C3IMY um. .U, MeyHukoBa
Kageapa BHyTDEHHUX 6OAE3HEU U HEDPOIOrUN

NMopa)XxeHue noyek Nnpm XxpoHNYeCKoM
nuMmconenkose: KJIIMHNYECKUMN Cliyyam m
nurepaTtypHbin 0630p

J1.1. AHukoHoBa, B.HO. PAcHaHCKkum

XV CeBepo-3anagHasi Hedponornyeckas wkona PAO
/-10 nioHg 2016



BcTpeyaeMoCTb HedpoTUUYECKOro

CUHApPOMa Nnpu nenko3ax n nmmcdomax
‘L(aHanm 214 cny4yaeB; aMUIoNA03 U3 aHanNM3a UCK/IOYEH)

YeCKum
DOJZIEUKO3

POHNYECKUU
NEeNonemKkos

Mallouk A, et al. Clin Exp Nephrol (2006) 10:284-89



XpoHunueckmumn numconenkos (XJ1)

lL = XJ1J1- caMbIn YacTbi BUA NNEMKO30B Y B3POC/IbIX
a% . 3abonesaemocTtb B EBporne 4-30/100 000/roa

= MeauaHa Bo3pacTta Ha MOMEHT YCTaHOB/1IEHUSA
anarHosa - 69 net (MeHbWwe B Poccun)

= XJUT - B-kneTo4yHasa onyxonb 13 Menkux nMM@oumToB
C NPUMECbI0 NPOSIMMPOLNTOB U NapanMMyHO61aCcTOB

= [IMarHo3 yCcTaHaB/IMBAETCA Ha OCHOBE aHaNn3a KpoBU
1 UMMYHO(EHOTUMMYECKOIO NCCNEA0BAHUS

= Kputepuun anarHosa:
- >5,0%10%/n B-numdoumnToB B nepnd.KpoBu

- 3Kcnpeccnsa knetkamm Ar CD5 n B-kneTo4uHbIX
MapkepoB CD19, CD20 un CD23

PoccHiickmne KIIMHHYEeCKne peKxomerHgaynm
no gnarHocruke v s1ieyenuro Jifi3. 2014



KnvHnyeckun cnyyan

lL My>umnHa 51 roaa rocnnTanmM3nmpoBaH B
——— oTaenexHne Hedponormm C3rMy mm. N.N.
MeuHukoBa 22.09.2015

YXanobbl npu nocrynneHnm
= Ha MaCCMBHbIE OTEKN HUXXHUX KOHEYHOCTEW,

= NpmnbaBKy Beca B 15 Kr 3a 2 Heaenu, oablLLKY
NpU HE3HAUYNTENbHOU (PU3NYECKON HArpy3Ke,
OPTOIMHOE,

= 00LLYyt0 cnabocTe.




Anamnesis morbi

!L = B 2009 r. npn aucnaHcepusaummn BbisiBNEH
NIeNKOLMTO3 C abCOMOTHLIM NMMPOLIMTO30M -
69%x10%/n (npu N <4,0x10°%/n)

= CTaumoHapHoe obcnenosaHue B Hos16pe 2009
B oTaeneHun rematonorun I'b N°31;

AnarHos:

B-KJ/1IeTOUYHbIU XPOHNYECKUN NMM@POSIenKo3
I1I ctagusa (Rai).



InarHo3 noarBepXxaeH ceayrowmmmm

pe3ynbTaTaMun obcnenosaHus

I
MpoTouHasa untodnroopmMmeTpms:

® B nepudepnyeckon KpoBM TpaHCPOPMUPOBAHHbBIE KNETKM C OOLLMM
CyMMapHbIM UMMyHodeHoTunom CD45 (moderate), CD5*, CD19%,
CD20*, CO23* c ko3kcnpeccnen Ha Yactm knetok CD22 (CD10-,
CD11c-, CD25-, CD103-, HLA-DR-)
Jaks1iroyeHmne. OnnucbiBaeMble KNeTKN COOTBETCTBYIOT
MMMYHOMEHOTUMMNYECKOMY ANarHo3y B-KNeTo4HbI

XPOHUYECKMN NUMODOLIMTAPHBIN TIENKO3.

MCKT rpyaHou KneTky, 6proliHOM NoJsiIocTU U Masoro
Ta3a: YBenmuyeHue n/y3noB B NOAMbILLEYHbIX, MaxXoBbiX
obnacTsax, no xoay NoAB3AOLHbIX cocyaos (max. 1,8 cm).

LiuToreHeTrnueckoe (FISH) nccneposaHue:
HopmanbHbIM KapuoTun 46 XY



= B panbHenwem Habnwopancs reMaTtonoroM no Mecty
XUTENbCTBY, crneumdrnyeckoe nNeYeHne He
NpoOBOANIOC.

= B TeyeHune 6 net (MapT 2009-ceHTA6pb 2015)
CYLLECTBEHHbIX N3MEHEHUN B COCTOSIHUM HE OTMeYar
(yncno numdounToB nepmdepmnyeckon Kposu: 35-
108-66x10%/n, npn HopMe <4x102/n).

= C 05.09.2015 cTtan otMe4yaTb HapacTaHWe OTEKOB,
oablwkK, NnpubaBky Beca Ao 15 Kr; B aHanmMsax Mouu
BbidB/IEHA NMPOTENHYPUA.

s 22.09.15 r. rocnutanmsmpoBaH B CBA3U C NMPU3HaKaMu
HedppoTNYECKOro CMHAPOMa



lL Anamnesis vitae

=1
[Ipoeccus: KypHanucT, paboTaeT rnaBHbIM
PEAaKTOPOM PaoOHHOW ras3eThl.

XeHaT, peten Her.

CornyTcTBYyroLas naTo/i1orvA.

MBC, NOCTUHMAPKTHbLIV Kapanockniepos (He-Q-
M B 2002).

[MnepToHn4yeckas 6onesnb III cT., (Al 2CT.).
XPOHUYECKMN TOH3UIIUT.



KinimHnko-1a60p.nposiB/IeHNs 2009 CeHTa6pb-OKT 2015
NMepudepuuyeckne oTekun AHacapka
OabiWwka, opTonHoe ﬂ
AcuuT, rmapoTopakc KT: B nn1eBp.nosnocTsix ciomn 24-22MH —-
ﬂMM(boanbl: noa4vyentoCTHblE, ao 6,8 cM (KT: n/y, aedopmupytowme
NOAMbILLIEYHbIE , OPIOLLIHON NOJI0- <19 cM MOY€eBOW My3blpb; CAABN v.portae)
CTU, NaxoBble , BHYyTPUrpyaHble O -' o ® >3cM . . . . .
MeyeHb no Kypnosy 16x11x10 cm
CE"QBQHKa 126 X 51x 37 %
JTInmdountbl, X10°/n (N 1,0-4,8) 69%x10°%/n 84-144%x10°/n
Femorno6wmH, r/n 143 160
Tpomb6ouuTbl, x10°/n 216 290

CNnep, r/24 4 N 52— 32,7
AnbbyMMH KpOBM, /N 38 2220
KpeaTUHMH, MMONb/nN 0,08 0,108-0,320
pCK®-EPI, mn/MuH 98 69 —-18 (?)
XonecrepuH, MMO/b/ N 51 9,8

Afl, MM Hg 150-130/100-90 150/100



IKI 23.09.15
ll CHHYCOBbIN pUTM. KocseHHble npusHaku MK, MecTHble HapyLueHus
mi B

BHYTPWXENyA04YKOBOW NPOBOAMMOCTM

Y3U nouek 29.09.15
RD 128x52 mm RS 130%x54 MM
[lapeHxnma 21 MM 20 MM

3aK/IroYeHmne. yBenmnyeHne pa3mMepoB rnovek 6e3 nameHeHus
3XOCTPYKTYpbl U aedopmaunmn YJ1C.

MCKT rpyaHoum knetku n 6ptrowsHoun nosnocrtum 29.09.15

SarsiroverHmne: KT KapTuHa BHYTPUTPYAHOU, 3abproLLIMHHOW M Ta30BOW
nuMmdaaeHonaTuun. ByCTopoHHUIN rmapoTopakc. OTek
NOAKOXHOXNPOBOW KieTYaTKM. [J06aBOYHbIA CEFMEHT MEYEHN?
V.portae 17 MM. Cene3zeHka 146x109x63 MM,



Pe3ynbTaTbhl AONOJ/IHUTENIbHOI'O
obcnenoBaHunA

J

[lokazarersib 15.10.201 | Peghep.3Had.
5
KomnnemeHT C3, r/n 0,99 0,9-1,8
C4, r/n 0,37 0,1-0,4
AHLIA K npoTteunHase -3 1,3 0-5
AHLIA K MMenonepokcmuaase 2,67 0-5
CBob6opHble K-uenu Ig B Mo4e, MKr/Mi 3,12 3-8
CBobogHble A-Lenu Ig B MoYe, MKr/Mn 11,03 0,3-4,2
CBobogHble K-Lenu Ig B CbIBOPOTKE KPOBU, MKI/MJT 11,0 3,35-27,3
CBobogHble A-Lienu Ig B CbIBOPOTKE KPOBU, MKI/MJT 27,0
KpuornobynuHbl, MKr/Mn He
OBHapy>XeHbI
TecTbl Ha MapKepbl BUpYCcoB renatuta B n C — oTpuuatenbHble




narHos

lL OCHOBHOM AAMArHo3:

wll  B-kneToyHbI XpOHMYECKUU NnMdonenkos, ctaauns B
no Binet, nporpeccnpoBaHue.

XJ1J1- accounmpoBaHHasa HedponaTtua. HeppoTnueckmm
cnHapoM. Ol1I ctagma 3.

ConyTCcTBYIOLWMN ANArHO3:

NBC, nocTuHdapKTHbIM Kapanocknepo3 (2002).
[MnepToHnyeckas 6onesnb III cT., Al 2cT. Puck CCOA4.
XPOHNYECKMN TOH3UIIUT.



Muenorpamma 15.10.15

CybTtoTanbHas nuMmdonaHas nHpunbTpaumns (78,8%),
NpenMyLLIECTBEHHO 3a cyeT 3pesbix popM (77,4%),
eanHNYHbIX nepexoaHbiX (1,4%).

= EAMHWYHBbIE NUMdONAHBIE 3NEMEHTDI C
HenpaBW/bHbIMU S9ApPaMN, CrAXXEHHOM CTPYKTYpOU
XpoOMaThHa, cepo-ronybon LUnTon1a3Moun.

= [paHynoumTapHbIn pocTok noaasneH (13,6%),
3PUTPONAHLIN - CcyXKeH (4,8%).

3akntoueHume. [JaHHble MUenorpamMmmbl U
nepndepruyeckon KpoBn CBUAETENLCTBYIOT O
nenkeMmsauunm 3penon nMMQonaHON onyxoan, MOXXHO
AyMaTb O MporpeccMpoBaHmm 3aboneBaHms

‘L = KOCTHOMO3roBow NMyHKTaT rMNepPLENIONSPHbLIN.
|
=1



MpoTo4YHasa UMTOMNHOOPpUMETPUSA

= B nepudepnueckon kpoBm nMMdOLNTbI COCTAaBASAIOT 0KONo 65% ot
Bcex ACK (L 162,0x 10%/n). Cpean nnmdounTOB BbisiBNEHa B-
o  KeTouHas nonynsums (90,56% ot numounTos) ¢ abeppaHTHbIM

(eHOoTUMNOM.

= CymmapHbin uMMyHodeHoTun: CD19+ CD5* sKappat CD23*
CD200* CD22dim* CD20dim”* CD79b- FMC7+/- CD38dim*.

3akntoueHme. CyMMapHbiM UMMYHOMEHOTMN Hanbonee
COOTBETCTBYET B-KNeTOUHOMY XPOHUYECKOMY
nenkosy/nuMmdomMe 13 Manbix MIMMOoLMNTOB

FISH-uccnepnosaHue

3aksroueHume. [laTtonorus He obHapy»xeHa
[oTcyTcTBYIOT del(17p), t(11,14), t(11q,v), del(11q), del(13q)]



lL [Tloka3zaHuA K Hauyany Tepanuu XJ1J1
] 1. OguH nnun 6os1ee CUMNTOMOB MHTOKCUKALIUMK
J1oTepsa maccol Tena >10 Kr 3a 6 Mec
;CybthebpunbHas nnxopaaka 6e3 nprusHakoB MHMEKLNM

sHO4Hble NOTbl 6€3 NPM3HAKOB NHMEKLMN

2. Hapacrarowiaa aHemMua u/mnm TpoMébounToneHums,
0bycnoBneHHble MHDUIbTPaLMEN KOCTHOrO MO3ra

3. AyTOMMMYHHast aHeMus n/TpoMbéboumnToneHus,
PE3UCTEHTHbIE K NPEeAHU30/I0HY

4. bonbline pa3Mepbl ceneseHkKM (>6 cM Hmke pebepHou
ayrun), sBHOe ee yBennyeHue

5. MaccuBHas u HapacTtaowas nmmdaaeHonaTms
6. MpupocTt numcpountoB 6onee, ueM Ha 50% 3a 2 Mmec



MPUHSTO peLleHne 0 Hayane cneunduyeckon Tepanum -

‘I = C y4yeTtoM pa3sutmne BTopmnyHoro 'H Ha doHe JIIM3,
=8 WHAYKUMOHHOro Kypca PutykcuMabom (MOHOTEpanus)

= Putykcumab (375mr/m2) no 800mr

-1 pa3 B Hepento N94 (15.10, 22.10, 29.10,
05.11.2015)

-1 pa3 B 2 Hea NO1 (23.12.15)
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AvnHaMuka nabopaTopHbIX NOKasaTesien Ha
¢doHe MOHOTEepanuu puTykcumMabom
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e b |
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lw) |

CyTouHas norepsi
6enka

[Tocne 2-x BBegeHm PTX -
* numMdoumnTbl 144 — 6,4 x10%/n,
« SCr 320 —100 MkMonb/n,
* pErPeCccUst OTEYHOr0 CUHAPOMA.

B cBA3M C COXpaHSAOLLIENCS
NpoTEMHYPUEN HEPPOTUYECKOIO
ypoBHA 15.12.15 r. naumneHTty
BbINOJSIHEHa Hedpobuoncus



Jones’, x200.

CBeToBas Mukpockorivs rnaymeHTa K, 51.
«* | [lonyyeHbl 23 knyboyka; NOSHOCTbIO
£ ckneposunpoBaHsbl 3 (13%).




B Ty6ynspHoM nontoce 5 (22%)
knyboukoB (CM-3, N®-2) cermeHTap-
HbI CKI1EPO3 B NMPOMEXYTOYHON U
No3AHeN CTaansaX 3BONIOLNN:
yYMepeHHas runepTpodust NoaoLmMTOB,
«MEHUCTbIE» KNETKN B NPOCBETAX
BOBJ/IEYEHHbIX KanunnspoB, HCyAa-
TMBHbIE N3MEHEHUS N (POPMMPOBaHNE
CPaLlEeHM C Kancynom knybouKkos.
MynbTUdOKanbHOE 0. NOBpeXaeHne
3NUTENUS KaHanbLEB B BUAE yTpaThl
LLIETOYHOWN KakMbl U YNIOLWEHMS KNETOK

ﬂ- H
~
A | -
N
A r
';‘? \

Jones!, x280+
\ b - - L

*Kny60o4Kkn 3HaUNTENBHO YBENYEHDI;

*C OIHOKOHTYPHOMW KanwunaspHON CTEHKOW;
*C DOKasbHbIM U CErMEHTAPHbIM
HE3HAYUTENbHbIM paclMpeHnem M3
NPOCTPaHCTBa 3a c4eT M3 maTpukca u
cnaboBbIpa)XEHHOM rMNEPKIETOYHOCTY;
«6€3 Npu3HaKOB 3HAOKAMUNSPHOM
FUNEPKNIETOYHOCTYU U

*6e3 hopMMpPOBaHUSA MONMYNTYHUN.



UMMyHOQTIOOpHCLEHLNS
B yyacTtkax cermeHTap-
HOro rnoMepynocKIepo3a
akcnpeccusa IgM 3+ n C3
4+,

B cTeHkax apTepuon —

anddy3Has
cybaHaoTennanbHas

akcnpeccma C3 3+.

SAKNHKOYEHME: 'vctonornyeckas kaptuHa ®CIC (22%), sapuaHT "tip-
lesion”, ¢ MynbTU@OKaIbHbIM OCTPbIM MOBPEXAEHNEM KaHANbLEB,
He3HaunTesNbHbIM TYOYNnonHTepcTuumnanbHeiM rubposom (20%) u
BbIpa>XEHHbIM apTEPMNOIO- apTEPUOCKIEPO30M; MOMHbIN ckepo3 13%
KITy60uKOB.

KoMMeHTapun: passutine tip-sapmaHta ®CIrC BTOPMYHO MO OTHOLLEHMIO K
XJ11- accoummpoBaHHOU anddy3HON NMOAOLMTONATUN, COMPOBOXAAIOLLIENCS
TSXKENOoW NpoTenHypuen n runepdunbTpaumen.

NMpU3HakoB UMMYHOKOMITUJIEKCHOIO U NapanpoTeMHEeMUYEeCKoro
rnopa>xeH1Ms B NpeacTtaB/IeHHOM MaTepuasie HeT.




femaTonormyeckas AMHaMumkKa Ha poHe
MOHOTEepanMn puTykKcuMmabom

|
15.10.15| 18.02.16 18.03
[loka3zamernsb 22.09.15 (2 mec nocne | (3mec nocne
Kypca PTX) Kypca PTX)
Numdouuntbl,x10°/n 83,8 105,3 5,18 3,96
femorno6wuH, r/n 144 190 153 169
TpombouunTbl,x10%/n 243 290 211 222

Kputepmm nosIHOM remMaToNiormyeckon pemmcemu (Poccuicrkume
KJIMHHYECKMEe peKOMeEHAaLUNH 110 ANarHoCTuke u 1eyernuro Jil13,

2014):
1) n/y3nbl £1,5 cmM;

2) OTCYTCTBME renaTto-/crnneHoMeranuu;
3) nuMdoumnTbl KpoBn <4x10%/n;
4) numdoumnTbl KOCTHOrO Mo3ra <30%




AvHaMuka nabopatopHbiX Noka3sartesnien Ha poHe
MOHOTEepanum puTyKcumMabom

KpeaTWHWUH, MKMONb, N
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KnmHnyeckmm aMarHos

Sk

wlll OCHOBHOM:

B-KNeTOo4YHbIM XpOHNYECKM NUMdOENKo3, ctaams B
no Binet (11.2009).

XJ11- accoumnmpoBaHHbi OCIC, BapuaHT "tip-lesion”.
HedpoTtnuecknn cnuapom ot IX-2015.

OlM craausa 3 ot IX-2015.
XBIl1 ctaamnsa 2, ansbyMmnuypus 3.




JinTepatypHbin 0630p no XJ1J1-accoummpoBaHHbIM
NOpa)XeHUSIM MoYeK: CNeKTP NoOpPpaXKeHUMN noyek

.|

Bcero, n

112

25

37

13
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5 Mumdona- |(MArH  |BMU | § 2 |2 335 [MH |aocCrc
= ~ < S O <
NCTOYHMK S IS =
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e MHpUNb- o2 g G
D
T | Tpayunn On T
Poitou-Verkinder et al. 15 5 5 2 1(LH
2015
Moulin et al. 1992 13 6 8 /1 1 1 1
Kowalewska et al. 2011 7 2 2 1 1 1
Seney et al. 1986 4 2 2
Dabbs et al. 1986 12 1 2 5 1 3
Da‘as et al. 2001 3 1 1 1
Hill et al. 2002 3 2
Barbour et al. 2011 2 /2
Cameron et al. 1974 2 1 1
Audart et al. 2008 2 1 1
Sethi et al. 2010 2 2
Sanchorawala, 2010 2 2
Nasr et al. 2012 3
Kourelia et al. 2013 4 4
Strati et al. 2015 35 (49) 10 10 5 3/3 2 2
Arapatzis, 2011 1 1




CnekTp MoYyeyHbIX NMopPaXKeHUn Npmu
lL XpOHMUYECKOM NnMmdonenkose
=1

OCIC = JlnmcponaHas
NHPUNbTPaUUs-28%

JNInmbonaHas m MeMbpaHonponucepaT1s
MHUNBTPaLUS] HbI TH-41,4%
m bMU-14,6%

AMunnounaos
BJil

- 0
EMU m AMunonao3/bJiL - 12,3%

m [lpyrue 'H -8,96%

» MembpaHo3Has
Hedponatus-13,4%

= OCrcC-6,72%

Strati, et al. doi: 10.3324/haematol.2015. 128793
Poitou-Verkinder, et al. PLoS One.2015,;10(3):e0119156



[ nIoMepynsapHbie NopaXeHus,
lL accouuupoBaHHblie ¢ XJ1J1
]

= MeMbpaHonponudgepaTtmaHbin T'H (MIITH)

= bonesHb MMHUManNbHbIX N3MeHeHnn (BMN)

= MeMbpaHo3Hasa HedponaTtnsa (MH)

= DokanbHO-cerMeHTapHbIn rnoMepynocknepos (OPCro)
= AL-amnnonpgos

= bone3Hb oTnoxenuns nerkmx uenen (bJ1L)

BCcTpeuyaeMOCTb (n=4024 nauneHTos ¢ XJ11)

~0,5 - 1% 60nbHbIX ¢ XJ1J1 (noaTBEP>XAEHHbIE
buoncusiMn)

KnnHnuyeckana KapTuHa
OIM nnn HC



[laToreHeTMYeCKkme BapuaHThbl
XJ1J1-accounmpoBaHHoro MIIINH

b

CM+UD+3IM, snekTpodopes
C UMMYHOMUKCALIMEN, KPOBb
Ha Kpuornobynuusl, J1L, C3,C4

Mutluay, et al. Clin Nephrol.
2008,70(6):527-531.

Hill, et al. Pathology.
2002,34(2):138-143.
Barbour, et al. NDT,
2011;26(8):2712-2714

MponudepaTtnBHbIM H
C Aeno3nTamu
MOHOKJTOHaNbHOro Ig

KpuornobynuH
-eMmyeckun MH

Daas, et al. J Haematol. 2001,67(3):158-164. Strati, et al. doi:
10.3324/haematol.2015. Poitou-Verkinder, et al. PLoS One.2015;10(3)

IMMYHO-

TaKTOUAHbIN
rH

Heknaccubuumpyembin
MIIrH




N®. KpnornobymmnHemmueckuii '
(IgG kanna, Tvun I kpuorno- 6ynuH).
SHaoMeMbpaHO3Hble A4en03uUTbl
IgG1, kappa, C3, Clq (X 20)

CM. KpuornobynnHemumuyeckun MIMNrH. S1po- m

SKCTPaKanunnapHasa nponwcbepau,wﬂ. NHTEeHCKBHas OM.CybsHaoTennanbHble

rpaHynnsipHole n hmbpunnsipHole
NHPUNBbTPAUUS MOHOMOPdHbLIMK NnMpounTamn (TpUXPoM A
no Masson, x40).

Hab6s1rogeHnne Poitou-Verkinder, et al. PLoS
One.2015:10(3):e0119156




CM. XJ1J1-accoummpoBaHHasa rnomMepyionaTtums.
Me3aHruanbHbli CKIEepO3 C 04aroBou
Me3aHrnanbHou nponudepaumen. MOHOMOPMHbIN
NHUNBbTPAT B MHTEPCTULNK. (TPUXPOM MO
Masson, x40).

Lambda

N®. XJ1JT-accoummpoBaHHas rinomMepynonaTums.
[eno3ntbl MOHOTMNHOrO Ig (Nambaa). Takon
Xe T!n cBevyeHns nonaydeH ¢ aHtn—C3
aHTUTENaMM

2OM. XJ1J1-accounmpoBaHHas riioMepynonaTtus.
CybaHpoTennanbHble OpraHM30BaHHbIE AEN03UTbI
B BuAe Mnkpotpybouek, D-30-HM (nnaHka= 1200
HM).

Hab6nrogernne Poitou-Verkinder, et al.
PLoS One.2015;10(3):e0119156



BoJsie3Hb MMHUMAJIbHbIX U3MeHeHuM (14,6% 6rnoncun npu XJ11) —
BCTpeyvaeTcs YacTto npu XJ1J1, camas yactas npudnHa HC npu nnmgome
XOXKKUHA.

[pwn B-kneTtouHblx onyxonsax (Bka. XJ1J1) yacto HaxoasaT AUCHYHKLUMIO
T-KNEToK C HapyLUEHHOW NPOAYKLMEN LIMTOKMHOB. LiupkynupytoLmm
(pakToOp NPOHMLIAEMOCTU HE UAEHTUDULIMPOBAH.

NMMYHHbIN naToreHe3 BMU npu XJ1J1 4ONONHUTENBHO NOATBEPXKAAETCS
KITMHUYECKMMW NpuMepaMn C 6bICTPbIM OTBETOM U
NpOAO/KUTENbHBIMU PEMUCCUAMU NPU NPUMEHEHUM
NMMMYHOAENPECCAHTOB.

dokasibHO-CEerMeHTapHbIN rnomepynocknepos (6,7%) — 2-as
npuunHa HC npu numdome XomKKnHa; B nuTepaTtype 6 onncaHmm
OCIrC npu XJJ1.

MembpaHo3Has HedpponaTua (13,4%) — TUNNYHO ABNSETCH
npnumHon HC npu COnMAHbIX OMyXonsix.

Bce 6onblue nybnmkauun o cnydasx MH npu XJ1J1.

[MauneHTbl ¢ MH npu XJ1J1 XopoLwlo oTBevaloT Ha MOHOTEepanuio
dnyaapabuHoM, YTO AOMOAHUTENBHO YKa3biBaeT Ha BaXKHOCTb
pacno3HaBaHna MH.




NHPUnbTpauma nHTepcTuyms
MOHOKJ/IOHaNIbHbIMU NIUMdOLUTAMM

a) CeeToBass MMKpocKonus. JinmdouunTtapHas MHPUNLTPAUUS MHTEPCTULMS
(okpacka Tpuxpom no Maccony, X 40). d) UmmyHorncroxmmmns. UIMMyHHoe
oKkpawwuBaHue Ha CD20. Habsirogenne Poitou-Verkinder, et al. PLoS
One.2015;10(3):e0119156



OcTpoe noBpexaeHue no4yek

BcTpeyaeMoCTb

= /,5% Ha MOMeHT aAnarHo3a XJ1J1 v ewwe B 16,2% B
TeyeHne 60ne3Hun

NMpuuunHbl OMNM npu XJ1J1
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CBsizaHHbIe ¢ XJ1]T Adpyrmne noreHynasibHbie
MPHYHHbI, HEe CcBsA3aHHble ¢ XJ1/T1
" IHpnNbTPaLmMS MHTEPCTULMS =KOHTpaCT-MHAYyLUMPOBaHHAs
MOHOK/IOHANbHbIMW IMM@POoUNTaMKU | HedpornaTus
=[ ToMepynoHedpuUThI 1 =Tumor-lysis cnHapoM (npu neyeHnn)
rnoMepynonaTtum
= TOKCMYHOCTb XMMMONpPernapaTos
=06CTPYKUNS MOYETOYHUKOB
yBeJIMYeHHbIMU NMdOoy31amMu

Shanafelt TD, et al. Blood. 2013; 122(21). abstr.
Hricik et al. N Engl J Med. 1998;339(13).:888-899.



Cxembl neyeHus npu XJ1Ji

FCR
l = Putykcumab 375 mMr/mM2 geHb 1 B 1-bii LMKA,
E B nocneaytowme - 500 mr/m2 B/B Kan
= dnypapabuH 40 Mr/mM2 BHYTpPb, AHKU 1-3

= Uuknodcdocchamma 250 mr/m2 BHYTpb, AHN 1-3

JleueHne BO306HOBNSEeTCA Ha 29 peHb (1-9 NUHKMA Tepanuu y
COMATM4YECKM COXPaHHbIX NALMEHTOB).

RCP
= PuTykKcumab
= Unknodcdochammng 750 mr/m2 B/B, Kan. AeHb 1
= NMMpeguun3sonoH 100 mMr BHyTpb AHKU 1-5

st BUHKpUCTHUH 1,4 mMr/mM2 B/B, Kan. [eHb 1
JleyeHne BO306HOBNSIETCS HA 22 AEHb.

PoccHickmne KITMHUYECKME PEKOMEHAaL NN 10 ANarHOCTHKE
u nneyernmnro JIf1i3. 2014



JleueHue XJ1J1-accouMmMpoBaHHbIX
rraomMepysionaTtumn

= TOKCMYHOCTb (bniyaapabuHa Bo3pacTtaeT npu cHmxeHnn CKO,

l = B 3TOM CBA3M MCNONL3YIOT albTEPHATUBHBIE CXEMDI
mll (MN3+xnopambyuun, PTX+6eHaamyctuH, PTX+LIPA)

Mopdgbosiornyeckmi gnarHos B/IMSIET Ha BbI6Op Tepannn

MINIH: CxeMbl, cogepXaliue ankumnupytowme cpeacrea, 6onee
3(PPEKTMBHbI: NeYeHne no cxeme, Bktovawowen PTX+LUDA+M3
NPUBOAUN K BOCCTaHOBIEHMIO NOYEYHOU DYHKLUNN Y BCEX
MaLWeHTOB, B TO BpeMs Kak nedeHue PTX £KC 6biiio
HeaddeKTUBHbIM (Strati, et al. doi: 10.3324/haematol.2015)

BMM: 13, PTX-coaepxalume cxeMbl bb1nin aPeKTUBHbLI [Johnson. Clin
Nephrol. 2000; 54 (6):492-497. Alzamora et al. Onkologie. 2006,29(4):153-
156. Eur J Haematol. 2001,67(3):158-164. Da as, et al. J Haematol,
2001,6/(3):158-164]

DCIC: PTX+UDA+I3 (Arampatzis, et al . BMC Nephrol. 2011,12:33)

MH: MoHOoTepanusa nyaapabuHoM (Rutecki. Am J Kidney Dis. 1999; 33
(2):E8. Rocca et al. Ren Fail. 2013,35(2):282-285.

Poitou-Verkinder, et al. PLoS One.2015,10(3):e0119156



BbiBOA4b!

B nutepatype Mano nHgopmaumm no noyYeyHbIM NopaKeHnsam
npw XJ1J1.

Hanbonee yactbiMn Mopdonornyecknm opMamMmm noYeyHoro
nopaxkeHus npwn XJ1J1, npueogawmmm K OMNIM u/mnu
HedppoTnyeckoMy cnHapomy, asensetca MIMIMH, 3a KoTopbIM
crneagyet nuMdounTapHaa HPUNbTpauus nHTepctmuusa, bMU,
MH.

Pa3Hoobpa3ue noyeyHon natonorum XJ1J1-accoummpoBaHHbIX
noyeyHbix 6bonesHen Tpebyet buoncum npu knuHmMke HC nnm
HesacHoro Of1I1.

Pe3ynbTaTbl 6UoncuMm noMoratoT BbIbBOpy ONTMMaNbHOM
Tepanuu.

HaMu npeacraBneH peaknin ciydan rnoMepysionatun,
accounmnpoaHHon ¢ XJUT - ®CIC, ¢ perpeccuemn
HedpOTMYECKOro cMHApOMa Ha )OHE MOHOTEpanuu
PUTYKCMMabom.
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CNnACNbO 3A BHUMAHME!



