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Bonpoc 1 Bonpoc 2

Xb6IN nan OMNN? | |B pamKax camoro
3aboneBaHua Kposwu,
OC/I0}XHEeHUue nnu
BTOpoOe 3aboneBaHue

Bonpoc 3

Kak Bauaert Ha ncxoabi?




CoBpemeHHble Kputepuu gaunardHoctmkm OlMN

Crapua  [YpoBeHb KpeaTUHUHA B CbIBOPOTKE KPOBU O6bem Bbigensemoin moum
1 1,5-1,9 pasa Bblwe UCXoaHOro <0,5 mn/Kr/uac 3a 6-12 yacos
iz
nosbllleHne Ha 20,3 mr/an (226,5 mkmonb/n)
2 B 2,0-2,9 pa3a BblLle NCXOA4HOrOo <0,5 mn/Kr/uac 3a =12 yacos
3 <0,3 mna/Kr/uac 3a =24 yaca
B 3,0 pa3a BblWwe NCXOAHOro
NI
nosbiweHne ao 24,0 mr/an (=2353.6 mKmonb/n) NN
iz QHYpUA B TedeHne =212 yacos
HaYyaN0 3aMeCTUTE/IbHOW NOYEYHOW Tepanum,
iz

v 60onbHbIX < 18 neT, cHuxKeHne pCKP o <35
M/ MUH/1,73 m?




CoBpemeHHble npeacTaBeHUA 0 KOHTUHYYMme
Xen/onn

MpuumHa OMMN ponKHa 6bITb YCTAaHOBNEHA BO
BCeX CNyYyaax, Koraa 3To BO3SMOKHO.




CoBpemeHHble npeactaBnaeHmna 06 ONMN

HekoTopble cneuuduueckmne npuunHol ONM

OtaenbHble npuunHbl OMM, Tpebylowme
He3amepn/IMTeNbHO AUArHOCTUKU U
cneunpuyecKon Tepanum

PekomeHayemble AMarHocTuyecKkue
nuccnepoBaHuA

CHMKeHune nepdy3nm noyek

OueHKa BogHoro 6anaHca u uccneagoBaHune
MoYmn

OCTpbI TnoMepyoHePUT, BaCKY/IUT,
NHTEPCTULMANbHBIN HedpUuT, TPomboTnYecKan
MMKPOAHrMonaTma

MMKpOCKONMA 0CagKa MO4YU, CEPOSIOTUYECKUE U
remaTosIorMyeckmne nccaenoBaHums

O6CTPYKLMA MOYEBBIBOAALLUX NyTEN

YNbTPa3BYKOBOE MCCNeA0BaHME NOYEK




CoBpemeHHble npeacrasneHna 06 OMMN

OcHoBHble ¢paKTOpbl pUCKa U MexaHU3Mbl passutua OIMN

daKTopbl pUCKa

Bo3paeincTBua, npuBoaAawme K passurtuio OMNMN

Moodudgpuyupyemeoie

Cencuc

dernapaTtauma

LIMpKYNATOPHbINM LWOK

CHUXXeHWe BHYTpUCOCYAMUCTOro obbema

Tpasma

MMnoteH3uA Kapanoxupyprmuyeckme BmewaTtenbcTsa (B 0cobeHHOCTH B
ycnosuax IK)

AHemuA [lpyrne cepbesHble Xupypruiyeckme sBmeLllaTeNbCTBa

Mnokcma HedpoToKcmnueckne npenapatbl 1 BeLLECTBA

Ncnonb3oBaHne HEPPOTOKCUYECKMX NpenapaToB M BewecTs  |[OXKorm

(QHTMONOTUKM, MoA-coaepIKaLLMe KOHTPACTHbIE BELLLECTBA,

HMBC, npoTBOONyXxoneBble npenapaTbl, aHTUPETPOBUPYCHbIE

npenapaTbl, UHTMOUTOPBI Ka/bLUMHEBPUHA U T.A4.)

He-moduguyupyemsoie [lnapesn

XpOoHWyecKan 6one3Hb noyek

AKYyLLEPCKME OCNOXKHEHUA

CaxapHbiii anabet

NHpeKUunoHHble 3aboneBaHmMA (n1enTocnmpos, XaHTa-BUPYCHbIE
MHdEKUMN, CTONOHAK, Manapuma u ap.)

3N0KayeCcTBEHHble HOBOO6paSOBaHMH

A0BUTbIE PAaCTEHMA U }KUBOTHbIE

XpoHunyecKue 3abonesaHna cepaua

PacTutenbHble Nnpenapatbl M HapoAHble CpeacTBa

XpoHunyeckne 3aboneBaHUA NETKUX

N3HypuTenbHble puanyeckne Harpysku

XpoHunyeckme 3abonesaHua KKT

Aemozpadhuveckue pakmopeoi
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PeanbHaA KAMHMYECKaA NPaKTUKA
E Zakharova et al. ASN 2015, San-Diego

doHoBble 3a6oneBaHua/npegpacnonaraowme pakropbl 2010-2014 n = 115

XbnN
Dernagpataumnsa/runosonemus
CaxapHbiv guaber

3abonesaHua cepaua, Nerkmx,
neyeHu

Muenoma, anmepombl -

CuctemHbI amunongo3s

3noKayecTBeHHble HOBOO6pa3oBaHUA

Bospacrt > 75 ner

¥eHcKkuit non



PeanbHaA KAMHMYECKaA NPaKTUKA

E Zakharova et al. ASN 2015, San-Diego

OcHoBHble npuuuHbl/BO3aencTBua 2010-2014 n = 115
O6CcTpYKUMA MOUYEBbIX NyTei

B UunanHpp-HepponaTtus
Pabgomunouns
N Femonus
rnnc
OTpaBneHun
B PeHTreHKOHTPaCTHbIe BellecTsa
B HedpoToKkcuueckue npeanaptbl
B KpuTnuyeckue coctoaHUA
B LIpKynATOPHbIN LLIOK
B Cencuc
B UHTepcTMLuManbHbIii Hedpput
B TpomboTHUHECKaAa MUKpPOAHTrMONaTUA

Backynutbl

B Aunapes/runosonemus



lfemaTtonornuyeckmne 3aboneBaHuA ¢ BO3SMOXKHbIM nopaxeHnem noyek

AHeMun n remornobmHonaTuu CepnoBMAHO-KNETOYHAA aHEMUA
CdepoumTos n Apyrne aHomaanm membpaHbl 3pUTPOLMTOB
AYyTOMMMYHHaA reMo/INTUYECcKaa aHemms
femonuTmnyeckas aHeMmna NP sH3IMMoNaATUAX
MapoKkcmM3amanbHasa HoYHaA reMornobuHypun
TTI, al'YC n gpyrue snasl MATA
MNopdupus
MprnobpeTeHHble HEMMYHHbIE FTEeMOJINTUYECKNE aHEMUMU

Tpombodunnu HacneactBeHHble — MyTaunm reHoB NpoTpombuHa, aepuumnt
npotenHa C u S, aHTuTpombumHa lll, runepromoumcrenHemms
MpunobpeteHHble - ADC

Mwuenoaucnnactnyeckue/ NcTuHHaA noanymtemmsn
MuenonponmdpepaTmBHble cceHUManbHbI TPOMBOLINMTO3
3abonesaHunA MwuenoaucnnacTM4ecknini CUHAPOM

MepBuYHbIM Mnenodpubpos
OcCTpbIi MMEeNnoienKkos
XPOHMYECKUI MnenonemKkos

NlnmdonponndepatnsHbie/ MHOXecTBEHHaA MMenoma
NAa3MaKNeTOYHbIE NTumdbonnasmaumtapHbie TMMPOMbI
3aboneBaHuA HexoayKKMHCKMe nnmdpombl/neinkosbl

NTumdpoma XogrKKnHa
ATUNWYHbIE AMMPOMDbI



1. HacnepacTtBeHHble nau NnpnobpeTeHHble

Knaccudpumkauma remonmntnyecKnx CUHAPOMOB

2. AMMYHHbIE NN HE-UMMYHHbIE

3. BHyTpucocyaucTble Unn BHECOCYAUCTbIE

HacneacrtBeHHble

MaTtonorua membpaH chepouyutos
3PUTPOLUTOB 3NNUNTOLUTO3
dH3MmonaTum AednumT rMioKo3o-6-dpochaTt-gernaporeHassbl

AedUUUT NMpPyBaT-KMHa3bI

AHOMannu remornobmHa

Ta/1aCCeMUA
cepnoBnNAHO-KN1E€TOYHaA aHEMUA

[MpnobpeTteHHble

ANNOUMMYHHbIe

reMo/InTM4Yeckas 60ne3Hb HOBOPOXKAEHHbIX
HECOBMECTUMbIe reMoTpaHcdy3um

AyTOMMMYHHblE

Tennosaa AUTA — CKB, XJ1/1, nekapcTsa
xononosaa AUTA — mmkonnasma, BOb
X0/1040BaA remarrtoTMHUHoOBas 6one3Hb

nns

NapoOKCM3MaibHas X0/1040BaA reMornobuHypus

He-nmmyHHbIe

HELLP

TTN/TYC

rmnepcnaeHnsm (B T.4. ULMppPo3 nevyeHn, bonesHb
BunbcoHa-KoHoBasnoBa 1 ap.)

MCKYCCTBEHHbIE KNnanaHbl cepaua

MapLueBas remornobuHypus

cencuc

mMmanapua

NapoKCU3MasibHasi HOYHAs remornobuHypus




femonutnyecKkmne cocTtoaHUA

MexaHunsmbl nopaxeHua no4vyek

Bce BapnaHTbl C MACCUBHbIM
remoin3om

MWUKpOaHrMonaTM4eckUm remonms,
Tpombodunnu

CepnoBUAHO-KNETOYHAA aHeMMA

[MapoKcM3amanbHaa HOYHaA
remornobuHypwms

TybynoHekpo3s

TpomboTnyeckas MMKpOaHrMonaTua

Ba30-0OKKNO3UBHbIE NOPA*KeHUA, B T.4. MENKUX
cocynoB

[NannnoHeKpos3

KaHanbuesbie guchyHKLNM

Tpomb03bl, B T.4. MOYEYHbIX COCYA0B



 NopaxkeHna noyek npu remob1acTo3ax onpesensercs
MHOXeCTBOM MeXaHW3MOB NOBPeEXAeHUA:

Jlokannsauyma onyxonesblX macc

KnoHanbHaAa sKkcnaHcuKA

OTnoXeHue NnapanpoTenHOB NN UX PPAarmMeHTOB B BUAE
OpraHM30BaHHbIX (Kpuctannbl, dubpunnsl,
MMKPOTPYOOUKHN), N HE-OPraHM30BaAHHbIX AENO3UTOB
CeKpeuma ropMoHOB, UMTOKMHOB, PAKTOPOB POCTA
MeTabonnyeckume, sneKTPoJNTHE U KOATY/ILMOHHbIE
HapyLeHunAa

NHPEKUMOHHbIE, paanaLLMOHHbIE U NEKAPCTBEHHE U Apyrue
OC/NIOXKHEHMUA

J 3T mexaHM3Mbl MOTYT NOparkaTb MoOYeBbIe MYTHU, NOYEeYHble
apTepumn 1 BEHbl U BCE MAPEHXUMATO3HbIE CTPYKTYPbI —
BHYTPUMNOYEYHble cocyabl, KNyOOUYKM, KaHaNbLibl, UHTEPCTULIUNA,
npU4Yem MHOraa OAHOBPEMEHHO



NMOPAXKEHUA NMOYEK NPU MUENTONPONTUPEPATUBHBLIX 3ABOJIEBAHUAX

fnomepynapHblie noBpeXkaeHUA

($OKaNbHbIM CErMEHTAPHbIN ITOMEPYNOCKNEPO3 (MCTUHHAA NOAULUTEMMA, SCCEHLMANBbHBIN
TPOMOLNTO3, NePBUYHbBIN MUeNopubpos, MmenoamncnaacTUYecKnin CUHAPOM, OCTPbIA MUENONENKO3)
Mme3aHrnonponudepaTUBHbIN rmomepynoHedpuT (NepBruYHbI Menodpmnbpos, UCTUHHAA
NONLUTEMMUA, 3CCEHLMANBHBIN TPOMDOOLIUTO3, MUENOANCNNACTUYECKUA CUHAPOM, XPOHMUYECKUI
MUENoNenKos)

MembpaHo3Han HedponaTua (MMenoancnAacTMYecKMn CUHAPOM, NEPBUYHbIN Mrnenopmbpos,
XPOHUYECKUIA MUENOMOHOLUMTAPHbIN NENKO3 N OCTPbIA MUENONENKO3)

IgA-HedponaTma (MCTUHHAA NOAULUTEMMUA, MUENOANCNNACTUYECKMIA CUHAPOM, XPOHUYECKUA
MUENoNenKos)

6bICTpONpPOrpeccupyoWmn MomepyoHePpUT (MCTUHHAA NOINLUTEMUA, XPOHUYECKUN MUENIOSIEMKOS,
MWENOoANCNNIACTUYECKUIN CUHAPOM)

MembpaHonponndepaTUBHbIA oMepynoHePPUT (XPOHUYECKUN MUeno/MUeNoMOHOLIUTAPHbIN
NenKos)

60/1€3Hb MMHUMANbHbIX U3MEHEHWUI (XPOHUYECKUI MUENONENKO3)

MHTepcTULManbHble NoOBpeXaeHUnA

MOYeKucian HepponaTmsa

NleKapcTBEHHble HedpponaTmm



MOPAXEHUA NOYEK NMPU TMMPONPOJINPEPATUBHDBIX 3ABOJIEBAHUAX

Ob6ycnoBneHHble NapanpoTeMHeMnen

C OpraHn30BaHHbIMU EMNO3UTAMU NaAPaNpPoOTENHOB

UMAMHAPOBan Hedponatusa (cast-HedponaTmsa NPU MHOXKECTBEHHOM MUeloMe)

Tybynonatusa nerkux uenen (NpuobpeTeHHbIN cMHAPOM DPaHKOHM)

NMMYHOTN06YNMHOBBIN amunonaos (AL/AH)

WMMYHOTaKTOUAHbIN rnomepynoHedput (GOMMID)

KPMOrnobynIMHEMUYECKUIA rIoMepyiIoHebpPUT (Npu cekpeTmpytowmx iMmdomax U MakpornobynmHemmm BanbaeHctepma)

C He OpraHn3oBaHHbIMU OeN03UTaMU NapanpoTenHOB

601e3Hb OT/IOXKEHUA Nerkux/Taxensix uenei (LCDD, HCDD, LCDD/HCDD)

npoAndepaTUBHbINA roMepyaoHedpPUT C MOHOKNOHaAbHbIMK Aeno3uTamu IgG/IgA (6onesHb Nasr)

rnomepynoHedpPUT C MOHOK/IOHA/IbHLIMW MHTPAKAaNUANAPHBIMKU Aeno3utamu IgM (npu makpornobyanHemun BanbaeHctpema)

bes genosuunm napanpoTenHos

napaHeonnacTuyeckune rnomepynoHedputsl (MH, BMU, ®CIC, BMrH)

CI'IELI,VI(I)M‘-IECKaﬂ IlMMCI)OM,CI,Haﬂ M NnasmakneToyHan MHd)M!]praLI,MFl

rMnepBMCK03HbIﬁ CMHApPOM

MmeTabonunyeckme HedbponatTum

runepkansumemmyeckoe ONMM

CUHAPOM /IM3KCca ONyXoan (MoyeKkucnaa unm pocpatHas HepponaTus)

npepeHanbHoe OMM (runosonemus)

TpOMGOTMHECKMe nospexaeHuna

TpOM603 NnoYyeyHbIX BEH

TpOM6OTVI‘~IECKaF| MUKPOaHrnmonatTmna

06CTpYKLMA MOYEBbIX NyTEN

peTponepuToHeanbHbIi GUbPO3

CcOaB/ieHMne onyxoanesbiMmn ysnamum

cencuc

pagnaumoHHbI HedpuT

JleKapcTBeHHble HedponaTtum (BMW, MH, nHtepctuumnanbHblit HedppwuT)




[MoYyeyHble OCNOKHEHUA NPU XPOHUYECKUX IEMKO3aX U MOHOK/IOHA/IbHbIX B-K/1€TOUYHbIX
nmmeonponmdpepaTtnUBHbIX 3ab601eBaHMAX: ONbIT KAMHMKKN Meno
Haematologica 2015 100: 1180-1188

Renal Pathology

Patients with CLL
(N=49)

Renal Failure Nephrotic Syndrome

(N=34)(69%) (N=15)(31%)
CLL infiltration & (18%) MPGN 5 (33%)
TMA 5 (15%) MCD 5 (33%)
MPGN 5 (15%) Amyloidosis 3 [20%)
CLL-unrelated 5 {15%) TMA 1 (7%)
AIN 4 (12%) MGN 1 (7%)
LCN 3 (9%)
Infection-related 3 (9%)
U-MSPGN 2 (5%)
MGN 1 (2%)




onn npwn numoomax. International Journal of Nephrology Volume 2014

onn n=116 be3 ONMN n =249 P
Bo3spacr (ner) 53.7+15.5 48.7+16.5 0.005
My»KcKoit non 82(70.7) 180(72.3) 0.75
YKeHckuit non 34(29.3) 69 (27.7)
[OnntenbHocTb NpebblBaHUA B CTauMoHape 3(1-17) 3(1-14) 0.62
MepanaHa KpeaTUHWMHA Npu NocTynaeHnn mr% 0.8 (0.4-2.6) 0.8(0.4-11.1) 0.39
MepamaHa MaKCMMaibHOMO YPOBHA KpeaTUHUHA Mr% 2(0.9-11.3) 1(0.6-25.9) <0.001
Cragua ammbombr | 4(9.3) 19(9.1) 0.17
I 7(16.3) 32(32.3)
n 10(23.3) 24(24.2)
v 22(51.2) 34 (34.3)
Onypetnkn 24 (20.7) 16 (6.4)
BaHKOMUUMH 17 (14.7) 17 (6.8) 0.02
AmdboTepuumH B 7 (6) 9(3.6) 0.28
AMUHOTNNKO3UAbI 11 (9.5) 3(1.2) <0.001
MBN 12(10.3) 11 (4.4) 0.03
Basonpeccopbl 16 (13.8) 15 (6) 0.01
Xumuorepanua R-CHOP 26 (22.4) 68 (27.3) 0.31
CHOP 26 (22.4)60 (24.1) 0.79
R-CVP 13(11.2) 8(3.2) 0.004
CvP 8(6.9) 11(4.4) 0.32
ABVD 12(10.3) 42 (16.9) 0.11
DHAP 17 (14.7) 16 (6) 0.009
Cencuc 38(57.6) 26 (17.2) <0.001
CMHAPOM /IM3K1Ca OMyXoaun 18 (15.5) 10 (4.0) <0.001
[nutenbHocTb NpebbiBaHUA B CTauuoHape <7 AHel 72 (62.1) 202 (81.1) <0.001
[nutenbHocTb NpebbiBaHUA B CTauMoHape >7 AHeN 44 (37.9) 47 (18.7)
CMepTHOCTb 17 (14.7) 17 (6.8) 0.02




PeanibHaA KAMHMYeCKaA MNPaKTUKA

120 Clinical presentation at admission (out of 167 patients)
100
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300
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200 AnarHosa
150 - notpeboBanacb
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> Without pathology
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PeanbHaa KAMHM4YecCKan NMPAKTUKA

Mopdonorua - 167 nauymeHroB, 175 BapunaHToB

[deno3uTbl napanpotemHos 141 (81%)

Bes3 aenosnumm napanpotenHos 34 (19%)

emunyeckmin N

OpraHu3oBaHHble | 119 | He-opraHu3oBaHHble |22 | [nomepynoHepout | 14 | Opyrue 20
AL amnnonaos 108 | bonesHb otnoxeHus |13 | MembpaHo3Hasn 7 | Cneundwnyeckan 10
Nerkmx uenemn HedponaTma NHPUNbTPaLMA
AH amnnonaos 1 BonesHb oTnoxKeHusa |1 MonynyHHbIN 2 Tybyno- 3
TAXKENbIX Lenen rnomepynoHedput MHTEPCTULMANBHbIN
HeppuT
Unnmnap- 7 He-nonndepatmeHbin | 3 [ PoKanbHbIM 3 Hedpocknepos 4
HedponaTma romMepy/ioHeppuUT C CEerMeHTapHbIN
MOHOK/IOHaNIbHbIMMU rMOMEpPYNOCKNEPO3
aenosutamu IgM
Tybynonatua 1 MponndepaTnBHbIN 5 MuHUMmanbHble 2 AA amunnonaos 3
®PaHKOHMU rnomepynoeHdpuT c N3MEeHEeHUA
MOHOK/IOHANIbHbIMMU
Aeno3nTamu
MMMYHOMN06yNMHOB
Kpuornobynumh- 2




PeanbHaA KANMHUYECKaAa NPaKTUKa

Kiaunuko-mop@osiornyeckue Koppeasiuuu

Mopdonorua/amnarHos MM | MB 2‘;’;‘:3;;:“ HX/1/ | bonesub BonesHbb I'\fPB"""b'ﬁ Nepsuunaa | MGRS
XJ11 | Xomxkkuua | Kactnemana BOMUT

AL amunonpos 108 25 1 - - - 1 80 1 R
AH amunounpos 1 - - 1 - - - - - -
Uununap-Hedpponartma | 7 7 - - - - - - - -
Tybynonatna ®aHKoHM | | 1 = = = - - - - -
Kpuno lH 2 - 1 - - - - - - 1
BOMMUI (LCDD/HCDD) |14 8 - - - - - - 6 -
'H c penosutamum IgM | 3 - 3 - - - - - - -
nrHvua 5 - - - 2 1 - - - 2
MH 7 - 1 - 3 - 2 - - 3
NonynyHHbIN TH 2 - - - - - - - - 2
dCrc 3 - 1 - - 1 - - 2 1
BMHU 2 - - - 2 - - - -
Cneuunduueckas 10 1 - - 9 - - - - -
MHPUAbTPaALMA

TUH 3 - - - 2 - - - - 1
Hedpocknepos 4 1 - - 2 - - - - 1
AA amunoupos 3 - - - 1 2 - - - -




LUunnnuap-Hedpponartusa

IF LC kappa






o

Nlumdo- n mmenonponndepaTneHble 3ab6o0neBaHUS

[femonuTMyeckme aHeMun 1 HapyLleHus obmeHa rema

TpomboTMYECKME MUKPOAHTMONATUM

MHoOKecTBeHHaA mmenoma
MakpornobynmHemus BanbaeHcTpema

bonesHb PpaHKANHA

JlenKo3sbl

CuHpgpom CeuTa

HexoaXKUHCKMe nMm@ombl

Jlumdpoma XoaKKnHa

bone3Hb KactnemaHa

«lepBUYHbIN» amnnonao3

«lMepBrYHan» 601€3Hb OTNOXKEHMA NETKUX LieNen

MGRS

AYyTOMMMYHHaA reMmoanTUYecKaa aHemuA
I'IapOKcm3N\aanaﬂ HOYHaA I'EMOI'I'IO6MHprF|
Apyrne He UMMYHHbIe FeMOINTUYECKME aHEMNU

Mopdupua

TpomboTryeckas TpomboumMTONEeHNYeCcKaa nypnypa
STEC-TYC

Atunuynbin Nyc

Katactpodumueckmin AOC

[eHeTMyeckmne Tpombodumanm, nekapcrTeeHHble un ap. TMA

136
10
1
25
1
21

11 0,1

27 0,3

15



bonbHasa H., 1945 a.p.

AHamHe3 XusHu: markaa Al (makc. AL po 150/100, apantuposaHa K 130/80 mm pr.cT.). B 1999r.

MACTIKTOMMA M IKCTUPNALMA MATKU C NnpuaaTkamu mn 6 kypcos MNXT (pak Mono4YHOM Kenesbl).

Habntoganacb y OHKOIOra, AaHHbIX 33 peumams, NPOAO0NKEHHDbIN POCT He Bbl10. AH. KPOBU U

Mmoumn, KT OlK - 6e3 natonorum ao ceHtabpa 2010r.

AHamHe3 3aboneBaHuA:

O B pekabpe 2010r. 6e3 BUAMMOMN NPUUUHBI - KTEMHAA» Mo4a, onurypus, aHypus, A 200/110
MM pT.CT. locnuTannsnpoBaHa no M/, KpeaTuHuH Kposu 800 MKmonb/n, npoBeaeHo 4
npoueaypsbl [, Anypes BOCCTaHOBUACA, KpeaTUHUH 200 MKMOAb/ N1, BbiMMCaHa C AWArHO30M
OlNH B cTagnn BOCCTAaHOBNEHMA gnypesa

0 Yepes Hepento — 03HO6, noBbileHWe TemnepaTtypbl A0 39 C°, Ha cneaylowme CyTKU —
aHypwua. focnntannsnposBaHa B HEPPONOTrMYECKMIN CTaLMOoHap

A 140/80 mm pT.cT., HB 100 r/n, 1 9.4 Tbic/MKA, dopmyna He nameHeHa, CO3 69
MM/4ac, KpeaTUHUH 550 mKmonb/n, obwmin 6enok 65 r/n, B mouye 6enok 6,0 r/n—5,1
r/cytku, 1 20-28 B n/3p, 3P 10-20 B n/3p.

* RO OlK: 6e3 natonormu; RO yepena, Tasa: 6e3 feCTPYKTUBHbBIX USMEHEHUN

* Y3W: pasmepbl nodek 117x50 un 112x54, napeHxnma 16mm

*  IXO-KI'—TJIX, atepocknepos3 aopTbl, KNaNaHHOro annapaTa cepaua

«  MCKT OBIM: ybeauTenbHbIX AaHHbIX 3@ TPOMbH03 1A He nony4yeHo

*  UX-uccnedosaHue cbieopomKu Kpoeu u moyu Ne1 - B KpoBn M-rpagmneHT B ramma-
30He obpa3oBaH napanpotenHom G-Kanna 8,4 r/n, B moye cnenosot M- rpaiueHT B
ramma-1 30He 3a cyet 6enka beHc-[XKOHCa U B raMma-2 30He 3a CYET BbIXOAA B MOYY
CbIBOPOTOYHOrO NapanpotenHa G-Kanna

* [lposeaeHo 2 npoueaypsl [, nonyyana HMT, a/6 1 NpoTMBOA3BEHHYIO TEPANMUIO.
BbinucaHa, pekomeHA0BaHa rocNMTanm3auma B remMaTosIorMYecKyro KAIMHUKY B CBA3U C
NoA03pPEeHNEM Ha MHOXXECTBEHHYIO MUENOMY.




O Axsapb—mapT 2011r.: o6cnesoBaHUe B remaToNOrMUYECKON KAUHUKE:

NOunypes 300 mn/c, A 150/90 mm pT.CcT., nepudepunyeckme n/y He yBenmyeHbl, NevyeHb u
cesie3eHKa He nanbnupytoTcA
HB 94 r/n, N 7,2 Toic/mKn, Tp 376 Tbic/mKn, CO3 65 mm/yac, obwuin 6enok 85 r/n,
KpeaTuHUH 701 mKmonb/n, Kanbuuit obu,. 2,56 mmonb/n, moyeBas Kucnota 366
MKMmo/b/n. B moye 6enok 2 r/n, 1 35-40, 3P 60-70 B n/3p, NoceEB MOYM — SHTEPOKOKK
10*3
KT OTK u BN — npn3HakoB ammdageHonaTtum He HaMaeHO
CmepHanvHaa nyHkyusa Nel: K 1.5%, Tumdountbl 6%
TpenaHobuoncusa KocmHoz2o0 mo32a Nel:
CeemosasAa MUKPOCKONUA: ONpeaenatoTcA dSN1eMeHTbl BCeX 3 pOCTKOB remMornossa,
COOTHOLWEHNEe COOTBETCTBYET BO3PACTHON HOpMeE. BbifiBNAOTCA eANHUYHbIE
nnasmatmyeckne n menkme nmmboungHole Knetkn. OKkpacka KoHro-kpacHbim
oTpuuaTenbHaA
NmmyHozucmoxumus: CD79a CD20 cy — nO3UTMBHA 04€Hb HEOONbLUAA YaCTb MENKUX
NMMMGONAHbBIX KNETOK, PacnonoxKeHHbix Audpedy3Ho. CD3 no3nTtrueBHa oveHb HebObLIaSA
4acTb MEJIKUX TMMPOUNAHBIX KNETOK, PACMONOXKEHHbIX ANDPY3HO U MENTKUMU
rpynnamu. CD 38 CD 138 Vs38 plasma cell — no3nTMBHbI €AMHUNYHbIE Na3MaTUYECKNE
KNEeTKWU, PaCrNONOXKEHHbIE MHTEPCTULNANBHO U MENKMMM rPyNNamu BOKPYT *KUPOBbIX
Kanenb. CD 56 NO3UTUBHbIX KNETOK HE HaWAEeHO
3aKkar4YeHue: BTOPUYHbIE N3MEHEHUA




buoncusa noyku Ne1l:
Ceemosasa MuKkpocKkonuAa: 12 KnybouyKkoB, OTMeYaeTCA HEKOTOPOE paclMpPeHNE Me3aHTUA, NOJIHOKPOBME,
ytonweHne BMK, Hebonblaa nponndpepaumsa Me3aHrmoLnToB, YTONLWEHMNE U CKAEPO3 HAPYKHOM Kancy/bl.
dNUTeNn KaHanbLEB B COCTOAHUM BenkoBon ANCTpodmmn 1 atpodmn, NPOoCBET OTAENbHbIX KAHANbLEB C
6enkoBbIMU uuAnHAPamMn. AndpodysHbin CKAEpPOo3 CTPOMbI C KPYNHbIMU TMMPONAHBIMU MHOUNBTPATAMM.
ApTepunonocknepos. AMmaonga He HAaNAEHO
UMMyHO2UCMOXUMUA:
IgG me3aHrnm
IgM Ha TBM o4aroBo rpaHynApHOro xapakrepa+++
IgA B uMAMHApPax
Kanna u nambaa /1L, Ha TBM oTtaenbHbix KnybouKos
|gG-Kanna B KNeTKax MHTEPCTULUMANBHOIO MHOUNBbTPATa+++
Kanna - cnaboe ceeveHune B KnybouKax
21eKmpPoHHAA MUKPOCKOMUA: B N3ydeHHOM Knybouke obpaliaeTt Ha cebs BHUMaHUE 3arpyKeHHOCTb BCEX
KanuUAnapoB Maccamm pbixaoro 6enka. MoyeBon NPOCTPAHCTBO TaKXKe LEe/IMKOM 3arpyeHo 6enkosbimmn
Mmaccamu, ewe 6onee NAOTHbIMU, YEM B NPOCBETE KAaNUANAPOB. BbiparkeHHas )uposaa guctpodpma
noAouUMTOB, O4aroBas peayKumna MmasibiXx OTPOCTKOB. PacnpocTpaHeHHOe paspyLleHMe SHAO0TENNA C
MENIKMMM y4aCTKaMM OTCNOMKM aHAoTennoumToB ot BMK. O6HapyKnBatoTcA 3HaYMTENbHbIE MO
NPOTAKEHHOCTM YYaCTKN IHA0TENINANbHOM BbICTU/IKU, NLLEHHblEe Nop. BMK HepaBHOMEpPHO yTO/ILLEHA,
cknagvata. B 1/3 knybouka me3aHrnii pesko paclimMpeH, B TOM YMC/E 33 CHET NPUcoeauHeHMA cnasLmnxca
KanunnapoB, HabntoaaeTca yMepeHHasa rMNepKAeTOMHOCTb. BbifABNE€HbI MMMYHHbIE KOMMNNEKCbI:
cybaHaoTenmnanbHble MeNKMe HU3KOM NAOTHOCTU, MHOTAA MHTPaMeMbpaHO3Hble An AedeKTbl OT UX
pacnaga, B paclUMPEHHOM y4aCTKe Me3aHrua 6osee NNOTHbIE KPYMNHbIE N MEJIKME, B TO/LLE KaMnCy/ibl
LLUymnAaHcKoro-boymeHa eguHMYHbIE, KPYMNHbIE, NIOTHbIE.
3aKn4eHue: HangeHHble U3MEHEHUA CKOpee BCEro CBUAETENbCTBYOT O HAa/IMUYMK rIoMepynoHedppuTa




Mposoaunock neyenune: M 3 pasa 8 Hegento, UP 400 mr u/aeHb
(cymmapHo 4 1), npegHusonoH 60 mr B TeyeHne 10 aHen ¢
NOCTENEHHOM OTMEHOMN B TeYeHue 3 HeaeNb, aMIOAUNMUH, FTENAPUH,
apaHecn

BoccTtaHoBMACA AMype3, KpeaTUHUH 224 mkmonb/n, Il npeKkpalleH
UmmyHoxumu4ecKoe uccnedosaHue cbis0POMKU Kposu U MoYu
Ne2: cHu»KeHMe cekpeuun Gkanna go 5,3 r/n

BbinncaHa ¢ agnarHo3om: «XpoHudeckmni rnomepynoHedpput. OlNH B
coyeTaHuun ¢ XIMNH. MoHoKnoHanbHaa rammanaTtma. ['b 3 ct»
PekomeHa0BaHO HabntoaeHne Hepponora No MecCTy *KUTENbCTBA



O 1-9 2cocnumanusayus e Hegpponoz2uyeckoe omoeneHue N’Kb umenu C.11.
bomkuHa, mai 2011e.
* HebonbluMe oTeKU HUXKHUX KoHeyHocTel, Al 160/90 mm pT. cT., HB 106
r/n, KpeaTMHUH 188 MKMmonb/n, moyeBas K-Ta 464-567 mkmonb/n
* AHaAU3 aHaAMHecmuYeCcKUxX OaHHbIX:
Y 601bHOM C MOHOK/IOHA/IbHOM ramMmanaTUen, nepeHeclen 2 anm3oaa
OTlMH, B x04€e AeTaNbHOro remaTtosiornyeckoro obcnenoBaHmA AaHHbIX 33
MMENOMHYI0 6one3Hb, NMMPOMY HE NONYYEHO
Mpn 6uoncmm NOYKM ammuaonaa He HanaeHo. BoliABNEHHbIe Npu
CBETOBOW MUKPOCKOMUM NOYEYHOro buonTtaTta MU3MeHeHMS
HecneundunyHbl, No AaHHbIM UIX obpalwaeT Ha ceba BHUMaHMe
Hann4yune lgGKanna-uenen B KNETKaX MHTEPCTULMANBHOTO
nmmeounaHoro nHpunbtpaTa+++. Mo gaHHbIM M MMETCS NPU3HAKK
MMMYHOKOMMJ/IEKCHOIO NMOBPEXKAEHMA N NEePErpyskn Kanunnapos
benkom
[eHe3 noBTOPHbIX ann3o0a08 OlNMH ocTaeTca HEACHbIM M HE COrlacyeTca C
ANarHo3om rnomepynoHedputa. TpebyeT UCKAIOYEHMSA Hannvue
NMMMGOMbI MOYKM, BONE3HUN OT/IONKEHUA NETKUX/TAMNKENbIX Lienen, niu
MHOrO NapanpoTeEMHEMMNYECKOTO NOBPEXKAEHMNS



epecmomp bI1 Nel e J/IOIMNAb
CM': KOPKOBbIN CNOM TKAaHM NOYKK; 17 KNYHOUYKOB, M3 HUX NONHOCTbIO CKAepo3npoBaH 1 (6%)
Knybouek. Knyboykm ymepeHHO yBeindeHbl, 6e3 npusHakoB GopMUPOBAHUA MONYAYHUNA.
UnnmnHapbl oTcyTCTBYOT. CTEHKM apTEPMO U MENKUX apTepPUin YMEPEHHHO YTO/ILLEHbI 33 cHeT
rmnepTpodumM MbilleYHOro cnoa. ApTepun cpeaHero Kanmbpa 3HauYMTENbHO YTO/ILLEHDI 33 CHeT
¢nbp0o3a MHTUMBI.
KneTo4yHoCTb KNYHOUKOB, KOHTYPHOCTb UX KaNUANAPHOM CTEHKM, KaHa/IbLEBbIN annapaT u
MHTEPCTULMIN OLLEHKE HE NOA/IENKAT N3-3a HU3KOrO KavyecTBa NpenapaTos.
B TybynapHom nontoce 3-x KNy6OUYKOB — y4aCTKM NoA03pUTENbHbIE HAa POPMUPOBAHME
CErMeHTapHOro CKaeposa.
NP He BbINONHANOCL — MaTepuan B 610Ke OTCyTCTBYET.
3aKa4YeHue:
BblPa*KeHHbIM apTEPMOCKNEPO3; NOJIHbIN CKNepo3 6% K1ybo4KoB;
OMWUCAHHbIE TMCTONIOTMYECKNE NPU3HAKM HE MMEIOT HO30/10TMYECKOM NPUHALANEKHOCTY;
no npeacTtaBneHHOMY MmaTepmnany HedpobMoncmMmn BbIHECTU AMArHOCTUYECKOE 3aK/IHOYEHME He
npeacTaBNAETCA BO3MOMXKHbIM.
[lpumeyaHue:
OTCYTCTBME B NPeACTaB/IeHHOM maTepunane pparMeHTOB MO3roBOro C/101 TKAHM NMNOYKU He
NO3BO/ISIET BbICKA3aTbCA O HA/IMYMU UM OTCYTCTBMMU NATONOIMYECKUX LUAMHAPOB, YYUTbIBAA
ANarHOCTUPOBAHHYHO NapanpoTEMHEMMUIO;
Y4YaCTKM Noao3puTesibHble Ha GOPMUPOBAHNE CETMEHTAPHOIO CKIep03a NPU OKpacke
reMaToOKCMAMHOM-303MHOM HE MOTYT CAYXUTb AOCTAaTOYHbIM OCHOBAaHWEM A9 COOTBETCTBYHOLLLETO
ANarHosa;
uenecoobpasHo NOBTOPHOE UCCAea0BaHME.




Bunoncua noukun Ne2

CM: B npenapaTte 12 knybouKkoB, 1 U3 HUX NO/IHOCTbIO CK/IEPO3MPOBAH.
OcTaBLlunecs KNybouKn yBeanyeHbl B pa3mepax, B OCTa/IbHOM BbIrnAAAT
MaJsion3meHeHHbimU. Hebonbwon agnddy3HO — 04aroBbIN CKIEPO3
NHTEPCTULUMA U aTpodmA KaHanbLEB, 3aHMMaroWme okoso 20 % naowaam
napeHxmmbl. OTaenbHbie aTPOdUYHbIE KaHANbLbl COAEPKAT
npenmyuw,ectseHHo PAS — no3uTMBHbIE LUANMHAPLI 6e3 CONyTCTBYIOLWLEN
KNeTOYHOM peakumn. HekoTopble U3 HUX GparmeHTMpoOBaHbI. Ha
nepndepunmn npenapata MMeeTca y4acTok aAud@Py3HoOM, 4OCTaTOYHO
NNOTHON MOHOMOPGHON MHPUNBTPALUU UHTEPCTULMNA NNMMPOLUTAMM.
KaHanbubl B 3TOM 061aCTU OTCYTCTBYIOT. ApTEepumM — HET B NpenaparTe.
ApTepunonbl 6e3 ocobeHHocTEN.

NmmyHognroopecueHyusa: 1g G, Ig A, Ig M, C3, Clg, Kappa, Lambda,
dnbpnHOreH — HeraTUBHO

3aKnyeHuUe: XPOHUYECKUN MHTEPCTULNA/IbHBIA HEPPUT. YUNTbIBAA
XapaKTepP MHTEPCTMLMANBHON MHOUABTPALUN, HEOOXOAMMO NCKNOYNUTD
nmmonponndepatuBHoe 3aboneBaHme










Mepecmomp BI1 Ne2 e nabopamopuu FHL:
CM: B rotoBOM npenapate ¢parmMeHT TKAaHU NOYKM C HECKO/IbKUMU
KNyboYyKamu, CKNepo3om OA4HOro U3 HUX, MPU3HaKamn 6enKkoBoM
ANCcTpodum annTenma KaHanbLeEB, U OAHUM UHTEPCTULMANBHBIM
A0CTAaTOYHO YETKO OYEePUYEHHDBIM IMMPOULHBIM OYAKKOM
PEAKTUBHOIO XapaKkTepa 13 Menknx AMMOonaHbIX KNeToK C
NPUMeECHIO NJ1a3maunTos, rMCTUOLUMTOB
3aKa0YeHUe: KapTUHA MHTEePCTULMANBHOIO HedpUTa
UmmyHoxumu4eckoe uccnedosaHue cbiIsOPOMKU Kposu u moyu Ne3:
MOHOK/IOHa/IbHaA cekpeumna G-Kanmna. YpoBeHb NOJMKAOHANbHbIX
MMMYHOT100yNMHOB He CHUXKeH. Cekpeuma 6enka beHc-XOHCa He
BblAaBNeHa. CnegoBas Knyboukosasa npoTenHypusa. 1o cpaBHEHMUIO C
nccnegosaHmem ot 25.04.11 otmeyaeTca TEHAEHUMA K HEKOTOPOMY
yBe/IMYEHUIO cekpeumn napanpotemHa G-kanna-c 5,3 go 7,7 r/n,
NpPY 3TOM HOPMaIN30BaJICA YPOBEHb MNOJIMKNOHANbHOIO I1gG




* KnunHuyeckoe cyxpgeHwue:
Mo nabopaTopHbIM AaHHbIM MOYEBOM CUHAPOM MUHUMANbHbLIN, AHEMUN HET,
KOJINYeCcTBO TPOMbOOUMTOB, NEMKOLUMNTOB U IEMKOUMTapHaA Gopmyna B HOPME,
He3HaYnTeNbHOE NOBbILWEHNE YPOBHA MOYEBUHbI, KP€aTUHMHA U MOYEBOM KUC/IOTbI
Mo AaHHbIM NOBTOPHOM HMOMNCUM NOYKM BbISIB/IEHbI MPU3HAKU XPOHUYECKOTO
MHTEpPCTULUMANbHOro HedppuTta be3 cneumdpmnyeckomn NMMGONaHON MHPUABTPALMUN,
obpauwaet Ha ceba BHMMaHUE Hannume GpparMeHTUPOBAHHbIX LUJAUHAPOB B
OTAENbHbIX KaHanbUax. omepynapHON NAaTONOrMM HE HaMAEHO
BmecTe c Tem oTMevaeTcs yBenmyeHue cekpeunn Ig G-kanna ao 7,7 r/n
Takum obpa3om, B HacToAllee Bpema Y 60/1bHOM UMEETCA MOHOKJ/I0OHA/IbHas
cekpeumsa G-Kanna HeonpeaeneHHOro 3Ha4YeHMsA N XPOHUYECKUN MHTEPCTULIMAbHbBIN
HedpuT, XbBI 3a
YuutbiBaa 2 anusoga Ol B aHamHese, rmnepypuKkemMmio, Helb3Aa UCK/IKYUTb
YPaTHYO HepponaTuto, a TaKKe, C Y4eTOM Hannuma GparMeHTMPOBAHHbBIX LUANHAPOB
B KaHanbLax — UMAMHAP-HedponaTuio (nocneaHee meHee BEPOATHO)
B npoBegeHnn xumunoTtepanuu NaumMeHTKa B HaCToALLee BpeMsa He HyXaaeTcA,
NPoAOIXKeHa TepanmA afNIoNYPUHONOM, Ha3HavyeHbl BPA
BoinncaHa nog HabatogeHue Heppoaora, remaTonora



0o

Mocne BbIMMCKKU COCTOAHME BblNI0 yaoBNETBOPUTENbHbIM A0 anpens 2012r.
UmmyHoxumuuyecKoe uccnedosaHue cbiBOPOMKU Kposu u mo4vu Ne4:
MOHOKNOHanbHaA cekpeums Gk (11 r/n). YpoBeHb NONNKAOHAIbHbIX
MMMYHOT1I06yINHOB He cHMXeH. Cekpeumna 6enka beHc-[KoHca He BbiABAeHa. 1o
cpaBHeHuto ¢ uccnegosaHnem ot 13.10.11-coxpaHAaeTca TeHAEHUMUA K YBEIMYEHUIO
ypoBHs napanpotenHa Gk (7,7-11,0 r/n)

Maw 2012r. — 3KCTPpeHHaA rocNUTaAn3auma B XMPYPrmyecKyro KAMHUKY B CBA3U C
YLWEeMAEHNEM NMYNOYHOM TPbIXKK

BbinonHeHa pe3eKuna yyacTKa KULLKKU, repHMUOMNIaCcTUKa

B n/o nepuoae Ha 4-e CyTKM pasBMIaCh OINTYPUA, KpeaTUHUH KpoBu 621
MKMOAb/N, moyeBaa kKnucaota 502 mkmonb/n

MpoBeaeHo 2 ceaHca remoananmsa, ouypes yBeamunnca Ao 3 /CyTKu, KpeaTuHUH
485 mkmonb/n, B move 6enok 1,1 r/n, 1 25-30, 3p o 25 B n/3peHuns

MoemopHasa cocnumanu3ayus 8 Heghponoauvyeckoe omo. NKb umeHu C.I1. BomKuHa
maii-uroHb 20122

He 86-102 r/n, KpeaTUHUH 585-160 mKkmonb/n, obwwnii 6enok 69 r/n, cbis. Keneso
7,AMKmonb/n, moyeBas K-Ta 386 mKmonb/n, B moye 6enok 0,15r/n-0,8 r/cyTku,
8-12, 9p 10-15 B n/3p, noceB mo4mn — HeT pocTa GAopbl

CmepHanoHaa nyHkyusa Ne2: 1K 1,5%, Tumbountbl 7,5%

R6 MOM: pedopmupyowmin cnoHanaes, pacnpocTpaHeHHbI OCTEOXOHAPO03

Y3U OBl n noyek: renaTomeranusa, }KMpoBOM renaTtos, XPOHUYECKUN
KaNIbKYy/Ie3HbI XONEUUCTUT, BOASAHKA KENYHOr0 Ny3blpA. XpOHUYECKUN
naHKkpeaTtut. Anddy3Hble nameHeHmna noyek, YJ1C He pacwmpeHa

OHkonor: PM3+6 kypcos NXT B 1999r. [laHHbIX 32 Nporpeccuto Het



buoncusa noyku Ne 3

Ceemosas mukpockonusd. B npenapate 36 Knyb6o4koB, 3 U3 HUX NOJIHOCTbIO
CKNepo3npoBaHbl. OcTaBluneca KNybouKn yBesIMYeHbl B pa3mepax, B 4acTu
N3 HUX OTMeYaeTcs Hebonbloe pacllMpPeHMEe Me3aHIMalbHOro MaTpPUKca C
CONYTCTBYOLWEN me3aHrnasbHon nponndepaumen ao 4-6 KNeTok Ha 30HY
Mme3aHrma. CTeHKM KanUANAPHbIX NeTeb He YTO/ILLEHbl, OAHOKOHTYPHbIE

B oTaenbHbIX KaHabL,AaX OTMEYAEeTCA CHUXKEHME BbICOTbl KaHabLEBOrO
3NUTENNA C TOTaIbHOW, MO0 YAaCTUYHOM YTPATOM KLLLETOYHOM KalMbl»,
HEKpPO3bl OTAEeNbHbIX TYybynountoB. Inddy3HO-04aroBbI CKNEPO3
MHTEPCTMUMA U aTpodUA KaHanbLEB, 3aHMMatowme okono 30% naowagm
napeHxnmbl. Anddy3Ho-ovarosas MHTEPCTMLMANbHAA MHPUNLTPALUSA
NMmMmdoLMTaMM B 30HAX CK1iepo3a € He6ONbLLION TEHAEHUMEN K UHBA3UU B
KaHanbubl (TYy6ynuTt 1-2 nnumdounTa Ha cpe3 B aTPoPUUHbIX KaHaNbLAX).
OTaenbHble aTPOPUUHbBIN KaHaNbLbl KNCTO3HO PaCLUMpPEHbI, 3aMN0/IHEHDbI
6enkoBbiM coaepKMmbIM (PAS-No3nTMBHbIE LMANHAPLI 63 conyTCTBYOLWEN
KNETOYHOM peakummn).

ApTepumn — apTepronocknepos. Aptepuosnbl 6e3 ocobeHHoCTeMN.
immyHognroopecueHyus: 1gG, IgA, 1gM, C3, Clq, Kanna, 1ambaa,
dnbpnHOreH — HeraTUBHO

IneKmMpPOHHAA MUKPOCKOMUSA: XPOHUYECKUIM NHTEPCTULMANbHBIN HeEDPUT
3akntoyeHue: OCTpbIM KaHaNbLUEBbIN HEKPO3. XPOHUYECKUN
MHTEPCTULMANBHDBIN HEDPMUT.
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KnuHuueckoe cyxoeHue:

Y naumeHTKM ¢ napanpoTteMHemuen, nepeHecwen 3 asnusoaa OMM, npwu
oyepegHom obcneaoBaHNM AAHHBIM 32 MUENOMY, IMMPOMY HE NONYyYEHO, NO
NpPeXHeMy AMarHOCTUPYETCA MOHOK/IOHA/IbHaaA raMmanaTtms HeonpeaeneHHoro
3HayeHuA

[Mpy NOBTOPHOM BMONCUM NOYKU NPU3HAKOB, XapaKTePHbIX AN LMANHAP-
HedponaTun, AMMPonaHOMN HOUABLTPALUN, aMmnnonao3a, bonesHn oTaoKeHUA
MOHOK/NOHANbHbIX UMMYHOT/I00YIMHOB HE HAWAEHO, MO NPEXKHEMY MMEKTCA
NPOABNEHUA XPOHUYECKOTO MHTEPCTULMANBHOTO HedpmTa N ABAEHNA OCTPOro
KaHa/1bL,EeBOro HEKpPO3a

HecmoTtpa Ha oTcyTcTBME NPAMbIX MOPGONOrMYECKUX A0KA3aTE/bCTB,
B3aMMOCBA3b MeXAy raMmanaTnen u noparkeHnem noYeKk npeacraBiseTca
OYEeBMAHOM, B CBA3M C YEM NOCNE BOCCTAHOB/IEHMNA QYHKLMMN NMOYEK NpOBEAEH
KypC XMmmnoTepanuio no cxeme uunknodocdaH B gose 400 mr 8/B 5 gHen noapaa, +
npeaHn30a0H 60 mr/cyTku 5 aHel



1 B TeyeHune roga (nonb 2012-asryct 2013) nposeaeHo Bcero 4 kypca XT
KOMbUuHauuen umknodochaHa 1 npeaHN3010Ha eXKeKBApPTa/IbHO.
O Mpu duHamuyeckom obcnedosaHuUU:

UmmyHoxumu4eckoe uccaedosaHue cbiBOPOMKU Kposu u moyu Ne5:
MoHOKNOHaNnbHas cekpeuna G-kanna 9,9 r/n. CHUKeEH ypoBeHb
NO/IMKNOHANbHOro UMMyHOor10bynmHa G. Cekpeuna benka beHc-[KoHca He
BbisiBNeHa. 1o cpaBHeHUIO ¢ nccnegoBaHmem ot 9.04.12r. oTpmuaTeIbHOM
ANHAMUKN HET

UmmyHoxumu4yeckoe uccaedosaHue cbiBOPOMKuU Kposu u moyu No6:
MoHoKNoHanbHan cekpeuua Gk 12.5 r/n Ha doHe CHUIKEHUA YPOBHA
nonnknoHanbHoro IgG. Cekpeumns 6enka beHc-KoHca He BbiABAeHa. 1o
CpaBHeHuto ¢ nccnegosaHuem ot 12.07.12r. otmevaeTca TeHAEeHUMA K
HEKOTOPOMY YBEeMYEeHUIO ceKpeuunn napanpotenHa Gk (9,9-12,5r/n), npu sTom
CHM3WCA YPOBEHb NONNKAOHaNbHOrO 1gG (107-80 ME/mn)
UmmyHoxumuyecKoe uccnedosaHue cbisOpPoOMKU Kposu u movu Ne 7:
MoHoKnoHanbHas cekpeunsa Gk 13,3r\n. Cekpeumna 6enka beHc-[1»KoHca Kanna
181 mr/n. B moue 6enok beHc-[1)KoHca He BbiiBNeH. YPOBEeHb HOpMabHbIX Ig
He CHUXeH

UmmyHoxumu4ecKoe uccnedosaHue cbis0pPoOMKU Kposu u movu Ne8:
MOHOKNOHaNbHaA cekpeuma Gk 14,1 r/n. Cekpeuua 6enka beHc-[koHca Kanna
cocTaBnAeT oKkono 48 mr/n cbiBopoTKM (onpeaeneHo metogom Freelite). B moue
6enok beHc-[KOHCa He BbiABAEH. YPOBEHb HOPMaAJIbHbIX UMMYHOTNO6YyAMHOB
He cHMXeH. ChepoBaa KNyboyKoBasa NPOTENHYPUS



KT OTrK Nel1: MeanacTuHanbHAA HEMHOroYMcneHHaa anmdoageHonaTma
KT OrK Ne2: 6e3 oTpuuatesibHOM AUMHAMWKM NO cpaBHeHuto ¢ 03.2013r
CmepHanoHaa nyHKyua Ne3: ycnnenmne nponndepaumm rpaHyaoumnTtos bes
HapyLeHUA co3peBaHUA. HapylweHne co3peBaHMA 3PpUTPOKAPUOLUNTOB
TpenaHobuoncua KocmHoz2o mo3aa Ne2:

Ceemosaa mukpocKonus: KocTHbie Banku ¢ npnaHakamu 04arosom
pe3opbunmn. Ctpoma NONHOKPOBHA, C O4aroBbIMU KPOBOU3NNAHNAMMN. B
LUMPOKUX KOCTHO-MO3rOBbIX MO/IOCTAX YMEPEHHO KNAETOYHbIN
(oTHOCUTENbHO BO3PACTHOM HOPMbI) KOCTHbIN MO3r. MerakapmoumnTapHbIi
POCTOK B AOCTAaTOMHOM KOJIMYECTBE, MerakapuounTbl He6oNbLLINX
Pa3MepoB C rmnonobynapHbiMM A4PaMU. IPUTPOUAHBIN POCTOK B
AO0CTAaTOYHOM KOJIMYECTBE, 3PUTPOKAPUOLUTLI HOpMOBAaCcTMYECKOro TUNa.
[PaHynOUUTAPHbIA POCTOK B AOCTaTOYHOM KOJIMYECTBE, PA3HOM CTENEHMU
3penoctun, npeobnaaatot 3penbie reHepaunmn. MHTepCcTMUManbHO
PACNONIOXKEeHbI OTAENbHbIE MeNKue NTMMPOUAHbIE KNETKU, 3penble
NNa3MaTUYECKME KNETKMU PacnosioKeHbl NePUBACKYNAPHO

3aknwyeHue: B TpenaHobmonTate KapTUHA BTOPUYHbIX USMEHEHWUN
remonossa. Mpu3HakoB TIMMPOMHOro/NemKo3HOro NopPasKeHua He
obHapyKeHo.




* RO yepena — KOCTHO-TPAaBMATUYECKUX N3MEHEHWNI B KOCTAX CBOAA Yepena He
oTMe4aeTcA. [MnepocTo3 BHYTPEHHEN KOCTHOM NIAaCTUHKU. COCyanCTbIN PUCYHOK
YCUNIEH, CTPYKTYPA KOCTHOM TKaHM COXpaHeHa. TypeuKoe ceano pacrnosorKeHo
06bI4HO. CNMHKa NOPOTUYHA, C Y4acTKOM 0bbI3BecTB/ieHMA. OCHOBHasA nasyxa
NMHEBMATU3NPOBAHA

* RO pebep: KOCTHO-TPABMATUYECKUX, U OECTPYKTUBHBIX MU3MEHEHWNI HE BbISIB/IEHO.

* RO Kocmeli ma3sa c 3axeamom ma3o-6edpeHHbIX cycmaeos: KOCTHO-
TPaBMATUYECKUX, OECTPYKTUBHBIX MU3MEHEHUM He BblsiB/IeHO. CTPYKTypa KOCTHOM
TKaHW COXpaHeHa. B npoekunmn TazobeapeHHbIX CyCTaBOB ONpeaenatoTcs
Ha4ya/ibHble NPOAB/IEHMA KOKCApPTPO3a 2 cTeneHn ¢ obemnx CToOpoH

1 KauHuyeckoe cyxcdeHue:

MauneHTKa AnnTenbHO HabagaeTca No noBoAay nepeHeceHHbix B 2010-2012 rr.

noBTOpHbIX ann3ogos O, mopdonornyeckm oMarHoCTUPOBAH XPOHUYECKUIN

NHTEPCTULMANBHBIA HedpuT (NpoBeaeHOo 3 BMoNCUKM NOYKK)

C y4eToM BbIABNAEMOMN B TEYEHME HECKONIbKUX JIET MOHOKJ/IOHA/IbHOM raMmanaTum,

obcyrKaanca AMarHo3 NapanpoTeMHEMMYECKOTO NOPAXKEHNA NOYEK

MoBTOpHanA TpenaHobuoncma K/m - npnsHakoB AMMPOMHOro/TIEMKO3HOTO

noparkeHns He 0bHapy»KeHo. POCT KoainyecTBa NnasmaTUYECKUX KNETOK He A0CTUraeT

ANArHOCTUYECKN 3HAYMMOTO

MoueBoW CUMHAPOM MUHUMA/bHbBIN, GYHKLMA NOYEK ocTaeTca cTabnnbHoOM (cyTouyHan

npoTtenHypus 0,2 r/n, KpeaTuHUH 161 mKmonb/n)

ONTUMaNIbHOM TaKTUKOM ABNAETCA AMHAMMYeCcKoe HabatogeHue



QO AuHamuuyeckoe HabnwoeHue 2014-2016:2a2.

TpenaHobuoncua KocmHo20 mo32a Ne3, ceemoeas MUKPOCKONUA: BTOPUYHbIE
N3MEHEHMSA, NPMU3HAKOB cneumndUYecKoro nopaxKeHna He obHapyKeHo
UmmyHoxumuyeckoe uccnedosaHue cbiI8OPOMKU Kposu u mo4yu N29: MOHOK/IOHaIbHaA
cekpeuma Gk 12.7 r/n. CeKkpeuuns 6enka beHc-[IxKoHca Kanna — HU3KKUM yposeHb 49.1 mr/n
CbIBOPOTKM (onpeneneHo metogom Freelite). YpoBeHb NONOKNOHANbHbIX
MMMYHOT/I00Y/IMHOB HEe CHMXeH. o cpaBHEHMIO C NpeablayWwMM uccnegosaHnem bes
CyLLECTBEHHOM ANHAMUKMU

UmmyHoxumuyeckoe uccnedosaHue cbiBOPOMKU Kposu u movyu Ne10: MOHOK/IOHaNbHasA
cekpeuma GK 14.2 r/n. Cekpeumns benka beHc-[KoHca Kanna (BbiiBNEH B CbIBOPOTKeE
metogom "Freelite", copep>kaHune K-C/1L, 96 mr/n). benok beHc-[IoHCa B moye He
BblABNEH. YPOBEHb NONMKAOHA/IbHbIX UMMYHOI/100YIMHOB HE CHUXEH. pn cpaBHEHUM C
nccneposaHmem ot 18.08.14r. npUHUMNMANBHON AUHAMUKN HET

UmmyHoxumuyeckoe uccnedosaHue cbiBOPOMKU Kposu u mo4u Ne11: MoHOKNOHabHasA
cekpeumns Gk 14.3 r/n. Cekpeuma 6enka beHc-[I)koHca Kanna (BblfBNEH B CbIBOPOTKe
meTtogom "Freelite", conepskaHne k-C/1L, 69,8 mr/n). Benok beHc-[oHca B moye He
BblABNEH. YPOBEHb NONMKAOHA/IbHbIX UMMYHOI100YIMHOB HE CHUXEH
UmmyHoxumuyeckue uccnedosaHue cbI8OPOMKU Kposu u mo4yu Ne12: MOHOKNOHa/ibHasA
cekpeums Gkanna 15,6r/n Ha poHe CHUMKEHUA YPOBHSA NONMKNOHaNbHOTO 1gG. HnsKnit
ypoBeHb cekpeuunn benka beHc-xoHca Kanna (cogeprkaHue kanna-CJIL, B cbiBOpOTKe, NO
AaHHbIM meToga Freelite coctasnsaeTt 225mr/n, ¢ Mo4Yol BblaenAeTca cnefoBoe Koa-BO
napanpoTteunHa). Mo cpaBHeHuto ¢ uccnegosaHmem ot 15.09.2015r cekpeuyms
napanpoTtemHa Gkanna 6e3 cywecTBEHHOM AMHAMUKMK, NPU 3TOM YBE/MYMNIOCH KO-BO
kanna C/1L, B cbiBopoTKe ¢ 69,8mr/n go 225mr/n noasunca 6enok BJkanna B moue,

HECKOJ/IbKO CHU3UJICA YPOBEHbL NMNOJIMKNIOHA/IbHOIO |gG



O MNosTopHanA rocnutanusauma B otgeneHme Hedponornun Kb nmenn C.M. BOTKMHa,
ceHTAbpb 2016T.

e CocToaHue cpeaHen TAxKecTU. MNoBblIleHHOro NUTaHMA. KoXa ymepeHHOo
6nenHan, oTekoB HeT. Tpoduueckme HapyLeHnsa Koxun roneHen. A 150/90
MM.pT.cT. Anypes 1,3 n/cyTku

 HB 123 r/n, N 7,4 Toic/mKkn, CO3 60 mm/uac, KpeaTuHUH 158 mKmonb/n,
MmoyeBas K-Ta 484 mkmonb/n, obwmin 6enok 74 r/n, 8 moue 6enok 0,2 r/n, N
20-30, 9p 8-10 B n/3peHus

* TpenaHobuoncua KoctHoro mosra N24, ceeToBasAa MMKPOCKONUA: B KOCTHOM
Mo3re MopdosiorMyeckan KapTUHaA XapaKTepusyeT BTOPUYHbIE N3MEHEHMUS.
[aHHbIX 32 MMenomy He obHapyXKeHo.



KnuHuuecKoe cyxcOeHue:

v

v

ANnTenbHOCTb NOYEeYHOro aHamHesa - 6 net, 3aboneBaHne geboTMposano Asyma annsogamu O,
pa3pewmsBIMMCA Ha GOHe npoueayp remoananusa un XT (2- anm3oa)

MNepBOHa4abHO NOA03pPEBANACH MHOXKECTBEHHAA MMENIOMA, HO B XO4€e AEeTa/IbHOIo Aa/ibHEMLLEro
obcnepoBaHUA gMarHo3 He NOATBEPXKAEH, MOBTOPHbIE MOPHOIOrMYECKME NCCIeA0BAHUA NOYEYHOM
TKAHM BbIABUAN NPU3HAKN MHTEPCTULMANBHOTO HedpuTa, ybeanTenbHbIX NPU3HaKoB cneunduyeckomn
nmmeonaHon HPUABTPALMM NOYEYHOM TKaHU 0OHapYyXKeHO He bbisIo

BmecTte ¢ Tem nocne 3aBepuwenmna 1-ro kypca XT coxpaHANacb MOHOK/IOHANbHAA cekpeuna GKanna,
MMEenN MecTo NOBTOPHbIM 3nu3o4 OIM, 4To NoCcNy»KMN0 OCHOBaHMEM AnA NpoBeaeHus euwe 4 Kypcos XT
KombuHaumen npeaHnU3on0Ha 1 umknopochaHa, XT 3aBeplieHa B aBrycte 2013r.

HeogHoOKpaTHble NOBTOPHbIE UCCNEA0BAHUA KOCTHOrO MO3ra B AMHAMMKE HE BbIABUAM NPU3HAKOB
nmmoonponmdepaTnsHoro 3abonesanHma. B TeueHme nocneayowmx 2-x 1eT COXPaHANCA HU3KUM, HO
NOCTENeHHO HapacTaBLWNIM, YPOBEHb MOHOK/IOHA/IbHOM CEKpEeLMM, MPU3HAKOB NPOrpeccupoBaHmnsA
NOYEeYHOro NOBPEXKAEHNA HE OTMEYANOCh

Mpu ouepeaHom obcnegosaHmm B ceHTAbpe 20161 BbIABNEHO HApaCcTaHMe NapanpoTEMHEMUM C
BbIxogom 6enka beHc-[KoHca Kanna B Mo4y

Mpun HacToAwem obcnegoBaHMM NPOTENHYPUA MUHUMANbHAA, TeMaTypPUN HET, BbIABAAETCS
NENKOUUTYPUSA, B KIMHMYECKOM aHaNM3€e KPOBU NPUBJIEKAET BHUMAHME 3HAaUUTENbHO ycKopeHue CO3
NPY HOPMa/bHbIX MOKAa3aTeNAX FeMOrpaMMbl, BbIIBAAETCA MAacCMBHbIN M-rpagMeHT Ha
anekTpodoperpamme 6€1KOB KPOBU, YyMEPEHHAA FTMNEPYPUKEMMA, KPEaTUHUH KPpoBU 158 MKMonb/ A,
YTO CYLLECTBEHHO HE OT/INYAETCA OT NOKa3aTesien 3a npealecTeyowme 3 roaa

BbinonHeHa noBTOpHaA TpenaHObMoNCMA KOCTHOFO MO3ra, NPU CBETOONTUYECKOM UCC/Ie40BaHUM
OaHHbIX 32 AiumdonponndpepaTnBHoe 3aboneBaHne He NONYYEHO.

Taknm 06pa3om, CEKPETUPYIOLLNIA KNOH He naeHTUOUUMpPOBaAH. A onpeaeneHma HeobxogmmocTn mn
TAaKTUKKN BO306HOBAEHMA XT TpebyeTcs MMMYHOIMCTOXMMMUYECKOE NCCNea0BaHMe TpenaHoburonTaTa 1
MMMYHOPEHOTUNNPOBAHUE




BbIinosHeHO uMMyHO2UCMOXUMUYECKoe UuccaiedoeaHue
mpenaHobuonmama KocmHo2o mo32a Ne4: naHenb aHTuTen kK CD3, CD19,
CD20, CD56, CD138, IgA, 1gG, LCk, LCA, CyclinD. Busyanusupytotca B
yBEe/IMYEHHOM KONMYECTBE 3pensfe NnaasmaTnyeckne knetkm (CD138+),
PACMNOJIOXEHHbIe PAa3PO3HEHHO U B BUAE CKONAEeHMNOo 3-5 KneTokK un
NepuBacKy/NIAPHO, U PacnoIoXKEHHE MeX- U NnapaTpabeKynspHO, KOTopble
akcnpeccmpytot CD56 (membpaHHas peakuums), 1gG (uMTonnasmaTnyecKkasn
peakumsa). OTmeyaeTca BbiPaXKeHHAA TEHAEHLUMNA K PECTPUKLUM Kanna-uenu
(nAmbaa-no3nTUBHbBIE KNETKM egUHNYHDbIE). [pu peakuun ¢ aHTUTENOM
CD19 no3utneHbI menkue B-knetku (CD20+) 1 YacTb N1a3amaTUYECKNX
K/IETOK, PACMONIOKEHHbIX MeXTPabeKynAapHO pa3po3HEHHOO
NHTepcTnumnanbHoO pacceaHbl menkne B-knetkn (CD20+) n menkune T-KNETKU
(CD3+). Mpwu peakuymun c aHtutenom CyclinD no3UTUBHbBI TMCTUOLUTDI
3akno4yeHue: C y4eTOM MMMYHOTMCTOXMMMNYECKOro nccnenoBaHuA
MopdOoNorMyeckan KapTUHa B KOCTHOM MO3re XapaKTepusyeT Hepe3Ko
BbIPAXXEHHYI0 MHPUABTPALMIO NNa3MaTUYECKUMU KNETKaMM C abeppaHTHbIM
NMMMYyHOoPeHOTUNOM, IgGK+, KOTOPYIO CcieayeT OTHECTU K MUMHUMAbHbIM
NPU3HaKaM MHOXXECTBEHHOW MUEIOMb!




12/2010- 04/ 11/ 04/ 07/ 01/ 06/ 10/ 08/ 01/ 09/ 07/
01/2011 2011 2011 2012 2012 | 2013 2013 2013 2014 2015 2015 2016

2 anu3sopa 3-# anu3opg
NXT + - - - + + + +
nux Nel Ne2 Ne3 Ne4 Ne5 Ne6 Ne?7 Ne8 Ne9 Ne10 Nel1l Neil2
CbiBOpoTKa 8,4 5,3 7,7 11,0 9,9 12,5 13,3 14,1 12,7 14,2 14,3 15,6
GKkr/n
CbiBOpPOTKa - - - - - - 181 48 49,1 96 69,8 225
BJk mr/n
Moua BJk + - - - - - - - - - - +
Moua Gk + - - - -

* 6 neT, 3 buoncmm NoYku, 4 TpenaHobMoncMm KOCTHOro Mmo3ra, 12 MMMYHOXMMUYECKUX
nccneaoBaHMM CbIBOPOTKU KPOBU U MOYM

* [layMeHTKa KOHcybTupoBaHa B MocKkoBcKom fopoackom femaTtonormyeckom LleHTpe

* YcTaHOBNEH AMArHo3 «Tnetowen» mmenombl IgGk+PBJk ¢ BTopnyHOM HedponaTuen
(XTUH, XBN 36) 1 BTOpuUYHbIM UMMYHOAEPULUTOM

* [lnaHupyeTca Tepanma 6optezommnbom




