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Bsenenue

Omnpenenenue u kiaccuukaiys riaomepynonedpura
Otuonorus 1 GaKkTopbl pucka

[laTorenes rinmomepynonedputa

Kinuanueckue GopmMbl 1 CUMIITOMBI

JIlmarHoctuka

Huddepennuanbaas TMarHOCTUKA

JledeHnue rinomepynoHeppuTa

A S A O i

Oclio)kHEHUS U IPOTHO3
10. IIpodunakruka

11. 3axmrouenue

1. BBegenue
['nomepynonedput (I'H) — 310 rpynmna uMMyHOBOCTIATUTENbHBIX 3a00JI€BaHUN
MOYEK C MPEUMYIIECTBEHHBIM MOPAXKEHUEM  KIIyOOYKOBOI'O ammapara , BEAyIIUM
K HApYIIEHUIO QUIBTPAMOHHON (DYHKIIMU. DTO OJ[HA U3 OCHOBHBIX IPUYUH
xpoHuueckoit 6one3nu nouek (XbII) u TepMuHanbHON MOYEUHOM

HEJIOCTATOYHOCTHU, TPEOYIONIe quaan3a Wik TPAHCIUIaHTAIUH.

3abosieBaHNE MOXKET IPOTEKaTh  OCTPO, MOJIOCTPO WIIM XPOHUUYECKH , UMETh
NEPBUYHBIA  (MOYEUHOTO MPOUCXOXKICHUSA) WM  BTOPUYHBIN  (Ha oHe

CUCTEMHBIX OoJIe3HeH) xapakTep. B naHHOM cTaThe paccMaTpUBaIOTCSI OCHOBHBIE
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ACIICKThI FHOMprnOHe(l)pI/ITaI OT MCXaHHU3MOB pa3BUTHUA 4O COBPCMCHHBIX MCTOJ0B

JICUYCHMUS.

2. Onpenenenne u kiaaccupuxkanus riomepyioHeppura

2.1. YryOGneHnHoe onpeiesieHue
['nomepynonedput (F’H) — 310  Tereporennas rpymma 3a00ieBaHul
00BEIMHEHHBIX OOIIUM MPU3HAKOM:  HWMMYHOBOCHAIUTEIBHBIM MOPAKEHUEM
KIyOO4YKOBOTO amnmapara noyek . [latonoruveckuit mporecce 3aTparuBaer:
- DHpoTenui KanuusIpoB KIIYOOUKOB
- bazanbHyto MeMOpany
- Me3zanruu

- llomouwuTsl
KittoueBbie naTou3znonornyeckue mporecch:
- Hapymenue ¢unbrpanmonHoro 6apbepa — MPOTEUHYPUS
- AKTUBaIMsi  KOMIUIEMEHTa U IIUTOKMHOB — BOCHAJICHUE
- Ilponudepannsi  Me3aHTHANbHBIX KJIETOK  — CKIIEPO3

2.2. letanu3upoBaHHas KiacCUuPUKAIIUS

[To KTMHUYECKOMY TEYEHHUIO:

dopma XapaKTepUCTUKU

Octpsiit Bneszannoe Hayano, cBA3b C
nHpekunent (CTpenTOKOKK),

oOpaTHOE pa3BUTHE 3a 2—8 HEJEIb

[TogocTperit bricTpoe nporpeccupoBanue
(medppur-cunapom + OITH 3a

HEJICTTN)
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XpOHUYECKHI MemieHHOE POTrpeCCUPOBAHUE
(rematypus/mporeunypus — XbII

3a rOJIbl)

ITo mopdosnoruu (o 1aHHBIM OUOTICHH):
1. MuHuManbpHbIC U3MEHEHUST  (JIUTTOUTHBIN HEeDPOo3):
- Jeru (80% nedpoTrueckoro cuHapoma)
- HopmainbHas cTpykTypa KiiyOOUYKOB IIPH CBETOBOM MUKPOCKOITHH

- 9J'I€KTp0HHaSI MUKPOCKOIIHUA: CIIMAHHUC HOXKCK IIOJOIIUTOB

2.  ®oxkanbHO-cerMeHTapHbIi riomepynockiaepos (OCI'C):
- CermeHTapHbIN CKJIEPO3  YacTH KIyOOUKOB

- [Ipuunner: renetnyeckue (mytaruu  NPHS2 ), supycer (BUY), oxxupenue

3.  Mewm0OpaHo3Has HepomnaTus:
- YronueHnue 6azanbHON MEMOpaHbl  U3-3a Aeno3utoB 1gG

- Bropuunsie popmbl:  renatut B, CKB, onyxonu

4. IgA-nedpponatus (6one3nb bepxe):
- Me3anruansHasle 1eno3uTsl IgA

- IIpoBonupyercss OPBU («cundapuHruTHAs reMaTypusi»)

5. MewmbOpaunonponudeparuubiii ['H (MIITH):
- Tun I (uMMmyHOKOMIIIEKCHBIN) — neno3utsl C3, IgG
- Tun 1T (6one3Hb MIOTHBIX AEMO3UTOB) — aKTUBAIUS AJIbTEPHATUBHOTO MYyTH
KOMILIEMEHTA
ITo atnonoruu:
- IlepBuunsii 'H (manomaruueckuit, Hanpumep, IgA-nedponatus)
- Bropuuneii 'H npu:

- Cucremubix 3a0oneBanusix (CKB, BacKynuThI)
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- Undeknusx (rematutel, BUY, manspusi)

- MeTtabonuueckux HapylmeHUsX (AuadbeT, aMUIon103)

3. Otnonorusi 1 GaKTOPHI PUCKA
3.1. AyroummyHHBIE 3a00JI€BaHUS
- CucremHas kpacHas Bosuanka (CKB):
- Jlynyc-wedppur  (xmaccel [-VI mo ISN/RPS)

- [TatornomonnyHO: «mosHbIe» aeno3uTh 1gG, IgM, C1q («full housey)

- ANCA-accoumnpoBaHHbIE BACKYIUTHI:
- I'panynemato3 ¢ monmanruutom (I'TIA)
- Muxkpockonnyeckuit mosranruuT (MITA)

- MexanusMm: antuTena kK nporeuHase-3 (PR3) wim muenonepokcunaze (MPO)

3.2. 'eretnueckue GpaxkTopsl
- Myranuu B renax kommieMenta (_CFH , CFl ) — aTMnu4HbIA reMOJUTUKO-
ypemudeckuii cuaapom (al'yC)
- HacnenctBennsiit HedpuT (CUHAPOM AIBIOPTA):
- ledpexr rena COL4AS5S (X-cuermieHHblil) — pa3pyuieHue koiareHa [V tuma B

0a3anbpHON MeMOpaHe

3.3. JIekapCTBEHHBIE U TOKCUUYECKNE MPUUYNHBI

HIIBC (MuHMManIbHBIE U3MEHEHUs/MeMOpaHo3Hast HehponaTus)

[Ipenapatsi 30510Ta  (penko, MpU PEBMATOUITHOM apTPUTE)

['epoun (OCI'C y uHBEKIIMOHHBIX HAPKOMAHOB)

4. IlaTorexnes riiomepyJjioHeppuTa (1eTaIU3UPOBAHHDBIN)
4.1. IMMyHHBIE MEXaHU3MBbI

1. HWmmynoxomruiekcHbii Tut (111 Tun runepuyBCTBUTEILHOCTH):
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- OOpa3oBaHHE IUPKYJIHPYIOMINX KOMIUIEKCOB  (QHTUT€H-aHTUTEINO-
KOMILUIEMEHT) — OTJIOKEHUE B Me3aHTHH/0a3abHON MeMOpaHe

- IIpumepsl: noctcTpentokokkoBbiid ['H, Bomuanounbiit Hepput
2.  AdxturtenbHbd MexaHu3M (11 Tum):

- AHTHTeNna K 6azanbHOM MeMOpaHe Ki1y0oukoB  (aHTH-GBM) — nuneliHoe
cBeyenue npu MO

- Cungpom I'yanacuepa  (I'H + nerouHoe KpoBOTEUECHUE)

3. AkTuBanMs KOMIUJIEMEHTA!
- AnwrepHatuBHbIl yTh  (C3-TiIOMEpyOHEDPUT)

- bonesnp mioTHBIX neno3utoB  (aedekt dpakropa H)

4. T-xneTro4Hoe BOCMajlCHUE:

- [Ipy MUHUMATTBEHBIX U3MEHEHUSAX:  JAUCHYHKIUS MOJAOIMTOB  HM3-3a IIMTOKUHOB
(IL-13, VEGF)

4.2. MouiekynsipHblE MEXaHU3MbI TTOBPEKICHUS

- Ilomouuronarus:

- Ilotepss HedpuHa W mMOAOAMHA — MCUE3HOBEHHUE IIENEBBIX Auadparm

- AxtuBaimss TRPC6  -xaHanoB — KaJbLMI-3aBUCUMBIN AlIONTO3
- ®ubpo3 KIIyOOUYKOB:

- TGF-B — Tpancdopmarius Me3aHTHAIBHBIX KIETOK B MUO(PUOPOOIaCThI

- Hakorienne  sxcrpanemuttonsipHoro marpukca  (kosares I, I Tumos)

4.3. Posib BTOPUYHBIX MECCEHIKEPOB

Menuatop Oddext

Angiotensin II CyxeHne BBIHOCSIIEN apTePUOIIBI

— runepuiIbTpanus

DHAO0TENNH- 1 [Iponudepanus me3zanrus +

¢bubpos
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NF-«B AKTHBaLMS MPOBOCIAIUTENBHBIX

reHoB (IL-6, TNF-a)

Cxema naToreHesa:
AntureH (crpentokokk, JJHK npu CKB)
!

O6pa30BaHI/IC HNMMYHHBIX KOMIIJICKCOB

l

AxTuBanus komrmuiemeHTa (C5a — XxeMoTakcuc HEUTpohUIIoB)

l

BricBoboxaenue mporeas u ROS — noBpexaenue 0a3anbHON MeMOpaHbl

l

[Iporennypusi/rematypusi — ckiiepo3 — XbII

5. Kiimnn4yeckue ¢GpopMbl 1 CHMIITOMBI IJIOMepyJIoHeppuTa
5.1. Octpsiii rnomepynonedput (OI'H)
Pa3BepHyTas KIMHUYECKast KapTUHA:
- Hawano: Uepe3 7-21 genb nocnie cTpenToKOKKOBOM uHpekuu (papuHrur,
HUMIIETHUTO)
- Tpuama cuMIITOMOB:
I. Orekun (nmepuopOUTaNIbHBIE — F'€HEPATU30BAHHBIE)
- MexanusMm: rurnepaib0yMUHEMHUS + aKTUBAILIUS PEHUH-aHTHOTEH3UHOBOM
CUCTEMBI
- Oco0eHHOCTh: YTPOM 00Jiee BhIPAXKEHBI Ha JIUIIE, K BEYEPY - HA HOTaxX
2.  AptepuanbHas runeptensus (auactoanueckoe AJl >90 mm pr.cT.)
- [Tarorenes: 3agepxka Na* u Bobl + rUIeppeHUHEMHS
- OcloXKHEeHHUsI: TUTIEpTOHUYECKas dHiledanonaTus (roJoBHas 00Jb, Cy1I0POTH )
3. MoueBoil CUHIpOM:
- Onurypust (300-500 ma/cyT)

- l'ematypus (makporemarypust y 30% maiueHToOB)
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- Ilpoteunypus (0,5-2 r/cyr)
JlaGopaTopHbie MapKephI:
- AHTUCTPENTOKOKKOBBIC AaHTHUTENA:
- ACJI-O 1 B 80% cnyuaeB
- Aatu-J/IHKa3a B 1 npu Ko>KHBIX HHOEKIIHUIX
- I'unoxomIieMeHTeMUs:
- Cumwxkenne C3 (HopManuzaius uyepes 6-8 Heenn)

- C4 oObryHO B HOpME (nuddepeHnuanus ¢ ronyc-HedpuTom)

5.2. Xponnueckuit riomepynonedput (XI'H)

Knuanueckue BAPHUAHTHBI:

1. JlarentHas dhopma (50% ciyqaeB):
- CKyaHasg cUMITOMaTUKA
- 3051MpoBaHHBIA MOYEBOW CHHAPOM:
- [Iporennypus <1 r/cyt
- Muxkporematypus (5-15 3puTpouIITOB B MOJI€ 3pEHUS )

- [Iporno3s: 10-neTHAs BBKMBaeMoOCTh >85%

2. T'umeptonmdeckas popma:
- Jomunupyet ctoiikast Al (pe3ucTeHTHas K Teparnun)
- I3MeHeHust B MOUY€ MUHUMAJIbHBI

- beictpoe passurue perunonaruu II-111 crenenn

3. HedpoTtuueckuii CHHAPOM:
- Kpurepuu:
- [Iporennypus >3,5 r/cyt
- I'unoans6ymunemus <30 r/n
- OTeKH + TUMEePIHITAIEMUS

- OcnoxHeHusI: TpoMO03bI (ITOYEUHBIX BEH), HHPEKIINH
409



Craauu XpOHU3AIUHU:
1. Komnencarus (CK® >60 ma/MuH)
2. Jlexomniencarnus (CK® 30-59 mn/mun)
3. Ypemus (CK® <15 mn/mun)

5.3. Beictponporpeccupyrommii I'H (BITT'H)
Kputepun nuarHoCTHKU:
- YIBOCHME KpEaTHHUHA 33 THU-HEICITH

- >50% x1y0OYKOB C TIOJYJIYHUSMH TIPU OMOTICUU

Knunnyeckne 0cOOEHHOCTH:
- ANCA-accoumupoBaHHbIN BaCKYJIUT:
- JIuxopanka, apTpanrumn
- KpoBoxapkanse (IpH rpaHyiemMaTo3€e ¢ MOJIUAHTUUTOM )
- Autu-GBM 0o0ne3Hb:
- 'eMopparudeckuii aJibBEOJIUT

- JIunennbie neno3utsl 1gG npu O

6. [lnarnocTuka riiomepyJioHeppura

6.1. JlTaGopaTopHasi TMarHOCTHKA
OO0s13aTebHBIC UCCIICIOBAHUS

- OOuuii aHaJIu3 MOYH:

- DpUTpOLUTAPHBIE TUIUHJPHKI (MTaTOrHOMOHUYHO A ['H)

- dJucmopdusie sputpouutst (>80% - rmomMepyasipHOE TPOUCXOKICHUE)
- IIpo6a 3uMHHULIKOTO:

- Hukrypus

- M3octenypust (ynensnbiii Bec 1010-1012)
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Cnenuduyeckre TeCThI:
-  HMmmyHorpamma:
- Kpuornooynuns! (mpu memopanonponudeparusHom ['H)
- Aatudochonunuansie anturena (mpu CKB)
- T'eHeTnyeckue ucciaeaOBAHMUS:
- Myranun CFH/CFI (npu atunuyanom I'YC)

- Araim3 rena COL4AS (mpu curznpome AJbIIOpTa)

6.2. IncTpyMeHTanbHas TUarHOCTHUKA
VY apTpa3ByKOBbIE TPU3HAKH:
- Octpeiii 'H: yBenuuenue nouek (>12 cM), TUIIOIXOT€HHOCTh
- Xponnueckuii [ ' H: yMeHbIIEHHE pa3MepOB, HEPOBHBIE KOHTYPBI
buoncus nouku:
[Tokazanus:
- HepoTtuueckuit cuHApOM y B3pOCIIBIX
- BIIT'H

- [Tono3penue Ha Bropuunsiii ['H

Meronuka:

1. Upeckoxnas Oouorcust mos Y 3-KOHTPOJIEM

2. UccnenoBanue:
- CBetoBas mukpockonus (okpacka PAS, cepedpenue)
- Ummynodumroopecuenuus (IgG, IgA, C3)

- DJIeKTpOHHAs MUKPOCKOTHS (MTO3UITMOHUPOBAHHUE JETIO3UTOB)
OCJI0)KHEHUS

- l'emarypus (5-10%)

- [lepunedpansHas remaroma (1-2%)

411



7. And¢epeHuuabHas TUATHOCTUKA

Tabnuna nuddepeHnnanrbHON TUarHOCTUKH

3a0osieBanue

OT1nuuuTebHbIC IMPU3HAKN

OcTpeiit uenonepuT

JIuxopanka, 6071€3HEHHOCTH NpU
MOKOJIAYMBAHUH, JIEUKOITUTAPHbIE

MUJIINHAPBI

JlnabGetnueckas HeponaTus

Jmutensusiii CJ, peTuHONIATHS,

CUMMETPUYHOE yToimeHue bM

['uneproHnueckuii HePpPOCKIEpo3

OTCYTCTBI/IC MOYCBOT'O CMHAPOMA

Ha paHHUX CTaausgX

Tpom603 moueyHBIX BEH

BuezanHas 6OJII>, ACUMMCTpPUA

novek npu Y3JI

CnoxHbie cily4dau:

1. IgA-sedponatus vs. ypojioruueckas reMaTypus:

- I® Ouonicun: Mme3aHrualibHbIe 1EMO3UTHI [gA

- OTCyTCTBHE aHOMAJIMI ITPU HUCTOCKOITUU

2.  MemOpaHno3Has HepomaTus vs. aMUAJIOHU03:

- Oxpacka KoHro kpacHbIM (+ IIpu aMUIIOUI03€)

- DNEeKTpOHHAs! MUKPOCKOMHUA: GPUOPHILIBI VS. 3JIEKTPOHHO-TIOTHBIE JEMO3UTHI

8. Jleuenue riiomepyJioneppura

8.1. OO1ire NpUHIKIBI TePAUU

Hwuera:

- benoxk: 0,8 r/kr/cyt (nmpu CK® <60)

- Kanuii: orpannyenue npu runepkagIueMuu

- XKunakocts: 6ananc o guypesy + 500 M
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['mnoTen3uBHas Tepanms:
- IIpenapatsl Bei6opa: nAIID (pamunpun) unu bPA (s103apran)
- leneroe AJl: <130/80 (mpu npoteunypuu >1 r/cyt - <125/75)

8.2. UMMyHOCYNpecCUBHAs Tepamusl
CXeMBbI JICUEeHHUS
1. MuHuMaIbHbIE U3MEHEHUS:
- [Ipenuuzoinon 1 mr/kr 4-6 Henenb — MeJICHHAs OTMEHA

- AnbTepHaTHUBA: IUKJIOCTIOPUH (2,5-5 MT/KT)

2.  MewmOpaHo3Has HeponaTus:
- Ponticelli-pexxum: MecsiaHOE yepeoBaHUE TITIOKOKOPTHKOUIOB U XJIOpaMOyIuia

- CoBpeMeHHBIN BapHaHT: pUTYKcuMab 375 mMr/m? X 4 mo3b1

3.  ANCA-BacKyJIuTHI:
- Uanykuust: nuknodochamua + mylabC-MeTUITPETHUZ0I0H

- [lonnepsxka: azatrnonpus 2 Mr/kr 12-18 mec

Hoseie meToab!:
- arubutopsl komieMenTa (3kynuzymad npu al'YC)
- Brokaropst CD20 (06unyTy3ymab mpu CKB)

- AaTndudpoTtudeckas tepanus (mupheHu10H)

8.3. JIeueHue OCIOKHEHUIN
- Oreku: ¢ypocemun 40-120 mr/cyT + CIUPOHOJIAKTOH
- T'unepnmunupemus: aropsactatuH (uenesbiit JIITHII <2,6 mmonb/i)
- Asemmsa: smnodstuH anbda (mpu Hb <100 r/m)
Kpurepuu s¢phexTuBHOCTHU:
- [lonnas pemuccus: nporeunypust <0,3 r/cyT, HOpMaJabHBIA KPEATUHUH

- UacTuuHas peMuccus: CHUXKeHUe MpoTenHypuu >50% OT UCXOTHOTO
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9. Oc/10’)kHeHHu s U TIPOTHO3
- Ocrtpas noueynast Henocrtarounoctb  (OITH) — mpu BIITH.
- XBII 5 cranun  — TpeOyromas auanusa.
- CepaedHo-cocyHCTbIC PUCKU  (THUNIEPTEH3HS, TUIICPIIUITHIEMHUS).
- IIpornos:
- Octpsiii ['H: Be3noposnenue B 80-90% ciyyaes.

- XI'H: 3aBucut ot mopdonorun (xyamuii — npu OCI'C).

10. ITIpopunakTuka
- Cananus o4aroB nH(MEKIMH (TOH3WILIUT, Kapuec).
- Kontpons A/l v rimmkemun (npu nuadere).

- N36eranue Heporokcnunbix npenapatoB (HIIBC, amuHOTIHKO3UIBI).

11. 3aka0ueHue
['moMepynoHepputT — reTeporeHHas rpymnmna 3abojieBaHui, TpeOyommux
WHJVMBHUIYaJbHOTO MOJX0/1a B IMAarHOCTUKE U JieueHU!. PaHHss OUOTICHS TTOUKHU U
MMMYHOCYIIPECCUBHAs Tepanus yiydlatoT nporao3. [Ipu xponusanuu nporecca

KJIFOUeBas 3a7jaya —  3aMmeiieHue nporpeccuposanus XbII.
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