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KJIUMHUYECKUHA MPOTOKOJ IUATHOCTUKU U JIEYEHUA

BACKYJIUTBI, ACCOIIMMPOBAHHBIE C AHTUHEUTPO®UJIbHBIMHU
HUTONJIASMATHYECKUMU AHTUTEJIAMMU.
I'PAHYJIEMATO3 C IOJIMAHI'NTUTOM (BEI'EHEPA).
MUKPOCKOIMMYECKHUM MOJIUAHTUUAT

1. BBOAHAA YACTb

1. Koa(s1) MKB-10/ MKB-11:

MKB-10 MKGB -11
Kox HauMeHoBaHue 336(1.]16B3H1/II7I Kox HaumeHoBanue 3360“.11eBaHm71
U COCTOSIHUI U COCTOSIHUH
M31.3 | ['panynemato3 Berenepa | 4A44.Al | I'panynemaTo3 ¢ MOJIMAHTHUTOM
(HEKpPOTU3UPYIOIIUH
peCIUpaTOPHBIN
rpaHyJieMaTo3, rpaHyJieMaTo3
C TIOJTUAHTHUUTOM)
M31.7 | MukpockonudecKkuit 4A44.A0 | MukpockonmuecKuit
MTOJITMAHTUUT MTOJTMAHTUUT

2. JlaTa pa3pa6oTku u nepecmorpa nporokosa: 2017 rox (nepecmotp 2023 ron).

3. CokpaueHnusi, HCNOJb3yeMble B IPOTOKOJIE:

AAB AHIIA accounrpOBaHHBIN BaCKYJINAT

Al apTepUaJIbHOE NaBJICHUE

A3A A3aTHONIPUH

AHTU- | AyTOaHTUTENa, HANpPABJICHHbIE TPOTUB COOCTBEHHOW JBYXCIHPAIbHOU
ncIHK | ne3oxkcupuOoHyKIEHHOBON KHUCIIOTHI

AT AHTHTENA

AHIIA | AaTuHEeHTpOPMIbHBIC TUTOTUIA3MATHICCKIE aHTUTEA
AHOD aHTUHYKJICapHbIN (aKkTop (AHTHHYKJICAPHBIC AHTUTEIA)
ADJI AHntudochonunuaHbie aHTUTENA

AUYTB | AKTUBUPOBAHHOE YACTHYHOE TPOMOOIIJIACTUHOBOE BPEMsI
bMK bazanbHas MeMOpaHa KIIyOOUKOB MOYEK

BIII'H | Beictponporpeccupytomuii riioMepyaoHehpuT

BJII BepxHue IbIXaTenbHbIE NIYTH




I'KC

FHIOKOKOpTI/IKOCTCpOI/II[BI

I'UBT | I'enHO-UH)XEeHEpHAst OMOJIOTHYECKast TepaIus

I'H ['nomepynonedput

I'TIA [ panyneMaro3 ¢ NOJUAHTHUTOM

KKT JKenyj04HO-KMIIEYHBIA TPAKT

3T 3amMecTUTENIbHAs IOYEYHAs Teparus

KT KommbroTepHas ToMmorpadusi opraHoB rpyJIHOM KIETKU
OI'K

JIED Jledbmynomu g

M3 PK | MunucrepctBo 3apaBooxpanenus Pecnyonuku Kazaxcran
MHO | MexayHapoJHO€ HOPMaJIU30BaHHOE OTHOIICHHUE
MM® | MukodeHonata MmodeTua

MII MeTtunnpeaHr30J10H

MITA | MUKpOCKONIMYECKU TOJTUAHTUUT

MIIO Muenonepokcugasza

MPT MarauTtHo-pe3oHaHcHas Tomorpadus

HIIBII | HecTreponnHble NPOTHBOBOCTIAIUTENIBHBIE ITPENAPATHI
OUM | Octpslil nHGApPKT MUOKapAa

OKK OObeTMHEHHAs] KOMUCCHS IO KAYeCTBY MEJIMIUHCKUX YCIIYT
OHMK | Octpoe HapyIieHHe MO3roBOI0 KpOBOOOpaIeHHUs
nAHI[ | IlepunykieapHbie aHTUHEUTPODUIIBLHBIC IUTOIIIA3MATUYECKUE aHTUTETIA
A

113 [Ipennnu3010H

I1P-3 npoTenHasa 3

PUD [Tpsimass UMMYHO(DII0OpECIICHITUS

PKU PangomMu3npoBaHHOE KOHTPOJIUPYEMOE UCCIIETOBAHUE
PTM Putykcumab

P® PeBmaTouiubIil hakTop

CB CHCTEMHBIN BACKYJIUT

CA CaxapHblii TuabeT

CKOD CKopocTh KIyOOUKOBOM (priIbTpaliuu

COD CKOpOCTh OCETaHNs SPUTPOLIUTOB

CPb C-peakTuBHBIN OEIOK

Y] YPpOBEHb JOKA3aTEIILHOCTH

Y3AI' | YapTpasBykoBas gonruieporpadus

Y31 Y IIbTPa3ByKOBOE UCCIIEOBAHNUE

OI'JIC | dubdporacTpoayo1IeHOCKOMHS

XBII XpoHuueckasi 60J1€3Hb MOYEK

nAHIL] | Hurommazmaruaeckue AHI{A/anTuTena k nporenHase 3
A

[HHC I{enTpanpHas HEpBHAs CHCTEMA

Hd [uxnodochamua

YMH YepenHo-MO3roBbIE HEPBBI




YIl5xo
KT

UpecnuieBogHas sXokapauorpadus

OI'TIA | D03uHOGMUIBHBIN rpaHyJIeMaTo3 ¢ MOJMAHTUUTOM

OKI’ DneKTpoKapAHorpaMma

OXOK | Oxokapauorpadus

r

AAV ANCA-associated vasculitis (AHITA acconmumupoBaHHBIN BACKYJINT)

ACR American  College of Rheumatology (AmepukaHCKas  KOJIICTHS
PEBMAaTOJIOTOB)

ANA Antinuclear antibody (anTunyKICapHbIE aHTHUTEIIA)

ANCA | Anti-neutrophil cytoplasmic antibody (ayroantuTena k KOMIIOHEHTaM
ITUTOIIIa3MbI HEUTPO(DUIIOB)

anti- Glomerular Basement Membrane antibody (anTutena k 0Oa3aabHOM

GBM | memOpane KiTyOOUYKOB ITOYEK)

BVAS | Birmingham Vasculitis Activity Score (BupMHUHTeMCKUH  HWHACKC
AKTUBHOCTH BAaCKYJIUTA

CANCA | cytoplasmic ANCA/antibodies to proteinase 3 (muToOIUIa3MaTHYECKUE

(PR-3) | AHIIA/anTHuTena k nporenHase 3)

ENA extractable nuclear antigen (anTuTeNa K SKCTPardpyeMbIM SIICPHBIM
aHTHTCHAM)

EULA | European Alliance of Associations for Rheumatology (Espormetickast

R AHTHPEBMATHYECKasl JINTa)

IgA Immunoglobulin A (ummyHOTrITOOYTHH A)

KDIGO | Kidney Disease: Improving Global Outcomes (MexayHapoaHas
OpraHu3anys IO YIYYIICHHI0O TJIOOATbHBIX PE3yJIbTaTOB  JICUCHUS
3a00J1€BaHN I MTOYEK)

PANC | Perinuclear ANCA/antibodies to myeloperoxidase (mepuHyKIcapHbIC

A AaHTHHEUTPO(DHUIIBLHBIC IIUTOIJIa3MaTHICCKHIEC aHTHTENa K

(MPO) | muenonepokcuaase)

VDI Vasculitis Damage Index (Muaekc moBpex1eHUs] BACKYJIUTOR)

VF Vasculitis Foundation (®ona BacKyIuTOB)

4. Tloab30BaTein MPOTOKOJA. Bpaud oOIIEH MNPAaKTUKH, TEpareBThl, PEeBMAaTOJIOTH,
OTOPUHOJIAPUHTOJIOTH, ITyJILMOHOJIOTH, 0()TaTbMOJIOTH, HEPPOIOTH.

5. KaTeropusi naifueHTOB: B3pOCIbIE.

6. lllkaja ypoBHs 10Ka3aTeJIbHOCTH:

A | BbICOKOKAUEeCTBEHHBIM MeETa-aHalu3,
kpynHoe PKU ¢ odyeHb HU3KO# BepoATHOCTHIO (++) CHCTEMAaTHYECKON OIIMOKH
pE3yNbTaThl, KOTOPBIX MOTYT OBITH PACIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
MONYJISIIUIO.

cuctematudeckui  0630p PKU wmm




B | BricokokauecTBeHHbIH (++) CcHUCTEeMaTH4ecKuid 0030p KOTOPTHBIX  HJIH
UCCIIC/IOBAHUI CITy4aii-KOHTPOJIb MJIM BBICOKOKaueCTBeHHOE (++) KOropTHOE
WIM  WCCIENOBAaHUM  CIIy4yal-KOHTPOJIb C  OYEHb  HHU3KUM  PHCKOM
cucrematnueckoir ommbOku wim  PKM ¢ HeBbicokuMm  (+)  pHCcKOM
CUCTEMATUYECKOM OIMUOKH, pe3yJIbTaThl KOTOPHIX MOTYT OBITh PaCIpOCTPaHEHbBI
Ha COOTBETCTBYIOIIYIO NOMYJISIIHIO.

C | KoroptHoe WM uCCIENOBAaHHUE CIIydald — KOHTPOJb WA KOHTPOJHUPYEMOE
uccienoBanue 0e3 paHJAOMHU3alMU C HEBBICOKMM PUCKOM CHUCTEMAaTHYECKOM
omuoku (+).

Pe3ynbTaThl, KOTOPBHIX MOTYT OBITh PACIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
nonyinsinuto wim  PKM ¢ o4eHb HH3KMM WM HEBBICOKHMM  PHUCKOM
CUCTEMAaTHYEeCKOM OMMOKMU (++uin+), pe3yJbTaThl KOTOPHIX HE MOTYT OBITh
HENOCPEJACTBEHHO PaCIPOCTPAHEHBI HA COOTBETCTBYIOLIYIO MOMYJISILUIO.

D | Onucanue cepuu ciiy4aeB WM HEKOHTPOJIUPYEMOE HCCIEAOBAHUE WM MHEHUE
DKCIIEPTOB.

7. Onpenenenns: 8

Cucremublie Backyautbl (CB) — rpynna Oone3Hei, npyu KOTOPBIX HIIEMHS U HEKPO3
TKaHEel BO3HUKAIOT BCJICJICTBUE BOCIAJIEHUS KPOBEHOCHBIX COCYNIOB (MEPBUYHOTO WM
BTOPUYHOTO IO OTHOILIEHHWIO K OCHOBHOMY 3a0osieBaHMI0). KilMHMUYECKHE MPOSBICHUS
BACKYJIUTOB 3aBUCAT OT THUIIA, pa3Mepa U JOKaIU3alluu MOPAKEHHBIX COCY/IOB, a TaKkKe
AKTUBHOCTH CUCTEMHOTO BOCIIAJICHHUS.

AHIA-CB - HEKpOTH3UPYIOIIHE BACKYJIUThl C OTCYTCTBUEM (WM HEOOIBIINM
KOJIMYECTBOM) MMMYHHBIX JIETIO3UTOB, C MPEUMYIIECTBEHHBIM MOPAXKEHUEM MEJKUX
COCYZOB (KamuJuUIsIpOB, BEHYJ, apT€PUOJI U MEJIKUX apTepHil), MpU KOTOPHIX UMEETCS
runepnpoaykuuss AHIIA co cnemuduynocteio k wmuenonepokcuaaze (MIIO) u
nunporennase-3 (I1P-3).

I'panynemaro3 ¢ moaumanruuToMm (Berenepa) — HEKpPOTH3UPYIOIIEE T'PaHYJEMaTO3HOE
BOCHAJIEHHE C BOBJICYEHHEM BEPXHUX W HIWKHUX JIBIXaTCJIbHBIX IIYyT€U W
HEKPOTU3UPYIOIINI BACKYJIUT MPEUMYIIECTBEHHO COCYJIOB MEJIKOTO M CPEAHEro Kaiuopa
(KamuuIIpoB, BEHYJI, apTEPHOJI, apTepuid U BeH). YacTo pa3BUBaeTCs] HEKPOTU3UPYIOITUN
TJIOMEPYJIOHEDPUT.

MHKPOCKONHYECKMIi  NMOJHMAHTMHT  —  HEKPOTU3MPYIOIIMH  BAaCKYIMT ¢
OTCYTCTBHEM/HEOOBIIMM KOJIMYECTBOM UMMYHHBIX JIENO3UTOB, C MPEUMYIIECTBEHHBIM
MOpaKeHHEM MENIKMX COCYIO0B (KalMILISPOB, BEHY, apTepHOII), BOSMOKHO MOPAKEHUE
apTepuii MeIKoro W cpeiHero kamubpa. TUIMYHO pa3BUTHE HEKPOTU3HMPYIOLIETO
rnomepyinonedpura.  YacTo  NPUCOEIMHSETCS ~ I'eMOPPAardyecKMil  albBEOJIHT.
OTCYTCTBYET IpaHyIeMaTo3Has BOCIAIUTENIbHAS PEaKLHs.

8. Knaccupukamus -6 10-211;

Kiaccupukanus 1 HOMEHKJIATYPA CHCTEMHBIX BACKYJIHTOB ¢ NMOPAKEHHEM COCYI0B




meskoro kaauopa (ChapelHill, 2012)

Backynut Menkux cocyoB:

1) AHIIA-acconuupoBaHHbIC BACKYJIUTHI:

e rpaHyJieMaTo3 ¢ MoJauaHruuToM (TpanyiemMaro3 Berenepa) (I'TIA)

® MHKpOCKonuueckui monuanruut (MITA)

¢ »03WHOGUIBHBIA TpaHyIeMaTo3 ¢ moJmanruuToM (cuaapom Yapra-Crpocca) (OI'TIA)

2) IMMyHOKOMILIEKCHBIC BACKYJIUTHI:

® KPHUOTJIOOYJIMHEMHYECKUN BaCKYIIHT

¢ IgA-acconuupoBaHHbINM BacKyauT (6ose3Hs llenneitn-I'eHoxa)

® TUNOKOMIUIEMEHTHBIN YPTUKAPHBINA BaCKYJIUT

® BAaCKYJIHT, aCCOIIMUPOBAHHBIN ¢ ayTOAHTUTEIaMH K 0a3aIbHBIM MeMOpaHam
KITyOOYKOBBIX KalUJUIIPOB TTOUEK

Ta6auna 1. BupMuHreMcKmMii MHIEKC aKTHBHOCTH Backyjaura (BVAS, version 3,

2008)
IIposiBienus banisl IIposiBieHus banisl
I1 H/Y II H/Y
CucreMHbIe MPOSIBJICHUSI 2%* 3** 6. Cepaeuno-cocyaucrasi | 3** 6**
cucremMa
Muanrus 1 3 OTcyTCcTBHE MyJbCa 1 4
ApTpanrus/apTpur 1 1 [Topaxenue KJIallaHoB | 2 4
cepaua
JIuxopaaka >38°C 2 2 [lepuxapaut 1 3
CHmxeHmne Maccol Tema Ha > 2 Kr | 2 2 bonu B cepaue 2 4
Kapnromuonatus 3 6
HenocraTounocts 3 6
KPOBOOOpAIICHUS
Ko:xHblil TOKPOB o 6** 7. KKT 4** g**
WHbapKThI KOXKHI 1 2 [leputoHuT 3 9
[ypmypa 1 2 KpoBagas muapest 3 9
S13BBI 1 4 bonu B xuBOTE 2 6
['anrpena 2 6
Hpyrue mnposiBneHus KoxHoro | 1 2
BACKYJIUTA
Camsncroie 000109KH/ 171232 G 6** 8. Ilouku 6** 12**
SI3BBI OJIOCTH pTa 1 2 IToBbimenne AJJ 1 4
SI3BbI IOJIOBBIX OPraHOB 1 1 [Tpoteunypust > 1r 2 4
Bocnanenue npuaaTtkos riasa 2 4 I'ematypus > 10 B mome | 3 6
3peHHS
BeipaxeHHbI 11T03 2 4 Kpeatunun  CHIBOpOTKH | 2 4
125 -249 mxmons/n (1,41
— 2,82 mr/mn)
CKIepHUT/SMHUCKICPHUT 1 2
Konstonkrusut/6nedapur/ 1 1 Kpearunun ceiBopotku 250 | 3 6
KepaTuT -499 mxmons/i (2,83 — 5,64
MT/J11)
3aTyMaHHUBaHHE 3PEHUS 2 3 Kpeatnaun CBHIBOPOTKH | 4 8




Buesamnas nmoteps 3peHust HET 6 >500 wMxmomb/1  (=>5,66
mr/mn)*

VBeur 2 6 [ToBbimenue YPOBHS | HET 6
KpeaTuHuHa HeT 6 86 Ha

W3menenus ceryaTku (Backyaut/ | 2 6 >30% ot wexomHOro MM
camwkenue CK® na >25% o

TpoMOO03/9KCCYIaT/KPOBOUBIHSH —

ue)

4. JIOP- opraupl 3** 6** 9. HepBHas cucrema* 6** Q**

KpoBsiHuCTBIE BbIIENEHUS U3 | 2 4 MeHuHruT 1 3

HOCa/ KOPKHU/ SI3BbI/ TPaHyJIEMbl

CuHyCHTHI 1 2 Cynoporu (He CBsI3aHHBIE C 3 9
TIOBBIIICHHEM JaBICHUS)

CteHo3 ropranu 3 6 Hapymenue MO3roBOTO | 3 9
KPOBOOOPAIICHUS

KonpykTuBHas TYyroyxXocThb 1 3 [Mopaxenue CIUHHOTO | 3 9
Mo3ra

HeiipoceHcopHas TyroyxocTb 2 6 [Topaxxenne YMH 3 6
[Tepudeprueckas 3 6
HeponaTus
MHoXecTBEeHHBII 3 9
MOHOHEBPUT

Jlerkue s 6** 10. ITpouee* HeT HeT

XpHIIbI 1 2

Y3enku nin nonocTu HET 3

[TneBpanbHbBINA BHITOT/ TUICBPHUT | 2 4

WnpunbTpatsl 2 4

[TopasxeHne 6pOHXOB 2 4

MaccuBHOE  KpoBOXapkaHbe/ | 4 6

JIETOYHOE KPOBOTEUECHUE

JlpixaTenbHast 4 6

HEJI0CTaTOYHOCTb

NB! Bwibepume «llepcucmupyemy, eciu nposeieHue 8acKyiuma He NOABUNOCL U He YXYOULULOCL 8
meuenue nocieonux 4 neoenw.

Yenosnvie oboznauenus:

* oyeHusaemcsi MoIbKO NPU NEPEoM 0CMompe

** - makcumanvuelil Oann 3a pazoen

11 — nepcucmupyem, H/'Y — nosoe/ yxyowenue

Ecnu cymma 6annoe 6 pazoene npesviuiaem MaKxcumaibtblil, npu noocueme yyumuoléaemcs
MAKCUMATbHBLLL OAJL 34 paszoel.

Maxkcumanvras cymma 6annog 0 nepcucmupyiowux nposgieHuu: 33, MakCumMaibHas cymma 0anios
07151 HOBBIX/YXYyOuweHull sackyauma: 63

B 3aBucumoctn ot knmHWYeckod aktuBHOCTH CB BBIACHAIOT pasznudHbIe  (pasbl
3a0071eBaHUs, PEMHUCCHIO U 00OCTPEHHE, KOTOPHIE TIPE/ICTABIICHBI B Ta0. 5.

TaﬁJmua 2. ®a3pl KIMHHYECKOr0 TEYEeHHUS CHCTEMHBIX BAaCKYJIMTOB
Knnnanveckasi bupMuHreMmckuniu XapakrepucTuka
(daza HHJIEKC AaKTUBHOCTH




[Tonuas 0-1 6amn OTcyTcTBME TPU3HAKOB KIMHUYECKOW aKTUBHOCTU U

peMuccust HEOOXOAMMOCTH B T€paNuu NPy HOPMAJIHHOM YPOBHE
C-peakTuBHOrO Oenka

Yactuynas 50% ot ucxoHOTO YMeHbIIeHHE B pe3ylibTare MPOBOJUMOrO  JICUEHUs

pemMuccust MH/IeKCca KIMHUYEeCKOoi akTuBHOCTH Ha 50% 0T McxoHOTO

Jlerkoe <5 Gamnos [TosiBeHHEe KIWHUYECKHX TPU3HAKOB 3a00JIeBaHUS C

obocTpeHue yBEJIUYCHHEM OOIIIel CyMMBI 0alIoB 110 5

Tspxenoe > 6 6ayoB BoBieyenue B BOCHAJIMTENBHBIA IPOLECC KU3ZHEHHO

o0oCTpeHue BAXXHBIX OpraHoB WM cucrteM (jerkux, nouek, [[HC,
CEPIEYHO-COCYAUCTON CHCTEMBI), 4YTO TpedyeT
MIPOBEJICHUS] aKTUBHOT'O MMATOI'€HETUYECKOTO JICUCHHUS

TaﬁJmua 3 KOHCEHcyCHLIe onpeacacHust AJist COCTOSAHUH aKTUBHOCTH 3360JICB3HI/IH
AAV (EULAR 2022)

AKTHBHOE COCTOSIHHE Onpenenenne koncencyca EULAR

AkTHBHOE 3a00JIeBaHUE Hanuume TUNWYHBIX NPU3HAKOB, CUMITOMOB WJIM JAPYTUX MPHU3HAKOB
akTUBHOTO AAB (Takux Kak rjaoMepyaoHe(pUT UK JTETOUHBIE Y3EIKH)

Pemuccus OtcyTcTBME  THUNOMYHBIX  IPU3HAKOB, CUMOTOMOB WM  JIpYrHX
0cOOeHHOCTEH akTUBHOTO AAB ¢ HMMYHOCYIIPECCHUBHOW Tepanmuei uiu
0e3 Hee

Croiikas pemuccus OTcyTcTBHE TUIMYHBIX NPU3HAKOB, CAMITOMOB MJIM JPYTHX NPU3HAKOB

akTUBHOr0O AAB B TedeHue ONpENENEHHOr0 IMEepHUoJa BPEMEHH C
MMMYHOCYTIPECCUBHOM Tepanuei nin 6e3 Hee

YactuuHas pEMUCCHUA >50% CHIKEHHE IOKa3aTels aKTHUBHOCTH 3a00JICBAaHHS H OTCYTCTBUC
HOBBIX HpOHBJ’IGHHI’I

Peunnus Peunus aktuBHOI AAB nocne neproja peMuccuu

PedpaxrepHocTsb HeusmenenHnble WM yCUJICHHBIE TPU3HAKHA, CUMIITOMBI WU JAPYTHE
MpU3HAKU aKTUBHOM AAB mocnie nmepuojia CTaHAAPTHON WHIYKLIHOHHOMN
tepanuu. [loBpexnenus, nHpekunu, nodoyHble IPPEKThI JEUSHUS WU
COIMYTCTBYIOIIME 3a00J€BaHMs KaK MOTEHIMAIbHBIE MPHYMHBI CTOMKUX
UM OOOCTPSIFONITUXCSI  MPOSIBIEHWH  3a00JIeBaHUSI  JOJKHBI  OBITH
HCKJIFOYEHBI.

Nunexc mnospexaenus (Damage Index) ycranaBinMBaeT HaJWYHE TOTCHIIUAIBHO
HEOOpAaTUMBIX MOPAKEHUH PA3IMYHBIX OPTaHOB. B 0auibHYIO OLIEHKY BKJIIOYAIOTCS
BCE THINBI TOBPEXKACHUS C MOMEHTa Haudajna 3aboneBaHusi (0OYCIOBIICHHBIE
HenocpeacTseHHOo CB miu pa3BuBIInecs BCIEACTBUE MPOBOJUMON TEPAIIUN ), IPU TOM
YYHUTBIBAOTCS TOJIBKO MPU3HAKHU, COXPAHSIONTUECS B TeUECHUE 6 MecsIIeB U OoJee.

Ta6imua 4. Uaaexc nospexaenuss VDI (Vasculitis Damage Index)




IIpu3Hak (MPOIOKHTEIBLHOCTHIO > 6Mec) banabl
Opras 3penns (Kakablil 171a3) NPH KIHHAYECKOH OLICHKe
JlroOas kaTapakTa 1
V3MeHeHHs ceTUaTKU WM aTpousl 3pUTEIILHOTO HEpBa 1
HepBHasi cucrema
KoruutuBHble HapymieHHs (CHIDKEHHE TIaMATH, TPYAHOCTH CO CUETOM, IuIOXas 1
KOHIEHTpalLUs, TPYAHOCTH B Pa3rOBOPHOM pedd WM NMUChbME, HapyIIEHHBIH YpPOBEHb
WCTIOJTHEHUS) WK OOJIBIIUE TCUXO3bI
CynopoxHble IpUIaaky, Tpedyrolue iedeHus 0osee 6 MecsleB 1
WNucynsTel B anamHe3e (cuet 2 6aia, eciau >1) 1-2
YepenHo-M03roBas WM nepudepuueckas HeBpornaTus (UCKII0Yas 3pUTENIbHYIO) 1
[ToniepeyHblii MUETUT 1
IHoukn
KiyboukoBast punbTpanus menee S0 Mi/MuH 1
[Iporeunypus 6onee 3,5 1/24 4 1
Nnu xoHewyHast cTajgusi MOYEeUyHOro 3aboseBaHus (HE3aBUCUMO OT JAHalu3a WIH 3
TpaHCIJIAHTAIMH)
Jlerkue
JIAT (BbIOyxaHMe MPABOTO JKEIyH0uKa WK 3BOHKUH 11 ToH) 1
Jlerounsiit pu6po3 (pU3MKAIBLHO U PEHTTEHOJIOTHYCCKH ) 1
CMopiieHHOE JIerKoe (PeHTIeHOJIOTMYECKH ) 1
[TneBpanbHbIi GUOPO3 (PEHTTCHOIOTUYECKH ) 1
WudapkT nerkoro (peHTreHOJIOTHYECKH) 1
CepaeuHo-cocyaucrasi CHCTEMa
CreHokapus WIM a0PTOKOPOHAPHOE LIIYHTUPOBAHUE 1
NudapkT muokapaa B anamuese (cuer 2 6amia, ecim >1) 1-2
Kapanomuonarus (Auc@yHKINS KeETYT0UKOB) 1
[TopaskeHue KJ1anaHoB (IUACTOIMYECKUN MIIM CUCTOIMYECKUH 1IyM) 1
[lepuxapauT B TeueHue 6 Mec (UM NepUKapAIKTOMUS) 1
Ilepudepuyeckne cocyanl
[Tepemexaromasicst XpoMoTa B T€UEHUE 6 MeC 1
HeGoubiias notepst TKaHu (MOAYIIECUKH MAJIbLIA) 1
3HauuTeNbHAS MOTEpPs TKAHU B aHaMHe3e (IOTeps Hajiblia WIM KOHEYHOCTH) (cuer 2, 1-2
ecnu Oosiee 4eM B OJJHOM MECTE)
BeHo3HbI1 TpoMO03 C OTEKOM, U3bSI3BJICHUEM U BEHO3HBIM CTa30M 1
KKT
WNudapkr, pesekius KHUIEYHHKA (HIKE IBEHAAIATUIIEPCTHON KHUIIKH), CETEe3EHKH, 1-2
MEYEHU WJIM YKEJIYHOTO Iy3bIpsl B aHAMHE3€ I10 JIFoObIM NMpUYUHaM (cueT 2, ecnu Oosee
4YeM B OJTHOM MECTE)
MeseHTepualibHasi HEIOCTaATOYHOCTh 1
XPpOHUYECKUN TEPUTOHUT 1
CTpuKTYpBI WM XUpyprudeckre onepannu Ha BepxHen yactu KKT 1
KocTHO-MBIIIEYHAsI cCHCTEMA
Mpieunas atpodus Ui cnadbocTh 1
Jepopmupyronuii  wid Spo3UBHBIA apTPUT (BKJIOYAsl BIpPaBUMBIE AedopMaliui, 1
UCKJTIOYasi aBacKyJIIpHbIE HEKPO3bI)
OII ¢ nepenroMaMy WM KOJUIAIICOM MO3BOHKOB (MCKJTIOYAsk aBACKYJISIPHBIM HEKPO3) 1
ABacKyIsIpHBIN HEKpO3 (cuet 2 Oanna, ecnu >1) 1-2
OcTeoMueIUT 1
Koxa
PyOroBast xpoHuyeckast aonenus 1




O6mmpHOe pyOIleBaHWE WM TMAHHUKYJIUT (KpOME BOJIOCHCTOM YacTH W TOMYIICYEK 1
TaJIbIICB)

N3bsa3BiieHns Koku (UCKIIFOYasi TpoM003) B TeUeHHE 6 MeC

[TopaxeHue noJsI0BOM CUCTEMBI

CJI (BHE 3aBUCUMOCTH OT JICUCHHS )

Manurau3zanus (McKirovdas aucmiasun) (cuet 2 6aia, eciim 6ojee 4eM B 0JTHOM MECTe)

e

OO0nuii 6211 Makec. 47

9. Knunuveckasi KapTHHA 3200J1eBaHUs WM cocTosiHus (67 10-11 15181

Jns  nmanHOM  rpynmbl  3a00JIEBaHUM  XAPAKTEPHO  OCTPOE  pa3BUTHE  OBICTPO
MPOTPECCUPYIOUIETO  roMepyJoHedpuTa, W  TOPAXKEHUS  OPraHoOB  JBIXaHHUA,
accouuupoBanHoe ¢ BoisiBieHHEeM AHIIA B kpoBu. Y moaaBisiomiero OOJBIIMHCTBA
HaIEeHTOB B Ae0t0Te 3a00JIeBaHUs Pa3BUBACTCS IOJUOPIaHHOE MOPAKEHUE.

Ocob0ennocTu kianHU4eckoro teuenus I'TIA.

e ['TIA cBoiicTBeHHa TpHuaaa nopaxenus opranoB B/III, nerkux u nouexk.

e YV OQOJIBIIMHCTBA AaIMEHTOB pPa3BUBAETCA HEKPOTU3HMPYIOUIEE TPAHYJIEMATO3HOE
Bocniaienne  BJIII,  ocnoxusomeecs — nepdopanueii  HOCOBOM — MEPEropoAKH
chopMUpOBaHMEM  CEIJIOBUIHOM  nedopmaliud  HOCA,  PAa3BUTHEM  TSHKEJIOTO
JECTPYKTHUBHOI'O MAHCHUHYCUTA C PAaclpOCTPAHEHUEM I'PaHyJIEMAaTO3HOW TKaHU B OpOUTY,
IIOTEPEN CIyXa, CTEHO30M I'OPTAHH.

e UYacTele mopakxeHUe JETKNX: HEKPOTU3UPYIOIIEE IPaHyJIEeMaTO3HOE BOCHAJIEHUE B BUJIE
y3JI0B WJIK UH(PUIBTPATOB, CKJIOHHBIX K pacray ¥ (OPMUPOBAHUIO MOJIOCTEH.

Ocob0ennocTu kianHUYeckoro reuenus MIIA.

e V nonoBuHbl 00JbHBIX MIIA mnposiBisieTcs B BUAE TSKENOro JErOYHO-MOYEHHOTO
CUHIpOMA.

e XapakTepHO OCTPOE HavaJslo U OoJiee arpecCuBHOE TeueHue, uem npu ['TIA.

o Jlns MIIA He xapakTepHO 00pa30BaHUS TPaHYJIEM W TPaHyJIEMAaTO3HOTO BOCITIAJICHUS
BJIL.

e OCOOCHHOCTh TOPAXKEHUSI OPraHoOB [JIbIXaHMS: HEKPOTHU3UPYIOIIUN  aJIbBEOJIUT,
nHUIBTpaThl 0€3 pacnana, 4YacTo C peakIUel MIEeBPhI, JIETOUHbIE KPOBOTEUEHUS, YTO B
KOKIOM BTOpOM ciy4yae craHoBurca (atanbHbiM. [Ipu MIIA onucanbsl  ciyyan
(GbuOPO3UPYIOIIEro albBEOIUTA.

e XapaKTepHO OCTPOE pa3BUTHE OBICTPO MPOrPECCUPYIOLIETO rIoMepyIoHedpuTa.

Tadanuma 5. [IpuMepbl OPraHo/’KU3HEYTPOKAIIIUX COCTOSIHUNA W COCTOSIHME, He
NPEeACTABJSIOIINX YIPO3bl VISl KU3HH MM 0e3 MOPAKEHUsl KU3HEHHO BAKHBIX
opranoB AAB (EULAR 2022):

CocTosiHMsI TNOTeHUHMAJIbHO onacHble A5 | CocTosAHUS, He NMPEACTABJIAIONINE YIPO3bl UIA
7KH3HHM WM C IOPasKeHHEeM JKM3HEHHO BAaJKHBIX | KM3HHM WM 0e3 MopakKeHusl ;)KU3HEHHO BaJKHBIX
OpPraHoB OpPraHoB

['momepynonedpur 3a0oseBaHns HOCAa M OKOJOHOCOBBIX Ma3zyxX 0e3
JlerouHoe kpoBOoTeUEHUE MOpaXEHUs] KOCTeW WM pa3pylleHHs Xpsiia,
[Topaxenue MEHUHTHAIIbHBIX 000J104eK | HapylIeHNs OOOHSHUS WU TITyXOThI

MEHHHTHUT [TopaxkxeHue Koxu 0€3 N3bsI3BICHUU




[Topaxxenne ITHC Muo3ut (TOJIBKO 117151 CKEJIETHBIX MBIIIIIY)
PerpoopOutanbaast 605e3Hb HeakTuBHbIe ieTOUHbBIE y3€TKU
[Topaxenue cepaua DNUCKJICPUT

[Topaxenue OpbLKENKU
MHO0KXEeCTBEHHBII1 MOHOHEBPUT

B tabmuue npencraBieHbl MpUMEPhl TUIMMWYHBIX MPOSBICHUH 3a00JI€BaHMs, BO3MOXHBI
MHOXECTBO APYrux nposiBiieHnd. OLEHKa TSHKECTH OINPENEiseTcss MHAWBUAYalIbHO B
KOKIOM  OTACIbHOM  ciiydae. Hampumep, 5SHHCKIEpUT TpH  ONPEAEICHHBIX
00CTOSATENBCTBAX MOYKET NPEICTABIIATH YIPO3Y JJIS KU3HH.

2. METOJbI, IOJIXOAbI U MTPOLEAYPBI IJUATHOCTHUKH [13 57, 10-12,21-32]:

1. luarHocTHyecKkne KpUTEpUu:

» Jluarnoz AAB nomkeH ObITh OOOCHOBAaH HalMYMEM KIMHUYCCKMX IPOSIBICHUH U
JAHHBIMHU JTA00PATOPHBIX UCCIICIOBAHUIA.

* [Ipu nmono3penun nuarnoza AAB, pexomenoBano obcnenoBanne kak Ha PR3-ANCA,
Ttak 1 Ha MPO-ANCA B Ka4ecTBe OCHOBHOT'O METOA TECTUPOBAHUS.

» IlonoxutenpHBIC AaHHBIC OWOIICHHM WIPAOT OONBIIYI0O POJb B TOATBEPKICHUH
BaCKYJINTA.

Tabimna 6. KinaccupukanuoHHble KPUTEPUH T'PaHy/JeMaTo3a ¢ NOJUAHTHUTOM
(ACR/EULAR, 2022)

KimHu4eckue KpuTepuu baaa
[TopaxeHne Hoca: KpOBSHUCTOE OTAEISAEMOE, SI3Bbl, KOPOYKH, 3aJ0KEHHOCTD, +3
HapyllIeHHe HOCOBOT'O JIbIXaHUsl, Ne(eKT UK nepdopaiiusi HOCOBOM MeperopoaKu

[TopaxeHue XpsIIeBON TKaHU: BOCHIAJIEHNE XPALIEH yXa UM HOCA, OCUILIOCTh IoJjioca +2
WIA CTPUJIOp, OHHIOOpPOHXHANbHOE TOpaXKeHue, (HOpMUPOBAHHE CEIOBUIAHOM
nedopMaluy CIMHKU HOCA

KoHAyKTHBHAs NI HEWPOCEHCOPHAs TYTOYXOCTh +1
JlabopaTopHble, HHCTpyMeHTAJIbHbIE M MOP(oJIorHYecKre KpuTepuu Bana
[TonoxxurenbHbIN pe3ynbTaT aHanu3a Ha TAHIA wiu [Ip3-AHIA +5
VY3enku, 00beMHble 00pa30BaHuUs MJIU MOJIOCTH B JIETKUX IPU BU3yaIU3alUU +2
['panynemsbl, BHECOCYAMCTOE TPaHyIe€MaTO3HOE BOCIAJIEHUE UM TUTAHTCKUE KIETKH +2
npy MOp¢OJIOrHYECKOM UCCIIEI0BaHUM OHoNTaTa

Bocnanenue, koHconmumanmuss WM BBIIOT B NPUIATOYHBIX Ma3yXxax HOCAa WIIHU +1
IPU3HAKU MacTOUJUTA IIPU BU3yaIu3aluu

MasiouMMYHHBII rI1oMepynoHePUT 1O JAHHBIM OUOIICHH TTOYKH +1
ITonoxxurensHbll pe3ynbTar aHanusa Ha TAHIIA nioun MITO-AHITA -1
Yucno r03uHO0(IIOB B iepudeprueckoit kposr=>1x10*9/n -4

CymMmapHbliii 02151 > 5 mo3BoJisieT KiaaccupuuupoBath 3a0oaeBanue kak ['ITA

Ilpu npumernenuu >mux Kpumepues ciedyem NPUHIMb 60 BHUMAHUE.

* KnaccupukayuoHHvle Kpumepuu MO’CHO NPUMeHsams 0Jis Kiaccuguxayuu 3adonesanus xax I'TIA, eciu
V nayueHma OuacHOCMuUpO8aH 8ACKyIUM MEIKUX U CPEOHUX COCYO08

® Y nayuerma UucCkKio4eHsvl albmepHamueHble OuUAcHO3bl 36160]18861HU12, Komopble Mo2ym umumupoeambs
eacKyaun.
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Taboauna 7. Kiaccupukanmonuble KPUTEPUH MHKPOCKONMHYECKOT0 MOJTHAHTUMTA
(ACR/EULAR, 2022)

KiinHuveckue Kpurepuu bana
[TopakeHne HOca: KPOBSHUCTOE OTIEISEMOE, SI3Bbl, KOPOUKH, 3aJI0)KEHHOCTb, -3
HapyIIeHHEe HOCOBOTO JbIXaHus, JAePeKT uianm mnepdopanus HOCOBOH
NIEPErOPOJIKH

JlabopaTtopHblie, HHCTPYMeHTaAbHbIe H MOP(}0JI0rHYecKue KPUTEePUH Baan
[TonoxurenbHbli pe3ysbrar ananu3a Ha TAHIA nnmn MITIO-AHIIA +6
Jlerounslit puOPO3 UM UHTEPCTUIIMATBHOE 3a00JI€BaHKE JIETKUX O JaHHBIM +3
BU3YyaJIM3allMy OPTaHOB IPYTHOMN KIIETKU

MaouMMYHHBIN TJIOMEPYIOHEPPUT IO JAHHBIM OUOTICHH MOYKU +3
[TonoxxurenbHblil pe3ysbrar aHanu3a Ha TAHIA wum [Ip3-AHIIA -1
Yuciio 303uHoPII0B B niepudepudeckoil kposu >1x10*9/n -4

CymMmapHbliii 021 > 5 mo3BoJisieT KiIaccu(puuupoBarth 3a0o1esanue kak MIIA

Ilpu npumenenuu >mux Kpumepues ciedyem NPUHIMb 60 BHUMAHUE:

® KIacCcUpUKayuoHHvlie Kpumepuu MONCHO NpuMeHsms 0as Kiaccuguxkayuu zabonesanus kaxk MIIA,
eciu y nayueHma OUuacHOCMupO8an 8ACKYIUNM MEIKUX U CPEOHUX COCYO08

® Yy nayueHnma UCKI1o4erbl dlbmepHamueHble OuUaAcHo3bl 36160]16661HMZZ, Komopble mMocym umumupoeams
eACKyum.

Kaoobr:

* 3aJI0’)KEHHOCTb HOCA;

* YIOPHBIN HACMOPK C CEPO3HO-KPOBSHUCTHIM WJIM THOWHBIM OTAEISEMBIM;
* HOCOBBIE KPOBOTCUCHHUS;

* 0o0Jib B 00J1aCTH MPUAATOYHBIX NA3YX;

* OCHIUIOCTH/THYCABOCTh IoJioca, 00JIH B TOpJIE;

* Kaulenb C OTJEJICHHEM 3HAYUTEJIbHOTO KOJIMYECTBA THOWHO-KPOBSIHUCTOM MOKPOTHI,
KpOBOXapKaHbe;

* TOBBILICHHYIO TEMIIEpaTypy Tena;

* 3aTyMaHMBaHHE, TOCTEIIEHHOE UM BHE3aITHOE CHUKEHUE 3PEHUS;

* TOKpacCHEHHE Tia3a, CBETOO0OS3Hb, CIe30TEUCHNUE;

e 0oJM B 1J1a3y WU 00JacTH OpOUT;

* JMXOpajKa, caboCTh, MOXYIaHHE,

* CBIIIb, 5I3BBI, Y3€IKU, ISATHUCTHIE, CETYaThIE N3MEHEHUS PUCYHKA KOXKH Ha
* KOHEYHOCTSX U TYJIOBHIIIE;

* apTpaJITuH, MUAJITUH;

* Kamienb, 00JH B TPYAHON KIIETKE, KPOBOXAPKAHbE;

* 0O0JIM B )KHUBOTE;

* TOJIOBHBIE OOJIH.

AHaMHe3:
* Hayajo 3a00JIeBaHMS CBS3aHO C TEPEHECEHHBIM CTPECCOM, IMEePEOXIIaXKICHUEM,
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uH(peKIMel, BaKIIMHALIMEeH, MHCOJISIIIUEHN, TPUEMOM aHTUOAKTEpUAIbHBIX MPENapaToB.

* BNU30/bl PELUAUBUPYIONIECH MTHEBMOHUU, CUHYCUTOB, pUHUTA, CTOMATUTA, CHU)KEHUE
3pEHUS.

* MPU3HAKU CUCTEMHOCTHU: JIUXOPaKa, c1ab0oCTh, NOXYyIaHHUE, BBITIAJICHUE BOJIOC.

* HaCJEACTBEHHAs MPEAPaCIOIOKEHHOCTD.

PDu3uKajabHbIe 00C/1e10BAHUA:

e [lopaxenne BJIII: sA3BEHHO-HEKPOTHYECKUU PUHHUT, CUHYCHUT, IOPAXEHHUE OpraHa
CllyXa, BOBJICUECHUE TPAXEH U TOPTaHU C(HOPMUPOBAHUEM TMOICKIATOYHON IPaHyIEMBbI.

e [latomoruss BJIII MoxxeT oclOXHATbCS mepdopalyeli HOCOBOM MEeperopoku
cOpMUPOBAHUEM  CEMJIOBUAHOM  nedopmanuy  HOCa,  Pa3BUTUEM  TSHKEJIOTO
JECTPYKTUBHOTO MMAHCUHYCUTA C PACIPOCTPAHEHUEM I'PaHyJIEMAaTO3HOW TKaHU B OpOUTY,
IIOTEPEN CIyXa, CTEHO30M I'OPTaHH

e [lopaxkeHue JIErKuUX: Y3€JIKM, HHQWIbTPaTbl WM TIOJOCTU B JIETKUX, JIETOYHOE
KPOBOTEYEHHE.

e [lopaxkeHne mOYeK: TrJoMepyloHeppUT (remarypusi, NUypUs, HPOTEUHYPHS,
HATUHAPYPUS).

e [lopa)keHHE KOXHM. TE€MOPPArMYECKHE WM S3BEHHO- HEKPOTHUYECKHE BBICBHIITAHUS
IPEUMYIIECTBEHHO B 00JIACTH KPYITHBIX CyCTAaBOB, Ha ArouLax, oeapax.

e [lopaxkeHHe CyCTaBOB. apTPUT KPYIHBIX CYCTaBOB C CHMMETPUYHBIM IIOpPaKEHHEM
(Jale KOJEHHBIX U FOJICHOCTOHBIX ) 0€3 pa3BUTHUS CTOMKOM nedopmanuu.

e [lopaxkeHue cepaua: MUOKApIUT, HEPUKAPANUT, SHAOKAPAUT U MOPOK MUTPAIBHOTO WU
TPEXCTBOPUYATOrO KJalaHa BCIEACTBUE (UOPUHOMIHOTO HEKpO3a W TIpaHyleMaTo3a
SHAOKApAAa MW KIanaHoB cepAua. Takke XapakTepHbl KOpPOHApUT, OOJEBOM wWiH
6e30o0seBoii  WH(MAPKT MHUOKapJa, apTEPUUT COCYJa, MHUTAIOMIETO CHUHYCOBBIA WM
aTpUOBEHTPUKYJISIpHBIN y3en. [Ipu oOcienoBaHUM BBISBISETCS PACUIMPEHUE TPaHUIL
ceplala, AayCKyJbTaTUBHO  MPUINIYLIEHHOCTh  CEpPACYHBIX  TOHOB, TaxUKapawus,
napoKCU3MallbHas TaxXUKapAWs;, OpPraHMYECKUHd IIyM HaJ MUTPAJIbHBIM  W/WIH
a0OpTaJIbHBIM KJaraHOM.

e [lopaxxeHne opraHa 3peHusi: (QOpMUpOBAHUE IICEBIOTYMOpa OpPOUTHI BCIEICTBHE
o0pa3oBaHus NEPUOPOUTAIEHON TPAaHYJIEMbl, YTO Y KaXI0TO MATOr0 OOJILHOTO MPUBOIUT
K CJIETIOTE.

e [lopaxeHue nepudepuueckoil HEpBHOW CHCTEMBbI. MHOXXECTBCHHBI MOHOHEBPHT,
pexe — qUCTalbHAsl CAMMETPUYHAS IOJMHENPOIIATH.

JlabopaTropHble UCCIeJOBAHUS:

OcHOBHBIE TUATHOCTHYECKHE METO/bI:

e O0mumii aHaIM3 KPOBU: HEUTPOPUIBHBINA JEHKOLUTO3, Y03UHOPUIUS, TPOMOOIUTO3,
HOPMOXpPOMHAsI HOPMOLIUTapHasi aHeMUs, 3HaunTelbHOoe noseimieHne COD. Ilokazarenu
KpPOBU MOTYT OBbITh U B MpejAeliaXx HOPMAJIbHBIX 3HAUYECHUW HA PAHHUX CTAIUAX WIU
OTpaHUYCHHOU (popMme.

o Buoxumuyeckuii aHaau3 kpoBu (0Omuii 0eI0K, aTbOYMHUH, KPEaTHHHH, MOYEBUHA,
moueBasi kucnora, CPb, AJIT, ACT, obmuii 6wmmpyoun, npsimoit Ounmupyoun, JIT,
D, KOK, 31eKTponThl, TPUTIUIEPHIBL, (DEPPUTHH, aMHIIA3a).
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o ['UMONpoOTEeMHEMHUsI,  THUIEPXOJIECTEPUHEMUSI  CBUICTEIBCTBYIOT O  Pa3BUTUHU
HepoTruueckoro cunapoma. Iloseimenne KOK, JI/II" — o pa3Butuu nH(papKTa MUOKapAa,
AJIT, ACT, JIAI', II® — o nopakeHWH TEYECHHW; KPEaTMHWHA, MOYEBHHBI, MOYEBOU
KHUCIIOTBI, KaJlusi — O Pa3BUTUU MOYEYHOU HEJIOCTATOYHOCTH, NMAHKPEATUYECKON aMuiIa3bl
— MaHKpeaTuTa, IaHKPEOHEKPO3a.

o Koarynorpamma: xapakTepHbl M3MEHEHHUS B CHCTEME TIeMocTaza [0 THUIY
TUTIEPKOATYJISIIUU.

o NUmmyHosnoruueckue wucciaenoBanusi: ANA na Hep2, ENA, ANCA, PO,
kpuornoOynunsl. Ceposioruueckum MapkepoMm Oonesznu sipnsiercs AHIIA. st
nanueHToB ¢ I'TIA 6Gonee crenuduuHbIM sBIISETCS OOHAPYKEHHE IUTOIIA3MAaTHUYECKUX
CANCA (PR-3), yBenmuenue TtutpoB P®D. [l HAlMEHTOB € MHUKPOCKOIMHMYECKUAM
HOJHAaHTUUTOM Ooiiee crenubuyHo oOHapyxkeHue nepunykieapHsix PANCA (MPO).
OO0muii anaau3 Mo4M (reMatypusi, IPOTEUHYPUSl, HUIHHAPYPHUS).

JlonoJiHUTEIbHBbIE TNATHOCTUYECKHE METO/IbI:

o [IpokanbiuTonun (mpu  ¢GedOpwibHOM  nuxopagke i auddepeHnuanbHon
JMATHOCTUKH C OCTPHIM BOCHAJIUTENIbHBIM OTBeTOM (cemcucom). [lpu AAB 06e3
MHDEKIIMOHHBIX OCIOKHEHUHN MPOKAIBIIMTOHUHOBBIN TECT OTPUIIATEIIbHBIN.

e CyrouHast NpOoTEeUHYpHs (U1l OLEHKH (PYHKIIMOHAIBHOTO COCTOSIHUS TIOYEK).

e Koxnas mpoOa ¢ TyOepkyauHOM (peakiuss MaHTy, THACKUH TECT) MPOBOAMTCS IS
HCKJTIOYEHUS JIATEHTHOTO M aKTUBHOTO TyOEpKYyJie3a.

HNHcTpyMeHTAIbHBIC HCCJICIOBAHUA:

OcCHOBHBIC JTHATHOCTHYECKHE METO/bI

e O030pHasi peHTreHorpadusi Jerkux (s BBISBICHUS COCYJIUCTHIX TOPaKCHUM
OpraHoB  JbIXaHWs, HWHQUIBTPATOB, TMOJOCTEH, TIpPaHyJIEMaTO3HbIX H3MEHEHU,
YBEJIUYEHUS TUM(PATUYECKUX Y3JI0B CPEAOCTEHHS);

e V3! opraHoB OpHOIIHOH MOJIOCTH (JJi1 BBISIBICHUS OPraHUYECKOTO MOPAXKEHUS
OpraHoOB >KEIyJOYHO-KHUILIEYHOTO TPAKTa); MOTYT BBISBIATHCS MH(APKTHI NEUCHU W/WUIU
CEJIE36HKH, TMPU3HAKM [IAHKPEATUTa, I[MAaHKPEOHEKpO3a, XOJjecras3a; Y 3-NpU3HAKU
MH(papKTa MOYKHU; HEPPHUTA, HAPYIICHUH MOYEYHOIO KPOBOTOKA C OOEIHEHHEM €ro Io
nepudepun, HapyleHrneMm TuPQGepeHIIIPOBKY TOUYEYHBIX CIOEB;

e JKIT (11 BbIIBICHUS 3JEKTPO(PU3NOIOTHUECKOTO MOPAKEHHS CEpALIA);

IXOKT (#1151 BBISBICHUS TOPAXKEHUS KJIATAHHOTO U MBIILICUHOTO TTOPAKEHUS Cep/Ilia);
o Cnuporpadus (st BEISIBICHUS HAPYIICHHS JbIXaTEIbHON (DYyHKIUM);

e KT opranos rpyanoir kjierku u MPT cooTBeTcTBYHOIIMX JIOKAJTM3UUN — s
BBISIBJICHHS] CTEHO30B TOPTaHH, Tpaxeu U OPOHXOB, YTOJIIECHUS CTEHKH CErMEHTApPHBIX U
cyOcerMeHTapHBIX OpPOHXOB, aTEJEKTa30B U TMPU3HAKOB TMOPAKECHHS MEepUDEPUICCKUX
JIETOYHBIX apTEPUM;

e KT u MPT cuHycOB Uu TOJOBHOTO MO3Ta JUIA BBIABICHHUS JECTPYKTUBHO-
HEKPOTHUYECKHUX MPOIECCOB B KOCTHOM TKaHM; ISl BHIABJICHHS] TPOMOO30B CUHYCOB;

e buomncusi: HEKPOTU3MPYIOLIEE I'PAHYJIEMATO3HOE BOCIAJIEHNUE B CTEHKE apTEpUM WIIU
MIEPUBACKYJISIPHOM UM SKCTPaBacCKyJIApHOM IpocTpaHcTBax npu ['TIA; HEKpOTU3UPYIOIMI
BAaCKYJUT C OTCYTCTBMEM WJIMA HEOOJBIIMM KOJMYECTBOM MMMYHHBIX JEMO3UTOB 0€3
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rpanynemaTto3Horo Bocnasienus npu MIIA. JluarHocTuyeckasi LIEHHOCTh KpaliHe peaKo
BBITIOJIHAEMOM  OTKPBITOM  OWONCHMM  JIETKOTO  3HAYMTENIbHO  BBIIIE,  YEM
TPaHCOPOHXHUAIBHON MJIM OUOIICUU CIM3UCTON 000JI0UKH HOCA U IPUAATOYHBIX Ma3yX.

JlonoJiHMTe IbHbIE HHCTPYMEHTAJIbHbIE HCCIEA0BAHUS

o ®I'JIC (s BBISBICHUS SI3BEHHBIX M COCYAUCTBIX MOPAKEHUN CIUZUCTOMN KEITyA0UHO-
KHUIIIEYHOTO TPAKTA);

e PentrresHorpagusi  mopazkeHHbIX CYCTaBOB (11  BBIABICHHUS  3PO3UBHO-
JECTPYKTUBHBIX TOPAXKEHUN CYCTABOB).

e V3/II' cocynos, anruorpadusi, yabTpa3BykoBas aormieporpadusi (i BBISBICHUS
CTEHO30B, OKKJIIO3UI1, TPOMOOB, aHEBPHU3M);

e Bponxockomnus (7151 BBISIBICHHUS] OPTaHUYECKOTO MOPAKEHHsI OpOHXHAIBHOTO JIepeBa,
g depeHurnanbHON TUarHOCTHKY C OIMYXOJIEBBIMU U CHEU(PUUECKUMHU MPOIIECCAMHU).

o bogumunerusmorpadus (U1 BBISIBICHUS HAPYIICHUS ABIXaTSIIbHON (DYHKITHH);

e BpoHxoajbBeoISIpHBIH JIaBaX Ui HUCKIIOUEHUS OIYyXOJEBBIX M CHELM(PUUECKUX
IIPOLIECCOB.

Ioka3aHus K TUATHOCTUYECKOI OMOIICUH MOYKH:

® HEACHOIO I'eHe3a C MpoTeuHypuen Oosnee 1 1/, MOCTOSHHON WM PEelUAUBUPYIOLIEH
KJIyOOUKOBOM remMaTypuen;

e OCTpas WM NOAOCTpas IOYEYHAs HENOCTAaTOYHOCTh ¢ cumnToMamu ['H wimm ¢
CUCTEMHBIMH MPOSIBICHUSMH.

Koncyabranus npo@uibHbIX CIEHATUCTOB:

KOHCYJIbTAllUs J€PMATOJIOra — IIPU BACKYJIUTE C MOPAKEHUEM KOXKU;
KOHCYJIbTAlLMSl HEBPOMATOJIOTA - MPH BBISIBJICHUHA HEBPOJIOTUYECKUX CUMIITOMOB;
KOHCYJIbTalMsl 0TaabMOoJIora - Mpu MOpaKeHUH Tia3 y nanueHtoB ¢ ['TIA;
KOHCYJIbTallUs OTOJIApUHTOJIoTa - pu nopaxenuu JIOP-opranos npu I'TIA;
KOHCYJIbTalus HepoJsiora - Mpu MOPAKEHUHU MOYCK;

KOHCYJIbTALIMS MyJIbMOHOJIOTA - TIPU MOPAKEHUU JIETKUX;

® KOHCYJIbTAIMsl UH(PEKIIMOHUCTA - JJIs1 BBISIBIICHUSI HOCUTENLCTBA BUPYCOB renatuta B u
C, pa3BuTHE ONTMOPTYHUCTUUECCKUX UH(EKIIHIA,

® KOHCyJNbTAMs (TU3MATPA — JUIS BBISABICHUS PA3BUTHS JIATEHTHOTO WJIM AKTHUBHOTO
TyOepKyIesa.
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2. IlmarnocTuveckuii anroputm AAB:
Cxema 1

IlepBblii ypOBeHb JUATHOCTHKH:
Huaraos I'TIA u MITA He00X01UMO 3aIT0I03PUTh TIPH:

VYropHbI HACMOPK C CEPO3HO-KPOBSIHUCTHIMU WJIM THOMHBIM OTAETISIEMbBIM
Hocossie kpoBoTeUeHUS
Bonp B 0bnacT mpuaaTOYHBIX Ma3yX

OCHIIUIOCTH Toj10ca, 00U B ronie.
Kamens ¢ OTAEIIEHUEM 3HAYUTEILHOT0 KOJIMYECTBA THOMHO-KPOBSHUCTOMN MOKPOTEI,

KpOBOXapKaHbe
Brichinanus Ha KOXKe-ChIIlb, S3BbI, Y3EIKU
OO0mas ciadocTh, yTOMISEMOCTh

IToreps Beca

OnpIika

JIuxopanka

Uzxora, nucdarus

bonu 3a rpyauHoi

Bonu B cycraBax, MpIIax

Hanwnune ogHoro u3 BolnenepevncjieHHbIX CHMITOMOB, NlePeXo/i HA BTOPOH YPOBEHb

BTopoii ypoBeHb IMArHOCTUKU:

» ompeneneane AHITA (PR-3, MPO);

* OIIpelelIeHHe aHTUHYKIIEAPHBIX aHTUTEN,

*  OAK (neitrpodunes);

* peHTreHorpadus JETKUX-COJIMTApHbIE WM JBYCTOPOHHHE MHOKECTBEHHBIE JBYCTOPOHHHME WH(HUIBTPATBHI,
CKJIOHHBIE K pacraay U GOpMUPOBAHHIO MOJIOCTEH;

* OAM - remarypusi, IpOTEUHYPHSI;

* TIpu OOHAPYKEHUH XOTsI OBl OZHOTO M3 ATUX (HAKTOPOB ¥ MPU HATTMYUKN CUMIITOMOB, HEOOXOIUMO 3aTI003PHUTh
I'TIA wm MITA.

IIpu oOHapy:keHUM XOTS Obl OAHOT0 U3 3TUX (PAKTOPOB U NPH HAJTUYUM CUMIITOMOB, HEO0X0IMMO 3aN0A03PUTH
CHCTEMHBbIH BACKYJIUT

Tpertnii ypoBeHb THATHOCTHKH:

1. V3T cocymor

2. KT, MPT

3. Bbuoricust: rucTosornyeckue N3MCHCHUA, CBUACTCILCTBYIOIUE O IMTPUCYTCTBUM I'PAHYJIOIIUTOB B CTCHKE
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Cxema 2. AJTrOpuTM THATHOCTHKHM cHcTeMHBIX BackyautoB (T.Kawakami, 2010)

JETOYHO-IIOYEYHBI CUHAPOM IIOPAKEHUE JIOP OPTAHOB

Uckmounts CKB, cunapom

[erpena, rematutet B, C
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Cxema 3. /IluarnocTudeckuii anroput™ noyeynoro sackyjaura KDIGO 2023
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Taoauna 8. J/InddepeHumaibHblii AUArHO3 W 000CHOBAHUE IOMOJHHUTEILHBIX

i [1-7,15-22]-

HCCJIeJOBAHHU
Junaruo3 ObocHoBaHue 11 ObcaenoBanus Kputepnu HCK/II0YeHHSsT JUATHO3A
auddepeHnHAIbLHON
JAUATHOCTHKHU
Cungpom Hanuuue JIETOYHO- Buoncusa TkaHeill Jerkoro, Anneprus B aHaMHe3€, XapaKTepHBI
Yepaaxa- [IOYEYHOI'0 CUHIpPOMA nouek, KT u MPT nerkux, 903MHOQUINS, OTCYTCTBHE T'PaHyJIEM,
Crpocca CHHYCOB M  TOJIOBHOTO pacmaga  BEpXHHX  IBIXaTENbHBIX
Mo3ra NyTed M JIETOYHOM TKAaHM, 4YacToe
pa3BHUTHE OPOHXUATBHON aCTMBI
Y3enkoBblii Jlnxopanka, mnopaxkenue | buomcus TKaHel, | Bo3Mo)xHO Hamuuue BUpyca renaTtura
MoJHapTepH koxu, IIHC, cycraBoB, | anrmorpadwus, AHIIA B, OPXHT, nepudepudecKue
HUT JIETKUX, TTIOYEK HeliporaTiy (9Yame MHOXXECTBEHHBIN
MOHOHEPBPHT), apTepuanbHas
THIIEPTEH3NS, UIIEMUYECKUI
TJIOMepYyI0HEe(DPHT, nHpapkT
nHeBMonus. [lpu anrmorpadum —
MHUKPOaHEBPHU3MBE, OKKJIFO3UH
apTepuu, HE 00yCIIOBJICHHBIE
aTepockiepo3oM. He  xapakrepHO
pas3BuTHE riomepyioHedpura,

MOpaXCHUE JIETKUX M IMasyx Hoca.
[Ipu OwWorcHU —HEKPOTU3IUPYIOMINN
BackyauT. HeratusHocts no AHIIA

CucreMm-Hasi

Jluxopaska, mopaxeHHe

I/IMMyHOHOFI/I‘IeCKI/Ie

ITonoxurensapie TecTl AH®, aHTH-

KpacHast KOXH, CyCTaBOB, II0YEK, uccnenopanuss AH®, anru- nc AHK, sputeMaTo3HBIE BHICHITAHUS
BOJTYAHKA HC, nerkux nc JJHK
IgA Ilopaxenue KOXH, buoncus TkaHel, cocynos, Bo3pact, mNOpeuMylIECTBEHHO JI€TH
Hedpona- cycTaBoB, nouek, KKT AHIIA no 18 7ner, remopparuyeckue
T™HA, KOXKHBIE BBICBIIIAHUS, B Ownomnrarax
remoppa- BBISIBIISIIOT JIEHKOITUTO- KJIACTHYECKUH
rUYecKuii BacCKyJIUT WIN HEKPOTHYECKUH
BAaCKYJIHT BaCKyJIUT MEJIKAX COCYIOB,
(nypnypa remopparndyeckoe nopaxenue JKKT
Menneiin — 1 TIIOMEPYIOHEDPHUT
I'enoxa)
JIumpoma- Jluxopanka, nopaxeHue buoncus TKaHei c OxpyXaronx TKaHEH aTUMHYHBIM U
TOUAHBIH KOXXH, CYCTaBOB, IOYEK, UMMYHOTHCTOXUMH-9ECKUM IMMGOUUTAMH, W IJIa3MaTHYECKUMHU
rpanyiaemato3 -| LHC, nerkux oOciieIoBaHUEM, COCYIOB, KJIETKaMHU.
NK-T kaerou- AHIIA DopMHPYIOTCS, HO HE pPa3BUBAIOTCS
Hasi  JuMpoma BOCITAJTUTEIBHBIE TpaHyJIeMBl.
(cpenuHHas Teuenue 6os1e3HN 3710KaUECTBEHHOE
rpaHyJie-Ma)
Cungpom Hammuane JIETOYHO- ANCA, aHTHTEIIA K TTonoxurensusie Tectel anti- GBM
I'ynnacyepa MOYEYHOI0 CUHIpOMA OazanbHOM MeMOpaHe (AT x BMK)

kiyOoukoB mouek  (anti-

GBM)

KT u MPT cunycoB u

TOJIOBHOTO MO3ra, OHOTICHS

TKaHEH JIETKUX, ITI0YCK
BIITH Iopaxxenue nmouek ANCA, Owoncust TKaHeH [Ipn Oumomncuu movexk — BBISBISIOTCS

MOYeK 30HBI SMHTENNATBHO-KIETOYHOH

nposudepauu KIIyOOUKOB -
«TIOITYITyHU

HNndexuuon Jluxopanka, cuctemHoe Ox0KT', UIl OxoKT', noces [TonoxurenbHble MOCEBBHI KPOBU, Ha
HBIH HNOpa)keHHe OPraHOB KpPOBH Ha CTEPUIBHOCTb 3-X OxoKI' - Bereranmu, aOcuecc,
IHIOKAPAUT (yrerkmx, cepaua, Movex, KpaTHO, NPOKAJIbIUTOHHH, NICEBJI0AHEBPU3Ma, BHYTpHCEpACYHAsS

OHC)

¢depputun, CPB, NJI-6

¢ucryna, mepdoparus KianaHa WIHA
AHCBPHU3MBI, HOBasd qaCTU4YHas
HECOCTOSATENILHOCTh MPOTE3a KilanaHa
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3. TAKTUKA JIEYEHUSA HA AMBYJATOPHOM MW CTALMOHAPHOM
YPOBHE[6-7, 9, 10-13, 24-55]:

1. HemeankaMeHTO3HOeE JeYeHHe:
® MPUBEPKEHHOCTh JIEYCHHUIO IIyTeM TMPHUHATHS COBMECTHBIX pEIIEHUH Bpaya W
MAIMCHTA,
® TEpaNeBTHYCCKHEC M3MEHCHUS CTWIISA JKU3HU: OTKAa3 OT BPEIHBIX MPUBBIUCK, U30ETaTh
NEPEOXTAKIACHUN, WHTCPKYPPEHTHBIX HH(MEKINH, 3HAYUTEIBHOTO TICHXHYECKOTO |
¢bu3MUeCcKOro nepeHanpsHKEeHus;
JHMETa C JOCTATOYHBIM CO/IepPIKaHUEeM Oelika U BUTAMUHOB;
OTpaHUYEHHUE COJIHU, KUAKOCTH MPH HAPYIICHUU (PYHKIUH ITOYEK;

2.

IIPOTUBONIOKA3aHbl HHCOJIAINA U MCTOAbI HCTPAJUIIMOHHOIO JICUCHUA,

BaknuHanus or COVID 19, rpunma, mHeBMOKOKKa, herpes Zoster.

MeaukaMeHTO3HOe€ JIeYeHue:

OcHoBHBbIE JieKapcTBeHHbIe cpeacTBa (nMerormue 100% BepoSTHOCTh TPUMEHEHUS):

®apmakoTepanes
THYECKas rpynia

MHH

Cnoco6 npuMeHeHust

YA

[lepBas JIMHUS JIEKAPCTBEHHOTO CPECTBA

CuHHTETHYECKHUE
TIIFOKOKOPTUKO-
CTEPOUIBI

MeTI/IJIHpC,Z[HI/ISOJ'IOH

dnakonsr 125; 250; 250 - 1000
MT; B/B KalleJIbHO B Pa3BEIACHHUH
0,9 % (hU3MOJIOTHYECKUM
pactBopoMm 1 pa3 B cytku; 3-5
uHby3ui

C [4.723-29,3055]

Metwipe iHU30JI0H

Tabmerkm mo 4 wmr, 16 wMr.
Buytps no 4mr — 16 mr — 32
MI. 2 pa3a B CYTKH B IIE€PBYIO
HOJIOBUHY JHS U3 pacuera 0,5-1
MI/KIT B  NPEIHU30JIOHOBOM
SKBUBAJECHTE JUI1 WHIYKLUHU
peMHCCHH

C [4.723-29,30°55]

[Ipenuu3zonox

Tabnerku BHYTpbS MT.

2 pa3a B CyTKHU.

U3 pacuera 0,5 -1,0 mMr/kr mis
WHIYKIIMH PEMUCCHH

C [4.723-29,30°55]

[Ipenuu3zonon

Awmnynsr B/B, B/M 30-180Mr
1pa3 B cyTku

C [4.723-29,30°55]

NmmyHOCympec-
CHBHBIC
JIEKapCTBEHHBIE
cpencTna:

Azaruonpus*®

Tabnerkn 50 mr.
Brytps 50-100mr 1-2 paza B
CYTKH

B 47,2329, 3055]

Huknopochamun

200mr, MIOPOILIOK TUISL
npuroToBiieHus pacteopa 200 —
600 - 1000 wmr gns B/B
BBEJICHUS

B 47,2329, 3055]

uknopochamun

Buytps, apaxe 50 mr 50-100
mr 1-2 pa3za B cyTKH

B 47,2329, 3055]

MeroTtpekcar

PactBop 18 MOOKOXKHBIX
uabekui; 7,5mr, 10mr, 15 Mr,
20Mr.

B 47,2329, 3055]
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7,5mr,10Mr, 1 5Mr,20Mr/HE
1 pa3 B Henemo
MeTtoTpekcar Tabnerku  2,5mr,5mr;  2,5- B [4.7:23-29,30-55]
17,5mr/aen 1 pa3 B Heaeno
Muxkodenosnara Tabmerku, kamcynbl 250 wr., C [47,23-25,30-55]
Moderu 500 mr. BHYTps 500-2000 M,
/mMuKO(heHOI0Bas 1-3 p/ cyt, nUTENBHO
KHCJI0Ta
AHTHHEOIIaCTH- Purykcumab PactBOp 500  wr. Hns A [4.7,23-29,30-59]
YeCKue BHYTPUBEHHBIX HH(DY3UH,
MpenapaThl. [To 500 wmr-1000 wmr. c
MOHOKIIOHATEHBIC WHTEpPBAIIOM B 2  HeIelu
AHTUTEIA. Kaxnaele 4-6 Mecsanes UIA
WHAYKIAA W TOJJCPKAHHUS
pemuccuu
Bropasi 1nHUA JIEKAPCTBEHHOTO CPEICTBA
HNmmyHocympec- JlepmyHomu Tabnetkm 20 wmr. Ilo 1 C [4.7:23-29,30-5]
CUBHBIC TaOJIETKE B CYTKH JUTUTEIHLHO
JIEeKapCTBEHHBIE
CpeJCTBa:

*- Azamuonpun ne 3apecucmpuposar 6 Pecnyonuxe Kazaxcman (npumensime nocie pecucmpayuu ¢ PK.
Hezapecucmpuposannvle nekapcmeenHvle cpedcmsea UChoIb3yiomes 6 coomeemcemeuu co cmamoei 80
Kooekca PK «O 300posve HapoOa u cucmeme 30pagooxpaneHus).

JlonoJiHMTEIbHBIE JIeKAPCTBeHHbIEe cpeacTBa (umeromme meHee 100% BeposITHOCTH

MIPUMEHEHUS):
dapmakorepane
]ETI/I‘ICCKZ?S[ MHH Cnocod YA
NpUMeHeHHs
rpynmna
Nuruburop ABaxomnag* Taobnerkn 10 mr; 30 mr. Ilo 1 C [4,7,23-29,
KOMIIJIEMEHTA Tabnerke 2 paza B CyTKH, 6-12 30-55]
C5aR MeCSIIEB
NmmyHornodynun | IMMmyHOrnoOyauH B/B ¢naxon ot 0,4 — 2r/kr/cyT B C [4,7,23-29,
yeJoBeKa yeJI0BEeUEeCKUI TeueHue 4-5 nuen 30-55]
HOPMaJIbHBIN JUIs
BHYTPHCOCYHCTOTO
BBEJICHUS
Antubakrepuans- | Tpumeronpum/cynbda | Tabmetkm 480 wmr. Ilo 1 C [4,7,23-29,
HBIH Ipenapar METOKCa30J1 tabyletke 2 paza B cytku 10 30-55]
nHeH, Kypcel Ha  (one
NOJIIeP KaHUsI PEMUCCHU
ButamMuHHEBII domnueBada KuciIoTa Tabnerku 1 Mr; TabIETKH 5 M. C [4,7,23-29,
npernapar [To 1 Tabnerke 3 pa3a B A€Hb 30-55]
WUJIU 5 MI. B HEJEIIIO

*- Aeaxonan ne sapecucmpuposan 6 Pecnyonuxe Kazaxcman (npumensame nocie pecucmpayuu 6 PK.
Hesapeaucmpuposannvle ekapcmeentvle cpedcmsea UCnONb3YIOMcs 6 coomeemcmeauu co cmamovei 80
Kooexca PK «O 300posbe HapoOa u cucmeme 30pagooxpaneHus).

B nensix u30ekaHUsi TOKCHMYECKOr0 BO3AEHCTBHSI HA OPraHU3M METOTPEKCATOM,
Ha3HayvaeTcs GosueBasi KNCJIOTA.
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Jdns npopuiakTuKd MHPEKIMOHHBIX U UMMYHOAC(PUUMTHBIX COCTOSTHUN Ha (poHe
NPUMEHEHUS] MMMYHHOCYNIPECCMBHOIl Tepanmvud NPHUMEHSIeTCH HMMYHOIJIOOYJIHH
YeJI0BeYeCKH .

Ipu poaurensHom npumedHenun ['KC/HIIBII ¢ racTponpoTeKTUBHOH LEIbI0 M/HJIH
NPY HAJTMYMHU JUCTIENTHYECKHUX SIBJIEHUI H/WIN HMMYHOIENPeCCAHTOB, 330 arure:

- cm. Kimmanaeckuit mpoTtokoit: ["acTponatuu, WHAYIUPOBAHHBIC PUEMOM HECTEPOU THBIX
MIPOTUBOBOCHIAJIUTEIIBHBIX IIPENapaToB.

- cM. Kimmanueckwnii mpotokoit: ['actpos3odareanpHas pedurrokcHast 00JI€3Hb.

Ipu pmrensHom npuMeHenun I['KC ¢ menbio JedeHusi uiaM NpoGUIAKTHKH
CTEPOHIHOI0 0CTEOIOpPOo3a:

- cM. Kimuanueckuit mpotokoii: OcTeonopos.

Ipu poureasnom npumeHenuu I'KC, pa3BuTuu crepouaHoro auadera:

-cM. Kimnanueckuit mpotokoit: CaxapHsblil 1uabet 2 Tura.

IIpu Hedpure, HePpPOTHUECKOM CHHAPOME:

- cM. Kimunnueckuit mpotokost: HedpoTudeckuii CHHIAPOM.

- cM. Kimunnueckuit mpotokoit: Xponuueckas 0ose3nb nouek (XbIT).

- cM. Kinanueckuii mpotokoii: OCcTphlil TyOyJTOMHTEPCTULIMATIBHBINA HEQPUT.

IIpu HapylIeHHUH CHCTEMbI FeMOocTa3a:
- cM. Kimunnueckuit npotokoit: JKenezoneduiutHas aHeMusl.
- cM. KinmuHnueckuit mpoToko1: AyTOUMMYHHBIE TEMOJIUTHYECKUE AaHEMUH.

IIpu uH(PEKUMOHHBIX 0CT0KHEHUAX U HMMYHOAC(PUIMTHBIX COCTOSTHUAX:
- cM. Kimuanueckuit mpotokoi: BHeOoIbHUYHAS ITHEBMOHUS Y B3POCIIBIX.

IMoka3aHust 1JIs MPUMEHEHUsI aBaKomana® [47.23-29,30-5]

1. Bricokass aktuBHOCTH AAB, ¢ mopaxeHHeM IoYeK, ¢ MHJAEKCOM akThuBHOCTH BVAS
6onee 30 OGamoB B coctaBe komOmHHMpoBaHHOW Tepanuu ¢ L[, PTM u I'KC mnsa
WHYKIIUU PEMUCCUH.

2. OrcyrcTBHE peMuccuu yepe3 12 Henenb Mpu NpUMEHEHUH CTaHJAPTHOM Tepanui 1, 2,
3 TUHUN 119 UHAYKITUW U TIO/ICP>KaHUS PEMUCCUH.

3. beictpo mnporpeccupyromuii riaomepyionedpputr B aebiotre AAB B coctaBe
koMmOuHupoBanHoi tepanuu ¢ IO, PTM u I'KC nns uHIyKIuu peMUCCUu.

4. Hannuue npotuBonokazanuit 1yis HazHaueHus ['KC, putykcumaba, nukinodocdana.

5. Nudpexumonnsie, MMMyHOJIE(DUIIUTHBIE COCTOSIHUA Ha (OHE JUIMTENILHOIO MpHema
I'KC.

6. Merabonuueckue, OCTEOMOPETHUECKUE,  IKEIyJIOYHO-KUIICUHbIE,  CEpPACYHO-
COCYIUCTBIE  OCJIOKHEHHS npu jgoutensHoM npueme ['KC ¢ mensio
cTepouocOepeKeHUs.

7. Peuunusupytoiee teuenne AAB ¢ yacToToil peunuBa He MeHee 2 pa3 B TOJI.

8. Ilogmepxanme pemuccun AAB B  KadecTBE MOHOTEpanmuu C  IICJIBIO
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CTEPOUT0COCPEIKEHUS.

*- Asakonamn He 3apecucmpuposan 6 Pecnybnuxe Kasaxcman (npumensme nocie pecucmpayuu ¢ PK.
Hezapecucmpuposeannvle nekapcmeenHvle cpedcmsea UChoIb3yiomesa 6 coomeemcemeuu co cmamoei 80
Kooekca PK «O 300posve HapoOa u cucmeme 30pagooxpaneHusi).

Cxema 4. Anroput™m aedennss I'TIA/MITA (ACR/VF (Vasculitis Foundation) 2021)

I'TIA/MIIA, >XU3HEYTPOKAFOIIUH WITH C
NOpa)KEHHEM JKM3HEHHO BaKHBIX OPIaHOB

l

HocTtuxenue
pemMuccun

Penuaus

Peuuans
SKU3HEYTPOKAIOLINI
WM C IOpaKeHUEM
JKU3HEHHO BaKHBIX

1

Peuyaus
KU3HEYTPOKAIOIIU N
WIH C IOPpaXEHUEM
JKH3HEHHO BAXKHBIX
opraHos, Ha porne PTM
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Cxema 5. Pexomennanuu no jgedenuro I'TIA/MITA (ACR/VF 2021)

I'TIA/MIIA 6e3 yrpo3sl Aist KU3HU
WU TTOPAXKCHUSI )KU3HECHHO BaYKHBIX
OpraHoB

HocTtrxenue
peMuccuu

Penmanus
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Cxema 6. Anropurm Jeuenus ['TIA / MITA (EULAR 2022)
HNuaykous pemMmuccuu

0e3 mopakeHus

C MOpaKCHUEM
JKM3HEHHO Ba)KHBIX OPTaHOB

JKU3HECHHO BaXXHBIX OPraHOB

HET

HNOAJEP)KAHUE PEMUCCHUHA

______________
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Cxema 7. Anropurm Jeuenus ['TIA / MITA (EULAR 2022)
Ioapnep:xkanue peMmuccuu

PEMUCCHUA

-
-
——

*- Asaxonan ne sapecucmpuposan 6 Pecnybnuxe Kazaxcman (npumensmo nocie pecucmpayuu ¢ PK.
He3zapeaucmpuposannvle ekapcmeentvle cpedcmsea UCnOIb3YIOMcs 6 coomeemcemauu co cmamovei 80
Kooexca PK «O 300posve Hapoda u cucmeme 30pagooXpaHeHus).

A
k-
>

[TyHKTUPHBIMU JTUHUSMHU OTMEYEHBI AIbTEPHATUBHBIC WU JOTOJHUTEIIbHBIE 1EUCTBUA. Y
MalMeHTOB € KpPEaTUHWHOM  ChIBOpOTKM >300 MKMOJNB/I  W3-3a  aKTUBHOTO
riioMepyjaoHedpuTa MOXKHO PACCMOTPETh TNpUMEHEHHe Tiamadepe3a (YUUTHIBATh
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WUHAMBUIYATbHBIA PUCK TEPMUHAIBHOW CTaauu 3a00J€BaHuUs MOYEK (CM. ACHCTBYIONIYIO
Bepcuto KII: XpoHudeckas 00Jie3Hb MOYEK y B3POCHBIX) W MPEANOYTCHUS MAIMCHTA).
Jlo3b1 I'K npenocTaBisroTCsa Kak 3KBUBAJIEHT NPEAHU30JI0HA. Y MAlUEHTOB JETOPOIHOIO
BO3pacta npeanouyrurenbaern PTM nepen npuemom L O.

Tadoauna 9. lo3upoBaHue IJIIOKOKOPTHUKOUIOB (MI/CYT, SKBUBAJICHT MPETHU30JI0HA) C
wm PTM nuknodochamumom s uHaykuuu pemuccud npu [TIA wim MITA B
cootBeTcTBUH ¢ nccienoBanreM PEXIVAS93 (EULAR 2022)

Hepean Macca Tesa (Kr)

<50 50-75 >75

1* 50 60 75

2 25 30 40

34 20 25 30

5-6 15 20 25

7-8 12.5 15 20

9-10 10 12.5 15
11-12 7.5 10 12.5

13-14 6 7.5 10
15-18 5 5 7.5

19-52 5 5 5

>52 NuauBu1yanbHO NuauButyanbHO NuauBuyanbHO

* Paccmompume 803MOMCHOCMb 6HYMPUBEHHO20 86€0€HUS MEMUINPEOHUZ0NOHA 8 KYMYIAMUBHOU 003€
1-3 2 na 1-3-u denv y nayuenmos c madzxicenvbiM aKMUBHbIM 3a0071e8aHUEM, 8KAIOUAS, NOMUMO NPOUe2o,

nopasicernue novex ¢ CK® <50 ma/mun/1,73 m2 w/unu ougpysnoe arbeeonapHoe KpoBoUusIUsHUe
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Pucynok 1. Ununuanbnas tepanusi AAB (KDIGO 2023)

Awnarnos AAB
Ouernka 3abonesanmns

MNuayxkuma pemmuccumn

bes sosneyenmn
MHMM3IHEHHO
BaXXHbIX OPraHos

PaccmoTpers Unxnodochamug + Putyxcumab +

MusHeyrpoxawouwee/
opraHoyrpoxaiouwee
Teyenue
KpeatuHunn
CHIBOPOTKM
5.7 sar/an (>500
MmKMONnb/n)

PaccmoTtpers
HasHauYeHue FAIOKOKOPTUKOMALI FAIOKOKOPTUKOM AL nnasmoobmen
muxodpernonara
modeTrmna
Kowurpons 3abonesannn
Pemuccua Ha Tepanum
Noanep wan
Tepanua
NMepexoa Ha asaTnonpuH MNpoaomxkaTte puTykcumab
CHM3MTL AO03Y CHM3uTL 403y
FAOKOKOPTUKONAOS rAIOKOKOPTUKOMA0B

CHM3uTL A03Y OTmennTs
asaTmonpuHa puTyKCcumab

Pemuccun 6e3 neuernn

3. Xupyprudeckoe JieueHHe:

IToka3aHusA K XUPYPrudecKoMy JIeUeHHIO:
OcnoxHeHuS:

e XBbII, tepmunansHas ctaaus 1 nposenenus 11T,
e CyGrnorounblie cteHo3sbl ipu ['TIA;

e OcTpble apTepuaibHbIC U BEHO3HBIC TPOMOO3HI.

Tpancniaantanmusi mouku 6onpHEIM AHIIA-CB B cTamuu TepMHHAIBHOM

MOYEYHOU

HCOAOCTATOYHOCTH HMMCCT OI'PaHUYCHHA B CBA3HW ITOBBIIICHHBIM PHCKOM I/IHCI)CKI_II/If/'I Ha
CI)OHC MNMPUMCHCHUA HWMMYHOICIIPCCCAHTOB KW HCPCAKO COIIYTCTBYIOHICTO TAKCIOIO
IMOPAXCHUA AbIXATCIIbHBIX HYTefI. PeI_[I/II[I/IBI)I damce BO3HHUKAIOT ITOCIIC IICPCCAIKU ITIOYKHU

OT JIOHOPA-POJCTBCHHHKA.

PexoncrpykTuBHbIe onepauuu Ha JIOP- opranax npoBogsT B cnenuain3upOBaHHBIX

LEHTpax B MEPUO/I MOJTHOU PEMUCCUU 3a00JI€BaHU.
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IIpoTuBONOKa3aHUS K ONIEPATHBHOMY JIEYEHHIO:
e Caexuil mH(MApKT MUOKap/a (MeHee 3 MeCsIIEB);

e OHMK (menee 3 mecsiieB);
e TepMHHaNBbHBIE CTAANU CEPACUYHON U IEUEHOYHON HEAOCTATOYHOCTH.

e 6 o o o o o

OepEeHHOM KOCTH;

. lanbHeniee BeeHE:
JMCIIaHCEPHOE HAOJII0/IEHUE PEBMATOJIONa HA aMOYJIaTOPHOM JTarle JEUEHUS,;
CBOEBPEMEHHAs TOCIUTAIN3ALNA B ClIyyae 000CTpeHUsl 3a00IeBaHus;
PaHHSISA AMArHOCTUKA OCJIOKHEHUH JIEKAPCTBEHHOU TEPAaIInH;
MOHHUTOPHHT KJIMHUKO-Ta00pPaTOPHON aKTUBHOCTH BACKYJIUTOB;
IIOCEIIEHUE PEBMATOJIOra B 3aBUCUMOCTH OT aKTUBHOCTHU WJIM COCTOSIHHUSI PEMUCCHH;
JEHCUTOMETPHS I JUArHOCTUKHU OCTEOIOPO03a;
peHTreHorpagusi KOCTE€Hd Ta3a Il BBISBIEHUS aCENTUYECKOrO0 HEKpOo3a TOJIOBKU

e o(dTranpMoIIoruYecKkoe 00ciIeI0BaHME,
e HaOIOCHUE XUPYpTa.

Ta6auna 10. MuguBuayaibHas KapTa Ha0 I0deHNs, MAPIIPYTH3ALUs NMAIMEHTa ¢

I'TA/MITA
TaxxecTs TeueHUus PexoMmenganuu
Pemuccus, - YacTora Habmto1eHus —2 pasa B TOJ
JacTUYHast - OcMOTp peBmMarTosiora Inpu KaxaoM IOCEUICHUH
pemMuccus 0e3 | - opTanpMoIIOTra, CTOMAaTOJIOra, HE(posora, JepMaroiora
BBIPAKEHHBIX 10 MOKa3aHUAM
OpraHHBIX - OAM, 6HOXMMHUYECKHE aHAINU3BI KPOBU MPU KaXJA0M
MOpaXEHUU U | TIOCEUICHUH
OCJIOKHEHU N - IMmmyHONIOrHYecKre aHaJIM3bI 110 [TOKa3aHUsAM, He pexe | pas3a B rof
- Pentrenorpagus OI'K-2 pasa B roa
- ®I'IC-1 pa3 B TO71
- MenukaMeHTO3Has MHIAYKLUS PEMUACCUN
- Koppexkius no6ounsix neiictBuil ummyHocynpeccuBHo u I'K-repanuu
AKTHBHOE -Uacrora HaOmoieHust —4 pasa B roj
3a0oseBaHue ¢ | - OcmoTp peBMaToJIOra MPH Ka)JI0M MOCEIICHIH

HAJIMYUEM OPraHHBIX
MOPAXEHUM, peLININB

-OcmoTp  o¢ranmbmoisiora, cromaronora, Hedposora,
JIepMaToJIora, aHTHOXUPYpPTa, TEMATOJIOra M0 MOKa3aHUSIM
- OAK, OAM, 6uoxuMHUYeCKHUe aHAIHU3bI KPOBU MPHU KaXKJIOM MOCEIICHUH
- UmmyHOMIOTHYECKHEe aHaTN3bI- 2-4 pa3a B TOA

- Koarynorpamma o tpe6oBanuio

- Pentrenorpadus OI'’K— 2 paza B rox u o TpeboBaHUIO

- ®I'JIC —2pa3a B roJ 1 1o TpeOOBaHUIO

- MPT ronoBHOro Mo3ra- o Tpe6oBaHUIO

- KT OI'K, npuaatouHsIx ma3yx Hoca—I10 TpeOOBaHUIO

- MenukaMeHTO3Has MHIYKIUS PEMUCCUU

- Koppekus mobounsix neiictBuii uMmMyHocytnpeccuBHoM u I'K-tepanuu
- CranmoHapHoe JIeYeHHUE MPU YCUICHUH aKTUBHOCTH 3a00JI€BaHUS
-OKCTpeHHasl TOCHUTAIM3AaLUMU OPU  HAIMYUM  YIPOKAIOIIUX

MyJIbMOHOJIOT'4,

KHN3HHU
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COCTOSTHHSIX (OCTpBI€ TPOMOO3bI, KHIIIEYHOE KPOBOTCUCHHE )

AKTHUBHOE - YUacroTa HabmoneHus — 6-8 pa3 B roa

3a0oJieBaHue, - OcMOTp peBMaToIOra Mpu KaxaoM MOCEIIeHUH

BBICOKAs creriedb | -OcMOTp  odranmpbmonora, CcTomMarosiora, Hedpoiora, JIepMaToiora,
aKTUBHOCTH, aHTUOXUPYpPTra, MyJIbMOHOJIOra, FeMATOJ0ra 110 MOKa3aHUsIM

TSKEII0C - OAK, OAM, 6uoXxruMHYECKHE aHAIU3bI KPOBH MPH KAXKIOM

Teuenue C | mocemeHnuu

BBIPAKEHHBIMU - UMmyHOMOrHYeckre aHaaussl - 2-4 pasa B roj

OpraHHBIMU - Koarynorpamma- no tpe6oBanuto

MOPAXKEHUSIMU u | - Pearrenorpadust OI'K — 2 pasa B roa u no TpeboBaHmIo

OCJIO’)KHEHUSAMH - ®I'IC — 2 pa3a B roa 1 110 TpeOOBaHUIO

- MPT ronoBHOTO M03ra- o TpeboBaHUIO

- KT OI'K, npugatoyHbix mazyx Hoca — 10 TPEOOBaHHUIO

- MeaukaMeHTO3Hasi MHIYKIUS PEMUCCUU

- Koppexkius mo6ounsix neicTBuit uMmmyHocymnpeccuBHoi u I'K- tepanuu
-CrainoHapHoe JIeueHHUEe NPU YCUIIEHUH aKTUBHOCTH 3a00J1€BaHUsI
-OKCTpeHHasi TOCHHUTANU3alMUd MpPH  HAIWYUH  YTPOKAIOIIUX
COCTOSIHUSIX (OCTpBIE TPOMOO3bI, KHIIIEUHOE KPOBOTEUEHHE)

JKHN3HY]

5 Unauxkaropsl 3(Pp(PeKTUBHOCTH JieUeHHUsI U 0e30MaACHOCTH METO/I0B JUATHOCTUKH U
JeYeHHUsI .

* JIOCTHI)KEHHE MUHUMAJIbHOM aKTUBHOCTH/WJIN KIIMHUKO-T1a00paTOPHOM PEMHCCHUH;

* OTCYTCTBHE OCJIOKHEHUI;

* COXpaHEHUE TPYA0CIOCOOHOCTH,;

* 3aMeJIEHUE MPOrPECCUPOBAHUS JIECTPYKTHUBHBIX MPOILIECCOB B JIETKUX: KOHTPOJb —
€XKEeroJiHasi IMHAMHUKa PEeHTreHorpaduu JIeTKux;

* 3aMEUIEHUE MPOTrPECCUPOBAHUS  MMOYECUHOU
exxeronHast nuHamuka CK®.

HEOOCTAaTOYHOCTHU. KOHTPOJb —

4. OPTAHUBAIMOHHBIE ACITEKTbI KIMHAYECKOI'O ITPOTOKOJIA:

1) IMopaMUIIBLHBIN CIMCOK PA3PA0OTYHKOB!

1) Torusbaes I'ambiMkaH ACBUIOEKOBHY — JOKTOP MEIUIMHCKHX Hayk, mpodeccop
kadenpsl peemaroiaorun HAO «Kazaxckuii HallMOHAJIbHBIA MEIUITMHCKUN YHHUBEPCUTET
umenu C.J[.AchenausipoBa», TJaBHBIA BHEIITATHBIM peBMarojor MuHUCTEPCTBA
3npaBooxpaHeHusi Pecnyonuku Kazaxcras, npe3uneHt «Kaszaxckas koJuierus
peBMmaronoroB Kazaxcrana», EBpa3uiickoil JIMTH peBMaTOJIOTOB.

2) MamkynoBa Oinbra BacuibeBHa — KaHIUAAT MEIUIIMHCKUX HAYK, podeccop Kadeapbl
BHyTpeHHHX OoiiesHed HAO «Kazaxckuil HallMOHAIbHBIA MEIUIMHCKUM YHUBEPCUTET
umenu C.JI.AchenauspoBay, Beaymuii koHcyabTaHT AO «HayuHo-ucciaenoBaTenbCKuit
WHCTUTYT KapJAHOJIOTHH U BHYTPEHHUX OOJIe3HEH ), Bpad peBMATOJIOT BhICIIIEH KATErOPUH.
3) Hypranuesa Caman MaxamMOeTOBHA — ITaBHBIN BHEIITATHBIN PEBMATOJIOT Y IIpaBJICHHUS
3mpaBooxpaHeHus 3amagHo-Kasaxcranckoi oOiactu, Bpau pesmarosior TOO «Uniserv
Medical Center» ropoa Opau.

4) An Hpuna KoHCTaHTMHOBHA — TJIaBHBIH BHEIITATHBIA pPEBMATOJOr YTIpaBICHHUS
3paBOOXPAHCHUS BocTouno-Kazaxcranckon oOJacTy, 3aBeayrolas
PEBMATOJIOTHYCCKUM  OoTnelieHneM  «[opoickoi  KIMHUYECKOW  OONBHHUIIBI N3

VYmpasnenue 3apaBooxpanennsi Boctouno-Kazaxcranckoi obmactu.
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5) KabOynbaeB Kaiipat AOay/iaeBud — JOKTOP MEAMIIMHCKUX HAyK, mpodeccop Kadeapsl
Hepponorun HAO «Ka3zaxckuii HallMOHaNbHBIA MEIUUIMHCKUN YHUBEPCUTET HMEHH
C.JA.AchenauspoBay.

6) KoxxabekoBa Acenb EpOosioBHa — MarucTp 3ApaBOOXpAHEHHUsS, aCCUCTCHT KadeIpbl
BHYTpeHHHX OoJie3Hel ¢ kypcom repuatpun HAO «MeauuMHCKUNA yHUBEPCUTET
Acrtanay, Bpau pepmatosior ['KII na I[IXB «MuoronpodunbHas ropojickas OOJbHUIIA
Nel» Ynpasnenue o6111ecTBEHHOTO 31paBOOXPAHEHUS TOPOia ACTaHBI.

7) omakanoBa Acenb baiimayneToBHa — KaHIUAAT MEAMIIMHCKMX HAyK, 3aBEIyrOINast
OTJICJICHUEM CTpaTeTMU pPa3BUTUS M OpraHu3alud O(TaIbMOJOTHYECKONW CITy:KOBI
Kazaxcranckoro Hay4yHO — HCCIIE0BATEIbCKOTO MHCTUTYTA TJIA3HBIX 0OJIE3HEH.

8) HapmanoBa Opsinrynb JKakcpi0aeBHA — JIOKTOP MEIUIIMHCKUX HAyK, Bpad HEPpOIIOT
«PecnyOnMKaHCKUN AMArHOCTUYECKUN LIEHTPY.

9) baiixxymanoBa Aiiryns CamapaaueBHa — acCUCTEHT Kadeapbl OTOPHHOJIAPUHTOJIOTHA
HAO «MenunuHCKHil yHUBEpPCUTET ACTaHay.

10) CarbaeBa Dapmupa MapatoBHa — HAO «Ka3axckuii HallMOHAJIBHBIA MEIUIIUHCKUN
yauBepcuter wumeHu C.J[.AcdhenmuspoBay 3aBenyromias Kapeapod KIMHUYECKON
(hapMaKkoJIOTuHu.

2. Hanuuue/orcyrcTBre KOHQJIMKTA HHTEPECOB: HET.

3. lannble penenzenToB: KanarOaea Acus bakuiieBHa — TOKTOp MEAMIIMHCKHUX HAyK,
npodeccop kabenpsl Hedposorun HAO «Kazaxckuil HallMoOHaJIBHBIM MEIUIIMHCKHI
yauBepcuteT umenu C.J[.Achennusaponay.

4. Yka3zaHue yCJI0BUH MepecMOTPa MPOTOKOJIA: NIEpECMOTp He pexke | paza B 5 ner u
He vanie | pa3a B 3 roja mpu HAJIMYUU HOBBIX METOJIOB JIMArHOCTHKU W JIEUEHUS C
YPOBHEM J0Ka3aTEIbHOCTH.
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