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FTEMOPPATNYECKUU BACKYJIUT (unu Ig AV, paHee

uszsecmmHsoli Kak nypnypa LLleHneliH-TeHoxa):

v Haubonee pacnpocmpaHeHHbIlU cucmemHbsIli 8acCKyaum y
0emel ¢ yacmomou ecmpe4yaemocmu 3-27 cny4yaee Ha 100
000 demcKo20 HaceneHus;

v amuosoz2usa He uzsecmHd. BeposamHsl mpuazepebli :
* UH(eKYUuoHHbIe (BupycHble u bakmepuasnbHsbie);
 /IeKapcmeeHHble npenapamel, nuuWesblie asasnepaeHsl, YKycol
HAaCeKoMbIX, pe3Kue nepenaobl memnepamypbl OKpyxcarouwel
cpeobol.

IS AV xapakmepu3yemca eocnasneHuem mMmesnKux cocyoos,
8bI38AHHbIX NEPUBACKYAAPHLIM omaoxceHuem ISA u
aKmueayueli Helimpogusos ¢ passumuem rnopaxceHus
KOX(U, Cycmaeos, xenyo0o4YHOo-KUWeyYyHo20 mpakma u
noyek no muny IgA- eanomepynoHegppuma.
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KPUTEPUU Ig AV

(Eeponelickasa nauza 6opbbbl c peemamu3mom u Eeponelickoe
obwecmeo demckoli peeamamonozuu (EULAR/PReS), 2010 2.)

ryPriyPA UJi1 SPUTEMA
NPEUMYLUECTBEHHO HA HUMHUX KOHEYHOCTAX
(06s3amenbHbIlU Kpumepul),
8 coyemaHuu ¢ 0OHUM U3 MPU3HAKOB:

v ughgpy3Hasa 6onb 6 Hcusome;

v’ 2ucmonamosno2au4yecKue rMpuU3HaKu munuyHozo
nelkoyumonaacmu4yecKo20 8acKyauma uau
nponugepamusHo20 2ao0mepynoHegphpuma ¢
npeobaaoaHuem omanoxceHuli IgA;

v apmpum unu apmpasnauu.
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> [uazHo3 IGAV N (2nomepynoHegppum) cmaseumcsa Ha OCHOBAHUU
KAUHUYEeCKUX rnposaesneHul:

> Coobwaemcs o nopaxceHuu no4vek y 20-54% demeuii c ISAV.

2emamypus,

rnpomeuHypus,

apmepuanbHasa 2unepmeH3us,

u/unu cHux3ceHue (pyHKUUU roYex.

> [nomepynoHegpum moxcem npomeKameos om npexooauw,e2o
Mo4Yes020 CUHOPOMA 00 KAUHU4YecKol KapmuHbl
3/710Ka4YecmeeHHO020 npoyecca ¢ boicmponpozpeccupyroweli
noye4yHol HEOOCMAMOYHOCMDbIO.

> ISAVN npoepeccupyem 0o noyeyHoii HedocmamoyHocmu
6 1-15% cnyuaes.

> buoncua no4yku obbIMHO HA3HaYaemMca nayueHmMam ¢ maxcesnsim
nopaxeHuem novyek (npomeuHypus Heghpomu4yecKkoz20
ouanasoHa, CHUX«eHue pyHKyuu rnoyekx).
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4 Llenb pabomsi : demoHcmpayua cay4yas 3aboneeaHusa Ig AV c N
paszsumuem 2nomepynoHegppuma y pebeHKa c caxapHeim ouabemom
1 muna.

Unemupa ll. 11 nem.
CaxapHoim duabemom 1 muna bosneem 8 meyeHue 2-x nem.
Cmpaodaem noanuHo3om, nuw,eeol annepauell.

CemelHbllU GHOMHE3 OMA20WEH: Y mamepu s38eHHAsA 6ose3Hb
dseHadyamunepcmHoU KUWkKu, y 6abywKu no auHUU mamepu caxapHoii
oduabem 2 muna.

Mocmynuna e mecmHbIli cMayuoHAp ¢ OCMAMOYHbIMU ABAEHUAMU
OPBU, 2cemoppaz2uydecKUmMmu 8biCbINaHUAMU HA Koxce 2osaeHeli u 6edep.

Ob6cnedosaHa:

B obwjem aHanuse kposu — aumepoyumos 44%. AC/10 — 640 ME/mn, CPb
— 48 me/n. B Koazynoepamme: pubpuHozeH — 3,25 2/n, [NTU 66% , epemsa
pekansyugpukayuu naasmei — 75 (N), mpomb6omecm -V cm.

O6bwul aHanu3 moyu: 6e3 namoaozuu.
JuazHocmuposas FTEMOPPATUYECKUU BACKY/IUT.
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TEPATTUA

v namoeeHemu4yecKaa (Ounupudamorn u 2enapuH),
v aHauonpomeKkmop (neHmMoKcuguanuH),
v aHMu2uUCMaMuHHbIU npenapam,

v KOMBUHUPOBAHHAA UHCYAUHOMepanus (nesemup u
Hoeopanud) 37 E] e cym. ( 0,7 EQ/k2/cym.)

v'NB! lenapuH 6e3 uccnedosaHusa e2o Koppakmopa —
aHmumpomb6uHa lll.




. AHTUTPOMBUH III (AT I11) A

v’ 21UKONpomeuH, cCuHme3upyemeolli 8 2enamoyumax u 8 saHoomenuu
cocyooe;

v 3HOO02eHHbIU aHMUKoa2ynaHm, cnocobcmeayrowuli No00epHaHUIo Kposu 8
HCUOKOM COCMOSAHUU;

v UHaubumop pakmopos ceepmoiBaHUA KPOBU: YyMeHbWIdem adKmMuU8HOCMb
mpombuHa, KoazynayuoHHoix pakmopos VIIA, IXA, XA, XIA, XIIA;

v’ Aea1aemca naa3meHHbIM KOpaKmopom 2enapuHd.

> Koeda AT lll delicmeyem camocmosamenbHo, UHAKMueayus
mpombuHa npoucxodum nocmeneHHO, No Hapacmarouweu, npu
rnocmyrseHuUU 8 Kpos8b 2enapuHa 3mom rpoyecc npoucxooum
6bicmpo.

> Y nayuenmoe ¢ HUskum yposHem AT Il ebicok puck pazsumus
mpomb60308, U 2enapuH NPAaKkmMu4yecKu He oKasoieaem
aHMUKoa2ynAHMHo20 delicmeus.

> CHuxceHue ypoeHsa AT Il moxcem 6b6imb 06ycnoeneH 8po3cOeHHbIM
dedpuyumom, 3aboneeaHuamu nevyeHu, BC-cuHOpomom, cencucom,
271y60KUM 8€HO3HbIM mMpomb6030M, HeghpomuYecKUm CUHOPOMOM,
6oabwoli Kposonomepedi.
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HeadekeamHaa namozeHemuyecKas mepanus
(HedocmamoyHaa 003a 2enapuHd, e2o HU3Kasa
aghgpekmusHocme 8 cea3u ¢ Hedocmamo4vyHocmeoio AT lll)
8 debrome 3abo0neesaHua yxyowunu meyeHue
2emMoppa2u4vyecKoz20 eacKynuma.

B cesa3u ¢ npucoeduHeHuem aboomuHanbHo20 601e6020
CUHOpoma pebeHoK nepesedeH e PLIKb.

AduazHo3

FEMOPPATMYECKUU BACKYJIUT, a60oMuHanbHAA
¢opma, ocmpoe meyeHue.

CA, mun 1, maxcenas ¢popma, enukemu4vecKul
KOHMposab cybonmumanbHblli.

™~




/
OBGC/IE[JOBAHME:

KnuHu4yeckuli aHanu3 kposu: CO3 - 25 mm/uyac,
cdopmyna — 8 npedenax Hopmeli. AC/10 — 600
ME/mn, UNK, CPb — 8 npedenax Hopmeil.

Caxap Kposu 3a nepuoo HabawoeHus: 7-16
MMOb/A.

Koaeynoepamma: npompombuHoeoe spemsa — 15
cek, lNNTU - 106%, AYTB - 34 cek, MHO - 1,3,
aHmumpom©6uH Il - 57 %.




4 N

Ha 18 deHb 3060n1e8aHuUA noA8uUACA moYesoU CUHOPOM.

v' B obwem aHanuse moyu: 6enok — 0,9 2/na, nelikoyumeol
— 3-4 6 n/3p, apumpoyumeoi — 4-5 e n/3p.
v MuKkpoanbbymuH 8 moye — 157,95 (Hopma 0-25) me/n,

v Cymoy4Hasa npomeuHypusa — 0,09 2/cym., yepe3 Hedesto
- 0,22 2/cym.

v TUHeKoso02u4YecKasa namoso2us He 8blfesneHd.

v OIrAcC: apumemamo3sHasn aunepayuoHas
2acmpooyoodeHonamus. BeipaxceH 6ynbbum,
oyooeHuUm. YpeasHbili mecm ompuyamersbHbldi.




e

* B mepanuto 8KnOYeHbl: HU3KOMOSEKYNAPHbLIU 2enapuH,
oe3azpe2aHmol, aHMU2UCMaMuHHble npenapamsi, copbeHmel,
aHauonpomeKkmopol, UH2ubumoposi NPOMOHHOU Nomnel,
CrAasmosnumuKu, NPooonMeHd UHCYaAUHOmepanus.

* KoxtHbil u ab60omuHanvHbuili 60neeoli CUHOPOM
peepeccupoean Ha 15 deHb mepanuul.

e /lesOYKa 8bINUCAHA C peKoMeHOayUuAMU NMpooonxumsb
KOHMPpOs1b MOYEB8020 CUHOPOMA, Nnpuem oe3az2pe2aHmos,
membpaHocmabunuzamopos, UHCYAUHOMepanuio.

*Yepe3 10 OHel pebeHOK 8HOBb 20CNUMANU3UPOBAH
8 K/IUHUKY 8 CB8A3U C 8bisienieHHOU 8 obwem
aHanuse mo4yu npomeuHypueli — 2,7 2/n.

 MayueHmol c aboomuHanbHoU hopmoli
8aCKynuma nooeepiceHbl bosiee 8bICOKOMY PUCKY
passumus nopayceHus no4vek!
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Mpu nocmynaeHuuU: KOXCHbIe MOKPOBbl YUCMble, OMeK0o8 Hem,
cycmasHol, ab60omuHanbHslli bonesoli cCUHOpomM
omcymcmeyrom. B ob6vekmusHom cmamyce — b6e3
ocobeHHocmeli. A - 120/70 mm pm.cm.

v 0bwuli aHanu3 Kposu — e npeoesnax HoOpmbol.

v UccnedosaHue AT K dsyxuyenoyHol [JHK, C3 komnoHeHmMa
komnaemeHma, ckpuHuHz ANA u ANCA — ompuyamenoHbie.

v' B obwem aHanuse moyu: 6enok — 2,3 2/, nelikoyumsi — 0o 10 e
n/3p., apumpouumsi HeusmeHeHHble — 00 25 e n/3p.,
eOUHUYHbIe Kpucmassabl Mo4Yesol Kucsombl.

v CymoYHaa npomeuHypua — 2,19 a.

v benKoeble (hpakyuli Mmoyu: HeceneKmueHbll xapakmep
npomeuHypuu, 8 Cymo4YHOM aHaAnuU3e Mo4yu coomHouweHue
anbbymuHoB K 2nobyauHam - 2,14.

v BakK. noces Moyu ompuyamesnbHblU.

v Y3U noyek u mo4yeso20 ny3vipsa — e npeodenax HOPpmbol.
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pomeuHypus Hegppomu4yecKo20 YPOBHA — CMPOo20e

NnoKasaHue 074 npoeeodeHus Hegppobuoncuu!
(KnuHuyeckue pekomeHOayuu MexcdyHapoOHol accoyuayuu
0demcKux Hegponozos)

v' [na demel, 8 omauyue om 83pocsbiX, xapakmepHa bonee
8bIpaXx@ceHHAsA Me3aH2uasnbHaA U 3HOOKANuAAaApHas
2unepKaemo4yHocms.

v' IHOOKANUAAAPHAA 2UunNepKAemoYHOCMo A68719eMmCcA 8AHCHbIM
npeouKmopom rno30He20 CHUXCEeHUA CKopocmu Kaybo4yKoeol
¢dunompayuu (e 6onbweli cmeneHu, Yem noaymecaybl).

> Haubonee usyvyeHHOU 2ucmosno2u4yecKol cucmemoli OyeHKU
ISAVN sienaemca MexcdyHapoOoHoe uccnedosaHus 3aboneeaHuli
noyekK y demeii (ISKDC), o0Hako ISKDC He yyuumeoieaem
3HOOKANUAASAPHYIO 2UnepKaemoyHocme.

> B Hacmosauw,ee spema pekomeHOyemca ucnoas3zoeamos ISKDC,
\_ maku MEST-C. Y.




4 bonoHol npoeedeHa Hegppobuoncusa N

CBETOOIITUYECKMN : B OwmonraTe 26 KIyHOUKOEB. B kayboukax yMepeHHas
nbdysHass MesBaHImManpHasi npoampepanmss C pacClMpeHMEeM MeB3aHIMaJILHOI'O
MaTpukca. B wmHTepcTMuumM cnabmm puddysHO-ouvaroemm (mbpos, OGenkoBas u
rugponmdyeckass aucTpodms TybynoumrTor. OKpacka Ha aMMIIOuI OTpPULIATENIBLHA.

MMMYHOMOP®OJIOTMYECKHA

o IgA - B kJIyboukax: SIPKOe MeBaHI'MaJIbHOe B KaHalnelax: ¢oHoBOe
o IgG - B knyboukax: ¢boHOBOE B KaHaneluax: boHomoe
° IgM - B kJnyboukax: OTpPMLLATENBHO B KaHanelnax: ¢QoHoBOE

e C3 KOMIIJIEMEHT: BepHMUMCTOe B Kiyboukax

e Clg xomnneMeHT: GoHOBOE

e Kanna: B kayboukax MeBaHIMalbHOEe M (OHOBOE B MHTEPCTHULIUM
e JlamMbpma: B Kayboukax MeBaHIMaJbHOEe M (OHOBOE B MHTEPCTULMUM

SJIEKTPOHHOMMKPOCKOIIMYECKMN : Ipn 5JIEKTPOHHOM MMKPOCKONNM B KJIyboukax
MaCCHBHBIE napaMesaHIManbHbIe DJIEKTPOHHOIIJIOTHEIE JEeroOBUTH . NmeeTcs
pacnpocTpaHeHue JOEeNOBMTOB B CTEeHKYy KalMiJIsgpoB O XoAay npoamubepmupyrommx
OTPOCTKOB MeBaHI'MaJIbLHEIX KJIETOK. Takxe BCTpeYanTCs HEeMHOT'OYMCJI€HHEIe

cybsnpgoTenmaneHie pgenosmuTs. Cnaboe ToTanbHOE YyTONUmeHMe O6asalibHEX MeMOpaH
KaMJJISpOB KJIYBOUKOB, OYaroBOe€ pacCIUlaCTHBaHME (CIMSIHME) MaJIBIX OTPOCTKOB
I[IOOOLIUTOB .

3AKJIIOYEHUE: KaprmHa Ig-A HeppomaTum, wmopdponmormueckmm BapmuaHT - auddysHsm
nponmnbpepaTUBHEM (IPeMMylleCTBEHHO MeSBaHI'MonponmpepaTMBHEN) I'JIOMEepyJioHebpuT.

Hecnemmnpnueckoe mnpdysHoe yTomueHme 6asBanbHEX MeMOpaH MoOxeT HabJsomaeTcs npmu
IDuabeTe, I'MIEPTEeH3MM, IJIOMEPYJIOCKJIepoS3e. 4//
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lNapame3saH2uanbHbie
oenosumel

Cybs3H0omenuanoHsbie

| deno3umel
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Tepanusa: 0e3az2pe2aHmMbl, AH2UOMPOMEKMOpbl,
membpaHocmabunuzamopbl, peHONMPoOMeKmopbl,
UHCcynuHomepanus (Hoeopanuod u segemup).

> 3a epems npebbisaHus 8 KAUHUKE pPEeHOornpomeKmusHas
mepanus nepecmampusandacb HeOOHOKPAMHO: AU3UHONpPU,
71030pMaH, KoMOUHaAyuUA AU3UHONPUAA U 103aPMAHd,
6epnunpusn, Kapoocasn.

Co2nacHO KnuHu4YecKkum pekomeHoayuam (2024 2.):

v’ npu npomeuHypuu meHee 0,5 2/cym. peHonpomeKyus
npoeooumcs 8 sude MOHomepanuu npPoooaXcumenbHOCMoio 2
2004a;

v' ecnu nocae 3-6 mec. peHonpomeKkmueHoU mepanuu coxpaHaemcs
npomeuHypus 6onee 1,0 2/cym., paccmampusaemcs
B803MOMCHOCMb MPUMEHEeHUS UMMYHOCYnpeccusHol mepanuu;

vy demeli ¢ ISAN u IgA u3 uAll® Haubonbwyro aghghekmueHocCMb U
6e3onacHocmos demoHcmpupyrom beHasenpus, ausuHonpus-.
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Cnedyem ommemumes, Ymo bonbHasa umena
HU3KYO NpusepH<eHHOCMbIO K f1eYeHUlo:
Hapywana ouemu4yecKkue peKomeHoayuu,

Ymo 8bI3b18ds10 NossbiWieHUe caxapa Kpoeu u
mpeboeas10 0onoaHUMeEnNbHO20 88e0eHUA
UHCYnUHaO, HeceoespemMeHHO npuHumana

fieKapcmeeHHble npenapameol.
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>Hecmompsa Ha nposooumyto peHonpomeKyuio,
y pebeHKa coxpaHanace ymepeHHas
npomeuHypus.

> C02/10CHO KNUHUYECKUM peKomeHOayusam,
nayueHmkKe noKasaHo 8Ks04YeHuUe 8 mepanuro
npedHu3onoHa 1 me/Ke, Ymo, 8 ceoro o4yepeos,
MO02710 yXyowumb meYyeHue caxapHo20
ouabema.

>B xo00e TMK ¢ ®rbY « HMXU um. H.U.Mupozoea»
M3 Poccuu 6611 peKomeHOOBAH npuem
MUKOgeHOon1080U KUucsaomel.




4 «MbI peKomeHOyem Uucrnosnb3oeams opyaue ummyHocynpeccueub:}
cpedcmea 8 00ornosiHeHUe K 2/1IlKOKOpMuUKocmepouoam

(Hanpumep, yuknaogocgpamuo, muszopubuH, ecau maxKkoeoli
umeemcs, unu mukogeHonam mogemus) ... 04149 CHUXCEHUsA 003bl
2/1IOKOKOpmMuKouodos u/unu ecau npomeuHypusa 6onee 200
mz/mMmmons u/unu HedocmamoyHbili omeem Ha
2/TIOKOKOPMUKOUObI».

KnuHuyeckue pekomeHoauuu MexOyHapoOHoU accoyuayuu 0emckKou
Hegponoauu no ouazHoCMuKe U sne4eHuto odemeli ¢ ISA - 8aCKyAUMHbIM
Hegppumom, 2024e., (cmeneHb pekomeHoayuu /1)

PaHee 8 0emcKou Hedpono2uu muKogeHon08aa Kucaoma
NPUMEHANACb 0714 1eMeHUsA npu npoaugepamusHoix hopm
27omepynoHegpuma.

Ha ¢hoHe nposodumozo neyeHuUs Yepes 3 mecaya yposeHb
npomeuHypuu y nayueHmkKu CHU3Uscsa 00 HOPMAsbHbIX 3HaYeHUul.
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/BbIBO,[lbI: A

e [lopaxceHue no4vek npu ISAV aensaemca ocnoxHeHUEM,
onpeoenarowum npo2Ho3 3aboaesarHusa. Haubonee yacmo
nopaxceHus rnoyek passueaemcs y 6osbHbix c ab0omuHanbHoU
¢dopmoli IB.

* [Ipu Ha3Ha4YeHUU nayueHmam ¢ 2emMmoppazuvecKum 8acKysumom
aGHMUKOAR2YNAHMHOU mepanuu 8axcHa a0eK8amHaAsA OUEeHKa
2emocmasa, 8 YaCMHOCMU KoOghakmopa 2enapuHa —
aHmumpombuHa lll, cHu3ceHue ypo8HA KOmopo20 ymeHbwiaem
aghgheKmueHOCMb 2enapuHa, u, coomeemcmeeHHo,
ompuyamesnbHO Mmoouguyupyem mevyeHue 3abonesaHus.

* YKasaHHOe, 8 coyemaHuu ¢ maxcenol conymcmeayroujel
namoasnoauel (caxapHbili duabem 1 muna) co30aem ycnoeus 011
copmuposaHuUsl OCAOHCHEeHUU.

* KnuHu4yecKul cay4yal 0emoHcmpupyem onoim 3¢hgpeKmusHo20
npumeHeHusa ummyHocynpeccueHou off-label mepanuu
(MukogeHonosaa Kucnoma) npu He803MOXHOCMU C/1e00B8AHUA
KAUHUYECKUM peKoMeHOayuaM (21I0KOKopmuKocmepouosl rnpu
caxapHom duabeme).
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