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ana NOATBEPKAEHNA
AnarHosa NPUMEHSIOT
6UONCUI0  MaNbIX  CAOHHbIX
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[loKa3aHO, YTO M3MEHEHMUA B
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60/bLIMX CNIOHHBIX Kefesax.
OAHaKo B MasbiX C/IOHHbIX
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NMMdoanuTenmnanbHble
nopakeHua, obHapyKuMBatoT
TONbKO Yy 5% nauuMeHToB.
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7 "bonesHb LérpeHa (BLW) - cuctemHoe 3aboneBaHue
| )Z] = Z =

\ /Hen3BeCcTHOM 3TUONOTUM, XapaKTePHOM YepToi KOTOPOro
NS apnaetca XPOHUYECKUI ayTOMMMYHHbI Z

nmméonponudpepaTUBHbIA  NPOLECC B CEKPETUPYIOLWMX
3NUTENINANbHbBIX Kenesax C pPasBUTMEM MNAaPEHXMMATO3HOro
cuanageHuTa C KcepocTomumen n Cyxoro
KepPaTOKOHBIOHKTUBMUTA C FTMNONAKPUMUEN.

*CuHgpom LérpeHa (CLU) — aHanornyHoe BLU noparkeHue
CNIOHHbIX W  CNE3HbIX »Kenés, passueawoweeca y 5-25%
60MbHbIX C CUCTEMHbIMKU 3abo0/ieBaHUAMU COEaANHUTENbHOM
TKaHKU (Yawe peBmaToMAHbIN apTpuT), y 50-75% 60AbHbIX C
XPOHUYECKUMU  aYyTOUMMMYHHBbIMU  NOPAXKEHUAMU  NeYeHn
(XpoHUYecknit AyTOMMMYHHbIN renaTur, NepBUYHDIN
6UNMapHbIA  UMPPO3 NEeYeHM) U pexe MNpu  [pyrux
ayTOMMMYHHbIX 3aboneBaHuAXx.

ANnaeMnonorus

+*3aboneBaemocTtb bLL Konebnetca ot 4 oo 250
cny4yaes Ha 100000 HaceneHwus.

**MeaneHHo nporpeccupytollee
+*MNunK 3abonesBaemocTu npmuxoauTca Ha 35-50 net
«»* ¥eHwuHbl 6onetot vawe /3 : 9/1

+*CmepTHOCTb Npu BLU B 3 pasa Bbile, Yem B NONYAALMMW.
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bHbIX X
7y ! Oebiot

uarHos

10 20 30 40 50 60 70 80 90
BoO3pacT

Pavlidis et al, J Rheumatol 1998; 2, 9:5

CrpaHa

Kutan

Typums

Anunaemuonoruvs

Kputepuu CLL

Copenhagen
San Diego

European
AECG

BennkobputaHn AECG

Aa

Mpeuuna

[aHua

LBeumna

Poccua

European

AECG
European

European
Copenhagen

Copenhagen

Clin Epi

PacnpoctpaH

eHHOCTb %

0.77
0.34

0.35-0.72
0.21-0.72

0.4
2.1

0.15-0.23
0.60

0.6-2.1
0.2-0.8

2.7

CnekTp KNMHUYECKUX NPOsiBIIEHUN
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7/ Kene3sucrtble

)

CneKTp OCHOBHbIX KIMHUYECKUX
nposasaeHunii b

o CucremHsble nepuanutenuanbHbie

o [lopaxeHue nodek
(MHTEepcTULManbHbIN HedpuT,
NPOKCMMarnbHbI KaHasbLEBbIN
aumpnos) :

-

o [lopaxeHune nerkmx

(NHEBMOHUT) |€ f

o TMopaxeHue neveHn

(nepekpecT c NbL)

o OkcTpasnuTenuanbHble

(apTpuT, Backynur,
MMWO3UT, HEBPUT etc)

':"?Mopd)onormquKMM cybcTpaTom
ABnAeTcA nmMmeorucTmo-
nNasmouuTapHaa MHGUAbTPaLMS,
PacrnofioXKeHHas NepuayKTanbHo,
C TeHAeHuMel NPOHWKHOBEHMA B

auuHycbl. 3aboneBaHuMe  HOCUT
arpeccuMBHbIN  XapaKTep, KNETKU
nHdunbTpaTa obHapy»xuBatoT
WMHTPA3NUTENMANBHO BHYTPMU
NMPOTOKOB W aLMHYCOB, OHMU
paspywarwT WX W 3ameLatoT
napeHxmmy CEKPETUPYIOLLUX
)enes.

Mopdonornueckme Kpurtepuu bLL/CLU

¥

.
)
.
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(/ j‘ Mopdonornueckme Kputepum bLU/CLL
NS>

’:’anMEHHETCH MO,CI,M(I)VIKaLIMFI NMNoAYKOIM4ECTBEHHOIO
meToaa. AwnarHoctnyecku 3Ha4YUMbIM AanAa
noarsepxaeHnAa AunarHola - BblAB/IEHUNE c|>0Kyca

BocnaneHmnAa B Konnyecrtee >1 B 4 MM?2,

KnaccugpukayuoHHble kpumepuu CLL (Sjogren’s International
Collaborative Clinical Alliance = SICCA, 20122)

+»» Ouaroso-andodysHan MMMGOrncTMoumnTapHan
MHOUNBbTPaLMA B BMONTATAX MaNbIX CAKOHHbLIX Xene3

(> 2 doKycoB B 4 MM?) - OmeyecmeeHHbie Kpumepuu
duazHo3a BLU (®rby HUNP PAMH, 20012)

s OOKyC - cKoneHue

@ Mopdonoruueckue Kputepuu bLL/CLL
\\\\;/// “"5 ; £ %1 i

He meHee 50
NTMMPONAHbBIX KNETOK

B 4MMm?
NOBEPXHOCTM C/IIOHHOM il
Xenesbl. SRR e

) \v]
**CpeaHnm okyc NI X-peakums ¢ aHTUTENOM
oueHunBaeTcA CD4 ysenun4yeHue nyna

no 4 manbliM CNKOHHbIM
}enesam.
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Mopcbonormecxm;, Kpbutepuun BLL/CLU

Ch4

“BocnanutenHsiin uHbunbTpaT
npeacrasneH T-numoum-
Tamun (CD4 - 70% ot Bcex T-

nmméounTos, okosio CD8
30%)
B-numoounTtbl coctaBnaoT
1/4-1/5 kneTok
MHOUANBTPATA, YacTo
dbopmumpytotca GONNNKyNO-
nogo6Hble CTPYKTYpbI.
B nHdumnbTpaTe npucytcTeyeT
3HAYMTE/IbHOE KOIMYECTBO
Na1a3mMoLUTOB.

Kputepuu anarHosa
6onesHn/cuHgpoma LllerpeHa
(UHCcTUTYT pesmatonorun PAMH).

I. Cyxo# 1l. MapeHXxMmaTo3HbIN Ill. Na6opaTopHble

KOHDBIOHKTMBUT/KEPAaTOKOHD | CMaNafeHuT: NpU3HaKu ayTOUMMYHHOTO

IOHKTUBUT: 3abonesaHun:

1. CHuKeHue 1. cuanometpua <2,5mn/5 1. nonoskutenbHbIA PO
C/1e30BblaeNneHmsa — MWUHYT (tutp 1:80) namn

CTUMYNNPOBAHHBIN TECT (cTMmynmpoBaHHas); 2. NONOXKUTENbHbIN AHD
Lnpmepa <10 mm/5 . 0BbHapy»eHue nosnocremn (TuTp 1:160) nan
MUHYT; >1 mm npwm 3. o6HapyxeHue Ro/La
2. OKpalwuBaHMWe anuTenus cuanorpaduu; AHTUALEPHbIX aHTUTEN
KOHbBIOHKTMBbI/porosuupl 3. ouaroso—auddysHas
6€eHranbCckMm po30BbIM 1 AmmeorncTmoumnTapHas
dnoopecuenHom +1 u > UHPUAbTPaALUA B
3. CHWXeHWe BpeMeHu 6uonTaTax CAIOHHbIX

pa3pbiBa »enes (>2 ¢pokycos B 4
npexkopHeasibHoM MM2 B 4 oLLeHMBaeMbIX
CNe3Hou nNaeHkm <10 »eneskax)

CEKYHA.
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KnaccudmkaumoHHble kputepuu CLU (Sjogren’s
International Collaborative Clinical Alliances/ ACR 2012)

= éMMnTOMbI Kputepumn

MopakeHne cnesHbix CyX0l KEPOTOKOHBIOHKTUBUT, MOATBEPXKAEHHbIN

xenes 06BbEKTMBHBLIMM 0D TANIbMOSIOMNYECKNMM
nposiBneHust (Tect ¢ 6eHranbCKnM po30BbiM,
oueHKa Mo wkane BaH bucrepdenaa 3 n 6onee)

MopaxeHne CMIoHHbIX  [McTonaTonornyeckne npusHaku

xenes (oyaroBasi nMdOo-naaMouuTapHas
MHWUNBbTPaLMS BOKPYT NPOTOKOB CIIIOHHBIX XKene3s
(nnbo auddysHas MHbOWUILTPaUKMS), BbISBIEHNE HE
MeHee 1 dokyca MHOUILTpaUMn B 4 MM2)

BbissBneHue [JeTtekums aHTUHYKeapHoro daktopa B TUTpe Iy
ayToaHTUTEeN AH®>1:320 B codeTaHMu CO BbisiBNieHneM PO nnbo
anti SS-A/Ro n/vnn antiSS-B/La.

Bone3sHb/CuHgpom LLlerpeHa

% [

i

[emMaToKCUNMH " PAS-peakuus
903MH yB. nyna x4 yB. niyna x4

10
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Bone3sHb/CuHppom LLlerpeHa

NI'X-peakuma CD3 NI X-peakuma CD20

yB. nyna x4 yB. nyna x4 'I

BonesHb/CuHapom LLerpeHa
G i

‘m RSN T
h‘
i?i’{,ap

NI X-peakuma CD4 NI X-peakuna CD8

yB. nyna x4 yB. nyna x4 '

11
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NI X-peakuma naHLK
AE1/AES
yB. nyna x4

NI X-peakuma CD138
yB. nyna x4

BonesHb/CuHppom LLlerpeHa

UIX-peakunsa I X-peakumnsa
nerkve uenu Ig nerkve uenu Ig
Kanna ys. X 10 nambga ys. X 10

12
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3'\»',

g
NI X-peakunsa IgG NI X-peakumns IgG4 |
yB. X 10 yB. X 10

IGG4-ACCOLULUNPOBAHHOE
3ABOJIEBAHUE

13
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/ﬁ\ % 1gG4-C3 — wuMMyHO3aBUCMMOE cuUcTeMHoe 3abonesaHue,
xapaktepusyouweecs anddysHoii/ouyaroBoi BoCnanuTebHOM

\7 // MHOUAbTPaUMEn nnasmoumTamm, akcnpeccupyowmmm 1gG4 ¢
nocnegyrowmm passutuem obautepupyowero ¢nebuta u
¢unbpockneposa COOTBETCTBYHOLLMX OpraHos,
conpoBoXKaawleeca MosbileHMem cogepaHua 18G4 B
CbIBOPOTKE KPOBMU.

% Mpupopga ¢mbposmpytowero npouecca, XxapakTepHoro Ana
IgG4-C3, ocTaeTcA  HEBbIACHEHHOW, OAHAKO  AaHHoe
3aboneBaHMe B LENOM XOpPOWO MoAAalTca  Tepanuu
MMMYHOCYNpPEeCcCaHTamMM, [/IIOKOKOPTUKOMZAMM, OCOBEHHO
NpM paHHEM JieYeHUM, 4YTO onpegenser HeobXxogMMOCTb
paHHelr AMArHOCTMKM U pa3paboTKM  AMarHOCTUYECKMX
KpUTepmes.

S & \ 4
/// HomeHKnaTtypa 3abonesaHuii n
)¥)
Q\ 24 CMHAPOMOB, CBA3AHHbIX C

- NnaTonornyeckum HakonneHumem IgG4

IgG4-C3 TaKkke 0H603HavaeTca:
* |gG4-cBA3aHHOE cucTeMHOe 3ab60/1eBaHUE,
* |gG4-cBA3aHHOE cCKAepo3npyollee 3aboneBaHue,

*  My/bTUPOKaNbHbIN GUbpPOCKNEPO3,

* |gG4-mynbTHMOpPraHHoe nnmdonponmndpepaTnBHoe
HapyLLeHue,
* CUCTEMHbIN IgG4-cBA3aHHbIN na1a3maTU4yeckum

CUHAPOM U Ap.

14
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LieHTpanbHas pTpOd! i WT, T ¢
HepBHaA cucTema
MopskenypouHan kenesa Numo ytoLy p T(Ancn)
(ay T —AUN TMNn 1)

MNeyeHb CX BHYTpI

CnioHHbIe Xenesbl XpoHUuecKmit

¥ renatur,

KioTTHepa), xp! i TH

(6onesHb Mukynuua — M
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“ JleroyHas BocnanurenbHasa ncesaoonyxonb,
- i
NPOCTPaHCTBO
perpone o
CKNepO31PYIOLLMIA A0PTUT
Audaaenonaren ¢ i A rasmariseckuu ey
Mo aaHHbIM UHCTUTYTa peBmaTonorum PAMH
(Cepbiwes C.X. u coasT., 2011).
yalue BCero BbiABAAETCA:
*  MynbTUPOKaNbHbIN GnbpP0o3 (33%),
* nceBAOONyxoab opbuTtsbl (32%),
* peTponepuToHeanbHbin Gnbpo3s (13%)
* BonesHb Mukynumua (10%) |

15
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KANHNn4YecKoe

COCTOAHME,

ABYXCTOPOHHUM CUMMETPUYHbIM

bone3Hb Mukynunua

conpoBoXjatolleeca

** IaKPNOoaJeHUTOM (OTEK CNe3HbIX Kenes) u

’:’CMaﬂoa,ﬂ,eHMTOM (OTEK OKO/IOYWHbIX N NOoAYENIOCTHbLIX

CNNHIOHHDbIX mene3).

]

PacnpegeneHune no nony

YBenuyeHue xenes

CyxoW KepaTOKOHBIOHKTUBUT
CyxocTb pTa
MapeHXnMMaTo3HbIM NapoTUT

UmmyHonorua

YpoBeHb 1gG4
mcTtonorusa

M:K =3:2

CToiKoe

HeT
HeT nnn ymepeHHasn
HeT

NHoraa HU3Kne TUTpbl
aHTMHYK/IeapHoro ¢pakTopa
(AH®), PO

MoBbiweH

NiumdponnasmoumnTapHan
MHOUNBTPaLMA, MHOTO IgG4+
KNETOK,
donnvkynonogobHole
CTpYKTYpbl, MALT-TKaHb

Pasnnuuna mexay bM v Bl

M:XK=1:9

Peunamsumpytowee nam
cToliKoe

TunuyeH
TunnyHa
Bcerpa

Bceraa P®, AH®,
aHTUTena K SSA/Ro v SSB/La

Hopma

NinmoongHas
MHOUNbTpaums, 1IgG4-,

NMMoosnuTenmanbHoe
nopaxeHue

16
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B ocHOBY BCcex aAroputmos AUarHOCTUKU
nernun guarHoctuyeckue Kputepum AUI.

W TTAaTN

2 R AR O E S
2 T e S

*B TO e Bpems, CYLIECTBYIOT M <& it akie 3% 3
coBepLUeHHOo TUMKUYHbIE o :
NaToONOTMYECKME U3MEHEHUA B
TKaHAX He3aBMCMMO ot 2 %
BOB/IEYEHHOTO OpraHa:

s numdonnasmouuTapHas
UHUNbTpaLUA,

“* TMNWUYHBbIK HPU6PO3,
< obnutepupylowmii pnebur, §
¢ He3HauuTenbHo/cpegHe
Bblpa*KeHHasA 303nHOPUUA.

O6wue AMarHoCTUYECKUE Kputepum
IgG4-C3 (Okazaki et al., 2006):

1. AnddysHoe nnm pokanbHoe yBenmyeHne/onyxonesmaHoe
obpasoBaHuMe B 04HOM UM Bonee opraHe.

2. Mos.blleHne ypoBHA IgG4 B CbiIBOPOTKe Kposu >135 mr/an.
3. lMcTonorMyeckue npusHaKu:

a. 3HauUTeNbHaA MHOUALTPALMA TMMPOLUTAMM U NAA3MOLMUTAMMU
¢ dnbpo3om 6e3 HeNTPOPUNbHON NHPUNBTPALLUNK;

b. 6onbwoe KonmyecTso IgG4-NO3UTUBHBIX KNETOK B UHPUALTPATE
(>10 B none 3peHuA) U/mam cooTHoLeEeHMe

IgG4-/1gG-N03UTUBHbIX KNeTOK >40%;
c. myapodopmHbI dp1bpos;
d. o6nutepupyowmnin pnebur.

[narHo3 yctaHaBAMBAETCA MPM HaIMUMU CAeAYIOWNX KPUTEPUEB:
1+2; 1+3 (a/b); 2+3 (a/b); 3 (a, b, ¢, d).

17
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/ /\\ AmnarHocTtuyeckue Kputepum uccnegoBartenem
( Q ‘; MOLPS (IgG4-cBA3aHHbIN MYNbTUOPTraHHDbIN
AR / numdonponudepatnsHbii cuHgpom — MOJINC)

h e (Masaki Y. et al., 2008):

1. nMosblweHHbIW ypoBeHb 1gG4 B  CbIBOpPOTKe
Kposu >135mr/an

2.fluctonatonoruyeckme  U3MeHeHus, BK/IlOYaKoLWme
TMMOOLUNTAPHYIO M NNA3MOLMUTAPHYIO WHPUALTPALULO
(IgG4-nO3NTUBHBIMM  NNA3MAaTUYECKUMU  KJIETKaMM),
cooTHoweHwue 1gG4+/1gG nnasmaTmyecknx Knetok >40% c
npu3Hakamun TMnNuyHoro pubposa nnum ckneposa.

[Ona ycraHoBNeHUA AuarHo3a Tpebyerca Haanuue
Kputepualwm 2

el

@ AnarHoctuyeckme KpuTepun CUCTEMHOM

/ IgG4-accoummposaHHoit BM:

1. Nepcuctupyowmii (>3 mec) CMMMETPUUHBbIA OTeK
CNe3HbIX, OKOJIOYLIHbIX, MOAYENIOCTHbIX CAIOHHbIX
yKenes, Npu BOBNEYEHUU HE MeHee 2 Nap U3 HUX.

2. Bbicokuit ypoBeHb |gG4 B cbiBOpOTKe Kposu (>135mr/n).

3. 3HayuTenbHaA MHPMABTPaLNA Kenes lgG4-
NO3UTUBHbIMMU NAa3MaTUYECKUMM KNIeTKamm
(cooTHoweHue 1gG4-/IgG-N03NUTUBHbLIX KneTok >40% B
TKAHAX NPU FTMCTONOMMYECKOM UCC/IeA0BaHMN).

1
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Mpu 3ToM He06X0AMMO UCKIOUUTD:

* Capkoungos

* bonesHun KactenmaHa

* Backynut BereHepa

* AIMMPOMbI U KAPLMHOMBI.

* [laumeHTbl C HANMYMEM OAHOrO U3 YKA3aHHbIX KpUTEPUEB
OTHOCATCA K «BO3MOXKHOMY I1gG4-MOJIMNC».

* Jlnua ¢ Hannumem obomxX KpUTEPUEB U YCTAHOBAEHHOTO AMAarHo3a
apyroro 3abonesaHus (Hanpumep bLU) onucbiBaloTca  Kak
umerowme  6onesHb  LerpeHa C  BO3MOXHbIM IgG4-
accoummnpoBaHHbim MOJITIC.

* [lauMeHTbl C YyCTAHOBAEHHbIM AguarHosom IgG4-MOJINC, vy
KOTOPbIX HE OTMEYeHO yaydlweHua npu nedeHun K, TpebytoT
[oob6cneoBaHMA M NepecMoTpa AnarHo3a.

IgG4-accoummnpoBaHHan
bone3Hb MuKynunua

[emaTOKCUINH U 303UH

A » -~
pas -

DRI VARV N, |

19
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IgG4-accoyummnpoBaHHan
bonesHb MuKynuua

PAS peakuus ¢ Tpuxpom no MaccoHy x100
amunason A x100

IgG4-accoummnpoBaHHan

bone3Hb MuKynunua

20
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IgG4-accoummnpoBaHHan
bonesHb Mukynunua
W Ty T K S ARRER

IgG4-accoummnpoBaHHan
bone3sHb MuKynunua

ha ¥

IgG4 x100 IgG x100

21
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IgG4-accoummnpoBaHHan
bone3sHb MuKynunua

L
o

'TA'& 7

Nerkve uenu Nerkve uenu ‘
lg kanna x 100 lg namboa x 100 H

AnHamuKa BbisiBNeHUA 60/1bHbIX
bLU n 1gG4 accouunUpoBaHHbIM
3aboneBaHnem — BIMAHUE HOBbIX
TexHonorun?

2011 2012 2013 2014 2015

bonesHb 15 33 24 20 71
LWerpeHa

IgG4 0 0 1 2 3
accounmpoBaHHO

e 3abonesaHue
HaHHble npedocmaesneHbl

MacnsiHckum A.J1. ‘
@rey « C3®MUL um. B.A. Anma3zoea»

22
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PaccmatpuBaeTca BO3MOXHOCTb OTHECEHUA K CNEKTpY
npoasneHuni IgG4-C3 cheayrowmx
3abonesaHuii/cocToaHni:

KOHCTPUKTUBHbIN NEePUKapauT;

peakTMBHas ¢nbpo3npyroLLan HoaynApHas
ncesgoonyxonb KKT;

CKNepOo3MpyloLas aHrMomaTonaHas |
HoAyNsApHanA TpaHchopMaLmMA CeneseHKu; E

CKNEepOo3MPYIOLLUA ME3EHTEPUT;
KOXKHaA nceBaonmmdpoma.

23



