)

v’ TlommoccaabHOE MOpazkeHne — 8 ciayyaen

Pacnpenesienue mo Bospacry:
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I'KJL, rucrojiornyeckoe uccjaeaoBaHue
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XoHapoOsaacToMa y AeTed U MOAPOCTKOB

XoHapoOsacToMa — 100poOKa4YeCTBEHHAS! XOHAPOUIA-TIPOAYHHUPYIOIIAA
OIIyX0JIb, COCTOAASI U3 XOHAPOOJIACTOB, KAK NMPABWJI0, BOSHUKAIOIIAS B
Inudu3axX JIUHHBIX TPYOUATHIX KOCTEH, P YCJIOBUHM OTKPBITHIX 30H POCTA
(He3pesIbId CKeJIeT).

CocraBasietr 1% cpeau Bcex omyxoJieil Kocrei, M oT S 10 9% cpean
A00pPOKAYEeCTBEHHBIX KOCTHBIX OIYXO0JIEH.

Yame perucTpupyercs y NoAPOCTKOB (2-11 IeKaaa), reHAepHoe
COOTHOIIEHUE B MOJIb3y MYKCKOI'0 110J1a ¢ COOTHOIIeHrueM 2:1.

Camas yacras JiokaJau3anus — 3MUPU3bI JJIMHHBIX TPYyOUaTBIX KOCTEH
(MpoKCcUMAJILHBINA YMU(PU3 MJICUYEBON KOCTH, TUCTAJIbHBIN 0epeHHOI
KOCTH M MPOKCUMAJIbHBbIN 311 (u3 00/1b111€0ePILOBOI KOCTH).
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XoHapoOsaacToMa y AeTed U MOAPOCTKOB

L TRy T TRIn s LToew Ts L
HYMANI COR- . PORIS OSSIVM
PVM CINTERIOR
sto.

SIMPL COMPACTO.

v’ 22 cayuasi
v’ Maapuuku/Jdesouxn 13/9

v Bozpact ot 9 10 17 Jer

v Tpu JokaabHbIx penuansa (13,6%)

Pacnpenesienue mo Bo3pacry:
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XoHApoOJacTOMA, JydeBasi TUATHOCTUKA







Xouapooaacroma: HOBOE!

Europe PMC Funders Group
Author Manuscript
Nat Genet. Author manuscript; available in PMC 2013 December 01.

Published in final edited form as:
Nat Genet. 2013 December ; 45(12): . doi:10.1038/ng.2814.

Distinct H3F3A and H3F3B driver variants define
chondroblastoma and giant cell tumour of bone

Sam Behjati?!2, Patrick S Tarpey*!, Nadége Presneau®*, Susanne Scheipl3-5, Nischalan
Pillay®5, Peter Van Loo"7, David C Wedge', Susanna L Cooke', Gunes Gundem?, Helen
Davies', Serena Nik-Zainal', Sancha Martin’, Stuart McLaren', Victoria Goodie', Ben
Robinson’, Adam Butler!, Jon W Teague', Dina Halai®, Bhavisha Khatri®, Ola Myklebost®,
Daniel Baumhoer®, Gernot Jundt®, Rifat Hamoudi3#4, Roberto Tirabosco®, M Fernanda
Amary5, P Andrew Futreal!, Michael R Stratton’, Peter J Campbell’.10.11 and Adrienne M
Flanagan34.6

iy sispung DA 2doing &

bbLi10 moka3aHo, 4To 95% xonapoodaacrom (73 u3z 77) umeroT
myTanuo K36M B H3F3B B 01HOM U3 IBYX I'eHOB, KOAMPYIOIIHX
rucToH 3.3.




Pacnpenenenue I'KII B 3aBucumocT ot Bo3pacra
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Joxaauzamua I'KII

['uctnonnros u3 kiieTok Jlanrepranca

I'KPI'

AHCBpI/IBMaJ'II)HaH KOCTHas KHUcCra

XepyBusm

M®JI/HOD

I'KO

XoHapobiacToMa




«Oo0mas» mopdoiorus

BepereHoBuaHbIC
/MU
MOHOHYKJICAPHbIE KJIETKH

I'nranrckue MHOI'OSACPHLIC
KJICTKH




NHTepecHbIe PaAKTHI

ArpeccuBHOE JIOKAJIbHOE

MHoBCJACHUC
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IIpoBenennnbie B 2014 ro

y HCCJIe0OBAHMS NMOKA3a/IH

v' B 92 % I'KO 0bLi1a 00Hapy:KeHa
reHerudeckas ajabrepanus H3.3.

v' B 78 ciiyuaeB 'KPT' gannoii
I0JIOMKHU O0OHAPYKEHO He ObLIO.

10 o3Ha4vaet, uyTo ' KO n I'KPI
pa3HbIe ONyXoJiu!

Head aad Neok Pathol (2014) 8:445-453

UPDATE IN GNATHIC PATHOLOGY. GUEST EDITORS: ANGELA CHI, DMD AND JOHN WRIGHT, DDS

Giant Cell Lesions of the Craniofacial Bones

Adrienne M. Flanagan « Paul M. Speight

10 October 2014/ Accepeod: § November 2014/
w(s) 2014, This arecle is published with of
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Introduction

Multinucleste giant cells of one lype ar anolther are com
monly encountered in oral and maxillofacial lesions. These
include the common occurrence of foreign-body-ly,
and giant ce
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Aneurysmal Bone Cyst

General Features

Aneurysma)
intramedullary cavi
ary ABC which is chars
ent |2, 3], and secondary ABC which
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lesions with a characteristic bal
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Although lesions may recur, the treatment of choice is a
conservative procedure, most commonly cureltage

Histopathology

ABC is characierized microscol
features which are present lo varying deg
wmor may be dominated by cystic spaces which are often
blood-filled surrvanded by
be osleoid deposition,

expeess endoth

in seple, in which there may

markers (CD31, CD34 and

unchistochemistry). Solid areas may

ummors. Osteoclasts are often ‘lined up’
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s of monotonous
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BBIBOIBI:

v' HecMoTps Ha o01IenpuHATHIE KpuTepuu AuddepeHnnaanLHoii
nuarnoctuku, I'KII y nereit ¥ moapoCcTKOB UMEKOT 0O4€Hb MHOTO
001Iero NMpy PeHTreHOJOrHYEeCKOM U TMCTOJIOTHYEeCKOM MCCJIeIOBAHUU.

v' TKO BcTpeuaercsi KpaiiHe peaKo y JeTeil H MoIPOCTKOB.

v TKO u I'KPT uMeIoT J10KaJIbHO arpecCHBHOE MOBEAeHHE U
CONOCTABUMYIO 4aCcTOTY peuuauBoB (25% u 21,4% coOTBEeTCTBEHHO).

v' AHeBpH3MaJIbHAasl KOCTHAasI KHCTA (0CO0EHHO, COJTH/IHBII BAPHAHT)
MOkeT ObITh MOp(dosornyecku uaenTuuna I'KPI, onnako, nmeer
nepecrpoiiky USP6 rena.

v' TKII kocTeii 10/kHBI 1 epeHIHPOBATHLCA MEKIY CO00i TOIbKO
nyTeM MYJbTUAUCHUIIINHAPHOTO MOAX0AA (KJIMHUYECKHUE JaHHbIE,
JIyuyeBasi JUArHOCTUKA, MOP(OJI0THA).
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