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KJIWHUYECKHWH MPOTOKO.JI JTMATHOCTUKHA U JTEUYEHUSA
CUCTEMHAS KPACHASA BOJITYAHKA

1. BBOJHAS YACTb
1.1. Koa(s1) MKbB — 10:

MKB - 10

Kon Ha3Banue

M32 CucrteMHas KpacHas BOJIYaHKA

M32.0 | JlekapcTBeHHas cHCTEMHAasi KpacHasi BOJTYaHKa

M32.1 | CuctemHass KpacHas BOJYAaHKA C TOPAXEHUEM JPYTUX OPraHoOB WIIA
CUCTEM.

M32.8 | Ipyrue ¢popMbl CUCTEMHOM KPaCHOW BOJTYAHKHU

M32.9 | CuctemHas kpacHasi BOJTYaHKa HEYTOYHEHHAs

Nckmroueno: kpacHas Bonganka (muckounanas) (BAY) (L93.0).

1.2. laTta pa3padoTku/mepecMmoTpa npotokoJa: 2015 rox (mepecmotp 2023 rox).

1.3. CoxkpaieHusi, HCIOJIb3yeMbl€ B IPOTOKOJIE:

ACR - American College of Rheumatology, Amepukanckas Kosmnerus
Pesmaronorun

AB2-TTI I AHTHTENA K 0€Ta2IIIMKONPOTEUHY

AJIT AnannHaMUHOTpaHCc(epasza

ACT AcmapraTaMuHOTpaHcdepasza

A3A A3aTHONPUH

AHA AHTHUHYKJICAPHBIE aHTUTENA

AnTH-RO/SSA | AntnTena k antureny Ro/SSA

AHTH-SM AHTuTena k antureny Sm (Smith)

AHD AHTHUHYKJICAPHBINA (PaKTop

ACJIO AnTtucTpenTosn3ud O

ADC AHTUQOCHOTUTTUIHBIN CUHIPOM

ATIII AHTHUTENA K HUKINYECKOMY HUTPYJUTIMHUPOBAHHOMY MENTUAY

AUYTB AKTUBHPOBAaHHOE YACTUYHOE TPOMOOIIACTUHOBOE BpeEMs

ANCA AHTHTENa K HUTOIIa3Me HEUTPOPHIIOB

ENA AHTHTENA K SKCTPAarupyeMoMy HYKJIEAPHOMY aHTUTEHY

BILAG British Isles Lupus Assessment Group index, cnieruduaeckrii




WHJIEKC, OllecHUBaronMi akTuBHOCTh CKB niu BeIpaKE€HHOCTH
00OCTPEHHUSI B KaXJOM OTJCIIbHOM OpraHe WM CUCTEME

BBUT BHyTpHUBEHHBI HMMYHOTJIOOYJINH

I'NBIT ['eHHO-MHKXEHEPHBIN OMOJIOTMYECKUM Mpernapar

I'UBT I'eHHO-MHXEeHEepHasi OMOJIOTrnYecKas Tepanus

I'K [ TFOKOKOPTUKOUTBI

JJHK J1e30KCHpUOOHYKIEMHOBAS KUCTIOTA

KKT JKeny04HO-KUIIEYHBIA TPAKT

DA MmmyHOGhEepMEHTHBIN aHATU3

K®K Kpeatundochoxnnaza

JIE BoJyiuaHouHbIE KIIETKH

JIIT JlaktaTneruaporenasa

JIOK JleuebHnas puskynbTypa

MM® Mukodenonat MmoheTu

MII MeTtunnpeaHr30J10H

MTX MeTtoTpekcar

MKb MexayHapoiHas kinaccudukaius 0oye3Hen

MHO Mexn1yHapOoJIHO€ HOPMaJIM30BaHHOE OTHOLICHUE

MPT MarauTtHo-pe3oHaHcHas Tomorpadus

HIIBII HecrteponHple TpOTHBOBOCIIAIUTEIBHBIE TPENAPATEI

OAK OO1mMii aHau3 KPOBU

OAM OO0t aHamM3 MOYH

I1B [TporpombUHOBOE BpeMs

IIT Ilynec-Tepanus

I[ITU [TpoTpoMOMHOBBIN WHJIEKC

[P [TonumepasHasi enHas peakuus

PHK AHTHTENA K pUOOHYKIIEMHOBOM KUCIIOTE

PIIT'A Peakiist naccCMBHOM reMarriIiroTHHAIINU

P® PeBmaTouiubIi hakTop

CAM CuHJIpOM akTUBalIMU Makpodaron

SELENA- BammaupoBanueiii uapeke aktuBHocTH CKB, MoauduiimpoBaHHBIM

SLEDAI BO BpeMs MPOBEJAECHUS UCCIICIOBAHUS

SELENA Wunekc  moBpexaeHWs,  pa3paboTaHHblA  MexaIyHapoaHOM

SLICC/ACR opranuzanuei corpyaHudectBa kiauHuk CKB mnpu conelictBuu
AMEpUKaHCKON KOJUIETUM PEBMATOJIOTOB

CKB CucremHas KpacHasi BOJTYaHKa

CK® CKOpOCTh KITyOOUKOBOW (PrIIbTpaIiiu

CCL CucTteMHast CKIEPOJIePMHUSI

COD CKOpOCTh OCEJIaHNs S3PUTPOLIUTOB

CPb C-peakTuBHBIN 0€JI0K

1.4.Ilonb30BaTe/ i MPOTOKOJA: TIeUATPbI, PEBMATOJIOTH, Bpauyd OOIIECH MNpPaKTUKH,
Bpa4u CKOPOM MEIUILIMHCKOW TTOMOIILIU.



1.5.KaTeropusi nanueHTOB: JICTH.

1.6.11IkaJia ypOBHSI 10KA3aTEeJIbHOCTH:

A | BricokokauecTBeHHBI MeTa-aHaIu3, cucteMarnyeckuit 0030p PKU wiu kpynHoe
PKN ¢ oyeHb HU3KOH BEpPOSTHOCTHIO (++) CHCTEMATHYECKOM OIIMOKHU
pe3yNbTaThl, KOTOPBIX MOTYT OBITh PAacCHpOCTPAHEHbl Ha COOTBETCTBYIOLIYIO
NOMYJISIHUIO.

B | BeicokokauecTBEeHHBIN (++) ccTeMaTHYeCKHil 0030p KOTOPTHBIX MIIH
UCCIIEIOBAaHUM CITy4ail-KOHTPOJIb WU BhicOKOKaueCcTBEHHOE (++) KOTOPTHOE WU
WCCIICIOBAHUM CIy4al-KOHTPOJIb C OYE€Hb HU3KUM PHUCKOM CHUCTEMATHYECKOU
ommbku win PKW ¢ HeBbicOkMM (+) pHUCKOM CHCTEMaTHYeCKOW OIIMOKH,
pe3ynbTaThl KOTOPBIX MOTYT OBITh PACIPOCTPAHEHBI HAa COOTBETCTBYIOILYIO
NOMYJISLHUIO.

C | KoroptHO€ WM UCCIENOBAHHE CIIYyYal-KOHTPOJIb WIA KOHTPOJIUPYEMOE
uccieqoBaHue 0e3 paHAOMHU3ALMU C HEBBICOKMM PHUCKOM CHUCTEMaTHYECKOH
ommnbku (+), pe3ynabTaTbl KOTOPBIX MOTYT OBITH pacHpoCTpaHEHbl Ha
COOTBETCTBYIOIIYIO momyssanuto win PKUM ¢ o4eHb HHU3KUM WM HEBBICOKUM
PUCKOM CHCTEMAaTHYECKOW OmMOKH (++ win +), pe3yJbTaThl KOTOPBIX HE MOTYT
OBITh HEMTOCPEJICTBEHHO PACIIPOCTPAHEHBI HA COOTBETCTBYIOIYIO MONYJISLIHIO.

D | Onucanue cepuu Ciiy4aeB WA HEKOHTPOJIUPYEMOE MCCIEIOBAHUE, WM MHEHHUE
HKCIIEPTOB.

Onpenenenne [12: Cucremnas KpacHasi BOJYAHKA - CHCTEMHOE ayTOMMMYHHOE

3a007€BaHUE HEW3BECTHOMW DJTHUOJIOTHH, B OCHOBE KOTOPOTO JIEKHUT TEHETHUYECKH
OoOyCJIOBIIGHHOE HapyllleHHe HMMYHHOW pEeTYJSAlHNH, OIpeesioniee 00pa3oBaHue
OpraHoO-HECTeIM(PUIECKUX AaHTUTENl K aHTUTEeHAM SJep KIETOK U Pa3BUTHEM
MMMYHHOT'O BOCITAJICHUS B TKAHSAX PA3JIMYHBIX OPTaHOB.

1.7.Knaccudukamus -

|. ITo xapakTepy TedyeHusi, HAYAJy 00JI€3HU U JajIbHellIeMy MPOrpPecCUPOBAHMUIO
BBIIEJISTIOT BAPUAHTHI TEYEHMSI:

*ocmpoe meyenue 3a00NeBaHMs, TPU KOTOPOM CHMITOMATHKAa HapacTaeT OBICTPO,
JTUATHOCTUPYIOTCS MHOYKECTBEHHBIC TTOPAKCHUS OpTaHn3Ma peOeHKa;

*nooocmpoe meuenue, Koraa 00JIe3Hb MPOTEKAET BOJHOOOPA3HO, C MONEPEMEHHBIM
YepeI0BaHUEM MEPUOJIOB PEMUCCUU U O0OOCTPEHHS;

*Xporuueckuil eéapuaxm, TPU KOTOPOM Ha TPOTSHKCHUU JJIUTEIHHOTO BPEMEHU Y
pebeHka HAOMIOMAIOTCS TPHU3HAKK TOPAXKEHUS OJHOM-ABYX CHCTEM OpraHu3Ma
(SLEDAI-2K>0-4 3a cYer KIMHAYECKUX M HWMMYHOJIOTHYECKHAX COCTaBIISIONIUX
WHJIEKCA);

*pemuccusi - TOTHOE OTCYTCTBHE KIMHUYECKUX IMPOSBICHUN B TCUYCHHE OJHOTO Toja
Ip¥ BO3MOXXHOM HAJWYMH HE3HAYUTEIBHOTO yBelWdeHUs ypoBHs aHtHTenl K JIHK,
camwkenns C3-wmm C4-xkommnoHeHToB koMmiuiemeHTa (SLEDAI-2K 0—4 Ganna 3a cuer
UMMYHOJIOTHYECKHX COCTABJISIONINX HHJICKCA).



I1. ITo cTrenenu akTuBHOCTH (Tabnuna 1).
Ta6imna 1 - Unpexe akruBaocTn CKB mo mkane SLEDAI 2K [1-6]:

bamn

IIposiBiieHue

Onpenenenue

8

ONUNpUCTyN

Bo3pukmuii B TeueHwe mocieqnue 10 HEl,
HCKITIOYas MeTabonueckue, HH(GEKIMOHHbIE U
JIEKAPCTBEHHBIC MPUYHUHBI

Ilcuxo3

Hapymienue crnocoOHOCTH BBITIOJIHATH JEHCTBUSL B
HOPMAJbHOM  PEXKHUME  H3-3a  BBIPAXKEHHOTO
U3MEHEHHUS BOCIIPUATHS
JEHCTBUTENbHOCTU TAJUTIOLMHAIINY, OeCCBA3HOCTD,
3HAUUTETHHOE CHUKEHUE aCCOIMaTUBHBIX
CIIOCOOHOCTEH, HCTOLICHUE MBICIUTEIBHOMN
JEATEIIbHOCTH, BBIPAXKEHHOE aJIOTUYHOE
MBIIUIEHUE; CTPAaHHOE, JE30pPTaHU30BAHHOE WIIU
KaTaTOHUYECKOE MOBeJeHUE (KpOME BBI3BAHHBIX
ypeMHel WK JIEKapCTBEHHBIMU TIpernapaTaMiu)

OpraHunueckue
MO3TOBBIE
CHUHJIPOMBI

Hapymenue YMCTBEHHOM JEeSTEIIbHOCTH,
OpHEHTAIINH, aMsTH WITH TPYTUX
MHTEJUIEKTYaJIbHBIX CIIOCOOHOCTEN, OCTPOE Hayajo
U HECTOWKHWE  KIWHWYECKHE  TPOSBICHUS:
3aTYMaHEHHOCTh  CO3HAHHS CO  CHIDKCHHEM
KOHIICHTpAIIH, HECIOCOOHOCTh COXPaHsTh
BHHUMAaHHE K OKPYXKAIOIIEMY; IITI0C 10 2MPU3HAKOB
- HapylieHHEe BOCHpUSTHS, O€CcCBs3HAs peub,
OECCOHHHUIIA WM COHJIMBOCTh B JIHEBHOE BpeMs,
CHUKCHUE/TIOBBIIICHUE TICUXOMOTOPHOM
aKTUBHOCTHU (kpome MeTabO0JINYECKOTO,
MHOEKITMOHHOTO U JIEKAPCTBEHHOTO BO3/ICHCTBHSI)

3pUTENbHbBIC
HapyIlIeHUs

N3meHenuss B rna3y/ Ha ceTYaTKe: KIETOYHbBIC
TeIbla, KPOBOM3JIMSIHUSA, CEPO3HBIA JKccydaTr /
reMopparui B COCYAMCTOW OOOJIOUKE WM HEBPUT
3pUTEIBLHOTO HEpPBAa, CKIEPHUT, SMUCKIECPUT (KpOMe
IPUYMH - TUIIEPTEH3Us,, UHPEKIMS U JICKapCTBa)

PacctpoiictBo  co
cropousl UMH

BnepBHe BO3HHMKIIIAA YYBCTBUTCIIbHAA /
JABHUTIaTCJIbHAA HCBPOIIATHUA YCPLCITHO-MO3I'0OBBIX
HCPBOB, BKJIXOYasA T'OJIOBOKPYKCHHC, PA3BHUBHICCCS
BCJICACTBHUC BOJTYaHKHU

I"'onoBHasg 00/1b

BripakeHHass nepcucTUpylonias TOJIOBHas O0Jb
(MOxeT ObITh MUTPEHO3HOM), HE OTBEYarollas Ha
HApPKOTHYECKUE aHAIBI€TUKU

OHMK

BnepBele  BO3HHKIIIEE  OCTPOE€  HApYIICHHE
Mo3roBoro kpoBooOpaienus (OHMK), uckirouas
TAKOBOE,  BCIICACTBHE aTepockiepo3a  WIH
TUTNEPTCH3UU




8 Backynut SA3BbI, raHTpeHa, 00JIE3HEHHBIE Y3€JIKU Ha MaJblIaXx,
OKOJIOHOTTEBbIE MH(APKTHI, T€MOpPparuu, IaHHbIC
OMOTICUU/aHTHOTPAMMBI

4 ApTput 2 1 >00JIe3HCHHBIX CyCTaBOB (00JE3HEHHOCTh, OTEK
WJIU BBITIOT)

4 Muo3sut [IpokcumanpHasi MbleyHass 0oOJb/C1adoOCTh  C
noBbilieHreM  ypoBHs ~ K®K/anpponaser  wim
nanaeie  OMI/  Ouomcuu, TMOATBEPIKIAIOIIHEC
MHO3UT

4 [Hunuuapypust 3epHUCTBIE WIH SPUTPOLUTAPHBIC IUITUHAPHI

4 ['ematypus >5 SpUTPOLIMTOB B T/ 3pEHUS, UCKIIOYAs KaMHU,
MH)EKITMOHHBIC U JP.

4 [IpoTennypus OcTpoe Hauamo WIA HEJABHEE TMOSBJICHUE B
KonuuectBe >(0,5 r/cyTkun

4 [Inypus >5 JeWKOUUTOB B I/ 3pEHHUsA, UCKIIOYas KaMHH,
WH(EKIMOHHBIE U JIP.

2 Bricbinanns HoBble/mpogoimxkaromascs — Chlllb Ha  KOXe
BOCHAJIMUTEIBHOTO XapaKTepa

2 Anonenus BnepBble BO3HUKIIEE WM  MPOAOJIKAIOIIEECS
MTOBBIIIICHHOE 04aroBoe WU nuddyzHoe
BBIMIAJICHUE  BOJIOC  BCJIEACTBUE  AKTUBHOCTHU
BOJTYAHKHU

2 SI3BEI CIM3UCTBIX | BriepBble BO3HMKIIEE WIM MNPOJOJHKAIOIICEC

000J104eK U3bA3BICHUE CIM3UCTBIX OOOJIOYEK pTa U HOca
BCJICJICTBUE AaKTUBHOCTH BOJTYAHKU
2 [IneBpur bosp B rpyTHOM KJIETKE C IIyMOM TPEHUS IUIEBPBI
WM BBIIOTOM, WM  YTOJIIEHHE  IUICBPHI
BCJICJICTBUE BOJTYAHKHU
2 [lepukapaur [lepukapauanbpHas 00JiIb C OJHUM U3 CIEIYIOIIUX
MPU3HAKOB: I[IyM TpeHus nepukapaa, OKI
MOATBEPKIACHUE
2 Hwuzkuii Camxenue CHS50, C3 wmmu C4 < HOpMmbI
KOMITJIEMEHT TECTUPYIOIIEH TabopaTopuun

2 [ToBrImenue >25% cBa3piBaHUs 1o MeToay Farr  wmm
YPOBHSI aHTHUTEN K | IPEBBIIICHUE HOPMaJIbHBIX 3HAYCHUHN
JIHK TECTUPYIOIIEH JIabopaTopuu

1 JInxopanka >380C, UCKITIOYNTH MH(GEKITMOHHbBIE TIPUYHHBI

1 TpomMOoTONIeHHS <100 000 xknmeTox/Mm3

1 Jleikonenust <3000 xmerox/mMM3, WUCKIOYas JIEKapCTBEHHBIC
MIPUYUHBI

OO6mmit 6amn (cymma OasioB
IPEJIIIIECTBOBABIINX JTHEH )

OPOSBJICHU Ha MOMEHT OCMOTpa/B Teuenue 10




B cooTBercTBHM ¢ BBIP@XEHHOCTHIO KIMHHYECKHMX CHMIOTOMOB H  YPOBHEM
1a00paTOpHBIX MoKasarenei mo uuaekcy SLEDAI-2K:

o Her aktuBHOCTH (SLEDAI 0 GannoB);

o  Huzkas aktuBHOCTH (SLEDAI 1-5 6anmnoB);

o  cpenussa creneHb akTuBHOCTH (SLEDAI 6-10 6annoB);

e  BbICOKas cTerneHb akTuBHOCTH (SLEDAI 11-19 6amoB);

e  OYCHB BbICOKas cTerneHb akTuBHOCTH (SLEDAI >20 6amioB).

O6octpenue CKB pacueHnBaeTcsi Kak yMEpPEHHOE IMPU YBEIWYEHUU HHACKCA MEXTY
IByMs BU3UTaMu Ha 3—12 6Gamios, Oosiee ueMm Ha 12 - Kak BbIpakK€HHOE 000CTPEHHUE.

2. METOJbI, NOAXOAbI U MPOLEJYPHI JUATHOCTUKH 1591,

2.1 IluarHocTHYecKHe KPUTEPUH:

Kanoobl. IloBbimienne Temneparypsl 110 cyO(eOpuiabHBIX/PeOpunbHbIX HHUPD,
cJ1a00CTh, MOTEPIO MACCHI TEJa, BBINAJAEHUE BOJIOC, SI3BBI BO PTY, NOKPACHEHUE KOXKU
JUIa U 30HBI JEKOJIbTE, TMOBBIIMIEHHYIO (OTOUYBCTBUTEIBHOCTD, ISITHUCTHIE W/WIIH
reMOpparuueckye BhICHINIAHUS Ha KOKE, OHEMEHNE W/WIK TOCUHEHUE, U/WIK oOeIeHne
nanblieB PYK U HOT; OOJIM B MBIIILIAX, CYCTaBax; MPUIIyXaHUE CyCTaBOB; KPOBOTECUCHMSI
U3 HOCA, TOJIOBHBIE 00N, TOJIOBOKPYKEHUE, O0JIN B KUBOTE, TOUTHOTY, OTEKH Ha JIUIIE U
HOTax; HapyLIEHUE NOBEACHUS, [ICUXO03bI, CYJOPOTH.

AHaMHe3. YCTaHOBUThH XapakTep Je0roTa 0o0Jie3HH, OCOOEHHOCTH M JJIUTENbHOCTHU
TeueHusi 3a00J€BaHUA, BBIACHUTb, YTO NPEIIIECTBOBAJIO pPa3BUTUIO OO0JE3HU
(pusnueckas, NCUXOJOTMYECKas TpPaBMa; OCTpasi pecHuparopHas, OakTepUalibHAs
MH(pEeKUs; BaKUMHALMS, HWHCOJSALMA); TMOJy4yad JIM MalUeHT aHTUOAKTepHaJIbHbIE
npemnapatsl (Kakue, KakoBa OblIa MX J03a M MPOJOJDKUTENIBHOCTh Mpuema). AHanu3
aHaMHe3a >ku3HU nanueHta. Ocodoe BHUMaHHe O0paTUTh HA KIMHUYECKUE MTPOSBICHHUS
MH(EeKIUi, Haauyue KOHTaKTa C JHIaMU, OOJCIOMUMH TyOepKyJie30M; HaJIUuuue
AUIEPTUUECKUX pEeaKIii, a TakkKe peakiuid Ha NpodUIaKTUUYECKHEe TPUBUBKH,
WHCOJSILIMIO, IPOBECTH AHAJIM3 HACJIEACTBEHHOTO aHAaMHE3a, BBIIBUTH HAINYUE
POJICTBEHHUKOB C peBMaTH4YeCKMMH OoJie3HsIMH, B ToM uucie ¢ CKB.

Pu3nkajbHOe 00CIeJ0BAHUE.

Ilopa:keHHe KOKHU U CIAU3UCTHIX:

e coiib (y 60-90%) mo THIy KIACCHUECKOW «0a0O4YKW» — CHMMETpUYHAsS
SpUTEMATO3HAas ChIlb Ha IEKaxX MepeceKaeT HOCOBOW MOCTHK, HO IIaJUT HOCOTYOHbIE
CKJIAJIKU;

® HPUTEMATO3HBIC BBHICHIIIAHUS — HA OTKPBITHIX y4acTKaxX KOXXH: B OOJACTH JEKOJbTE,
HaJl CyCTaBaMU — KOJICHHBIMU, TOJIEHOCTOIHBIMU, JIOKTEBBIMU U JIPYTUMU;

¢ (oTOCEHCHMOUTN3AIUS — IPUTEMATO3HBIC BBICHIIIAHUS Ha KOXKE, IPKOCTh YCHUIIUBACTCS
Ha COJIHIE; B IEPUOJ BECHBI U JIETA;

® JIMCKOWJHBIE MOPAXKEHUS KOKU T'OJIOBBI, JINLIA WM KOHEYHOCTEN B BHUJIE DPUTEM WIIH
MaKYyJIONAIyJIE3HbIX [TOPAXKECHUN;

e Hecneuu(puueckrue KOKHbIE BBICBHIIIAHUS — OT MATHUCTO-MAMYJIE3HbIX 10 OYIIE3HbIX,
yaille MosiBJIIFOTCS NpH BbIcOKOM akTuBHOCTH CKB,

* Backymnurt:



® 110 TUIy KalWJUIAPUTA, YaCTO BCTPEYAETCS HA JIAZOHAX, YTO MPUBOIUT K JaJOHHOU
APUTEME;

® ceTyaToe JIMBEAO - (MOJIETOBBIC MATHA B BUAEC CETKH HA KOXKE€ HIKHUX M BEPXHHUX
KOHEYHOCTEW U TYJIOBUIIA;

® TEMOpPparnyecKre BBICHIIAHUS — B BHUJIEC CHUMMETPHUYHBIX IETEXUH, WHOTAA S3B,
HEKpPO30B, TAaHTPEHBI PACIIOJIATAI0TCS Yalle Ha IUCTaJbHBIX OT/IEIaX KOHEUHOCTEH;

e cuHapoM PeliHo — wumeMus mnaidblEB 3a CUYET Ba3zoCla3Ma U CTPYKTYPHBIX
HapyUIEHUH, 3TOT CUHAPOM OOJIbIIE XapaKTEPEH JUIsl B3POCIBIX U PEXKE BCTPEUACTCS Y
nerert ¢ CKB.

* CNU3UCThIEC TIOPAKECHHUS:

® BOJYAHOYHAs HHAHTEMA — 3PUTEMATO3HO-OTEUYHBIE MSATHA C YETKUMHU TIPAHHUIIAMM,
MSITHA pacnoJjiaratorcs B 00J1acTu TBEpAOro Heoa;

e a(pTO3HBI CTOMATUT — 53Bbl 0€300JIE3HEHHBIE MPEUMYILIECTBEHHO BBISBISIOTCS HA
BHYTPEHHEHN MIOBEPXHOCTH JIECEH U IIIEK;

® XCIINUT — yalle nmopaxaeTcss HUXKHsS ry0a, IPOSIBISIETCS OTEYHOCTBIO, TUTIEPEMHUEH,
(bopMHUpPYIOTCS TPEILIMHKH, IPO3UHU WIN S3BOYKU;

e ajonenus OObIYHO HAYMHAETCS B JIOOHOW 00JlacTM M MHOrAa uMeeT Iu(Qy3HbIHA
XapakTep, BO3MOKHO BBINAIEHUE OpOBEH U PECHUL;

e Kcepoaepmusl, nedopmanus U JOMKOCTb HOI'TEH.

ITopaxeHne KOCTHO-MbIILIEYHON CUCTEMBbI:

o aprpanrun wik aptputhl (90%) - HedIpo3uBHBIE U HE JAEPOPMUPYIOT, MOTYT
MOpaxaThCsl KaK MEJKHUE, TaK U KPYIHBIE CYCTaBBI;

e nopaxeHue kocteil (15%) - acenTuueckuil HEKpo3 snuU(uU3a TOJOBKU OeIPEHHOU
KOCTH, IPOSABIIIETCS] CTOMKOW 00JIbIO M HapyIlIeHHeM (QYHKIUU CyCTaBa;

e MHaITUsl MOXET HaOmojatbes y aeted B 40% ciyyae U mpu 3TOM OTMEYaeTCs
YMEPEHHOE MOBHIIICHHE AKTUBHOCTHU MBIIIEYHBIX (hepMeHTOB (KpeaTuH (HochOKUHA3ZHI U
aJIbJ0J1a3bl).

IMopakenue cepo3nbix o6on0uek (y 30-50%):

®  [EpPUKApIUT - yalle OECCUMITOMHO M TOJBKO MPHU 3XOKapauorpapuieckoM
UCCJIEIOBAaHUM OOHApYKUBAETCS YTOJIIEHUE U cenapalus JUCTKOB AIK- U NEepUKapaa.
Bonbiioe ckomieHue skccygaTa OTMEUAETCs IPU BBICOKOM aKTUBHOCTH 3a00JI€BaHUs; B
HEKOTOPBIX CITydasX MOKET BOBHUKHYTh YIp03a TaMIIOHaJbl CEpJilla U3-32 MACCUBHOIO
BBITIOTA,;

®  [UICBPUT - IPU BHICOKON aKTUBHOCTH 3a00JIEBaHUSI MOKET HOCUTh KaK CyXOM, TaKk U
AKCCYJATUBHBIN XapakTep; MPOTEKaeT Jaiie 0e3 KIMHUYECKUX CHMITOMOB, HO WHOTA
MIPOSIBJIATHCS KalieM, OOJISIMU B TPYIH; MPU ayCKYJIbTAIIMA MOXET OBITh IITyM TPEHUS
TIJICBPHI;

®  ACENTHYECKUH MEPUTOHHUT HATTOMUHAET KIMHHYECKYIO KapTUHY OCTPOTO KUBOTA,
SIBIICHUS TIEPUTETIATUTA U TICPUCIUICHUTA.

IMopa:kenue cepaeuno-cocyaucroi cucremsl (y 30-50%):

®  MHUOKapJuT - pacUIMpeHNe TPAaHUI] Cep/Iia U ApUTMHUHU, KOTOPBIE MOTYT MPUBECTH K
3aCTOMHOW CEPAECYHON HEJOCTATOYHOCTH;



e osHaokapautr Jlubmana — Cakca - moOsBICHHE OOpOAABUYATHIX HAIOXKEHUN
auamerpoM 1-4 MM Ha ydacTKax »JHIOKapJa; pEIKO BCTpedaercsa Yy JeTel
(3xokapauorpaguuecky BBISBISIOT BEreTallUU Ha KJalaHax);

®  KOPOHApUT BBIABISETCS CIy4yallHO, PEJIKO ONPEAEIIAIOTCS aHEBPU3MBI.

IMopa:xkenue pecnupatopuoro Tpakra (10-30%):

®  [IHEBMOHHUT - OCJa0JeHHE MIbIXaHMsS, Kalllesib, OJBIIIKA, TOSBICHUE XPHUIIOB B
JIETKUX; PEHTTEHOJOTMYECKH - WHQUIBTPATUBHBIE TEHU B JIETKUX, IUCKOBUIHbBIC
aTeleKTasbl, IUIeBpoauadparMaibHble crnaiku. Pa3BuBaeTcss wamie IpU  BBICOKOU
aKTUBHOCTH 3a00JIEBaHNUS;

®  JIerouHble (aNbBEOJSPHBIE) TEMOPPArHH IMPOSIBIAIOTCS OCTPHIM PECIHPATOPHBIM
JUCTPECC-CUHIPOMOM; OTMEUYAETCA BBIPAKEHHAsT TMIIOKCEMUS, BO3MOXKEH JIETAJbHBIN
HCXOJI, BCTPEYAECTCS Y JIETEN PEIKO;

e  JIErOYHAas TUIIEPTEH3Us MOXET HaOMIoAAaThes y JeTeld ¢ aHTU(OCHOTUIUAHBIM
CUHAPOMOM, PEJIKO BCTPEYAETCs y AETEH;

e TpoM0O3 COCYJI0B M MH(APKT JETKUX ONPEAEIAIOTCS KpailHe peaKo y JIeTeH.
Ilopa:xkenue mnouyek BcTpeuaeTcss npuMepHo y 955-70% nereit ¢ CKB, wuame
pa3BHUBaeTCA B TEUEHUE NEPBBIX 2 JIET 3a00JeBaHus, a B 1edtote y ~1/3:

*  OeccuMmnTOMHas reMatypus M / WM nepcuctupymomas nporeunypun> 0,5 r B
CyTKM W/WIW 5 DSPUTPOLUUTOB, S5 JEUKOIMTOB, IWJIMHIPOB B TMOJE€ 3pEHUS NpH
OTCYTCTBUU MH(PEKIMN MOYEBBIBOISAIIUX ITyTEH;

* [0 TUITy HEPPOTUYECKOTO CUHIPOMA;

e OBICTPO MPOrPECCUPYIOUIETO TIIOMEPYJIOHEPPUTA C MOTEPEN MOYEUHOU (PYHKIIUH.
buoncusi moykH c AUAarHOCTHYECKOM IIenbl0 mokazaHa BceMm manueHtam ¢ CKB c¢
KIIMHUYECKMMHM  Tpu3HakamMu  aktuBHoro BH  (mpum  oTcyTcTBUM — CcTpOrux
MIPOTUBOIOKA3aHUN ).

Tadumuma 5. Kinaccupukanus mnopakeHusi NMOYEK MPH CHCTEMHOW KPacHOM
BoJiYaHke BcemupHoii opranusamuu 3a1paBooxpanenus [10]

Tun Onucanue Knunuko-nabopaTopHbie
IIPOSIBJIICHUS
[ Tun OTcyTCcTBHE N3MEHEHUH 110 JAHHBIM OTCyTCTBYIOT

CBETOBOM, UMMYHO(]DIIF0OPECIIEHTHOM
Y JIEKTPOHHON MUKPOCKOIIUU

IT Tun Me3zaHrnanbHbIN rJIOMEpYJIOHEDPUT
(I'H) ¢ MUHUManbHBIMU U3MEHEHUSIMU
A (otcyrcTBHE CBETOONTUYECKUX
M3MEHEHUH B OWOITaTe IPH HATMIUHU OTcyTCTBYIOT

OTJIO)KEHU MMMYHHBIX KOMIUIEKCOB B
ME3aHTUYME I10 JaHHBIM
UMMYHO(TIOOPECIICHTHON U
AIEKTPOHHON MUKPOCKOIHUN);

B Me3zanruansubiii ['H (paznuanas [IpoTennypus < 1 r/cyr
CTETNICHb ME3AHTUATBHOU Dputpouuthl 5—15 B 11/3p
TUIIEPKIIETOYHOCTH C HAJTUYUEM




MMMYHHEBIX OJCTIO3UTOB B MC3aHI'MH,

III Tun OuaroBeii  npomudeparuBasii ['H | IIporennypus < 2 r/cyt

(axTHBHOE W XpOHUYECKOE, | DpUTpouuThI 5—15 B 11/3p
CErMEHTApPHOE WM TOTAaJIbHOE, HHIO-
WIN SKCTPAKAMWUIISIPHOE TOBPEKICHUE
¢ BoBJieueHHeM MeHee 50% Kiry0O4YKOB)

IV tun Huddysusiii nponudeparusnbiii ['H (te | [Ipotennypus > 2 r/cyt
e wm3MeHeHusa, dro B kmacce III, ¢ | Opurporutsr > 20 B 11/3p

BoBJIeueHueM Oosee 50% KiryOOuKoB) AprepuanbHas
TUTIEPTEH3US
[Toueunas
HEJIOCTATOYHOCTh
V tun Mem6panosnsiii ['H (paBHOMEpHOE [Iporeunypus > 3,5 r/cyT
yToJIIeHue 0a3aibHOU MeMOpaHbI Cxyanblit MOYEBOU
KITyOOYKOB BCIIEACTBUE 0CaioK

CyORMIUTENUANIBHOTO U
BHYTPUMEMOPAHHOIO OTJIOKEHUS
MMMYHHBIX KOMILJIEKCOB)

VI tun XPOHUYECKUH TIIOMEPYJIOCKIIEPO3 AprepuanbHas
(muddy3HBIIA 1 cerMEHTapHBIHI TUIIEPTEH3US
IIIOMEPYJIOCKIIEPO3, aTpOpus [Toueunas
KaHaJbleB, UHTEPCTULIUATIbHBIN HEJ0CTaTOYHOCTh
¢bubpo3,
apTEPHUOJIOCKIIEPO3)

IMopaskenue key04Ho-KumevdHoro tpakra (30—40%):

* CHUKCHHE alllleTUTa, TOITHOTAa, OOJIM B )KUBOTE, MHOT/A TUapes,;

* MopakeHHE KHUIIEYHHKA - TeMopparvv, MH(apKThl U HEKPO3bl C MOCIEIYIOLIEH
nepdopalme, KUIIeYHOe KPOBOTEUEHUE WIH (PUOPUHO3HO-THOWHBIN IEPUTOHUT;

* MOpa)keHHe MEeUYEHU XapaKTEPHU3yeTCsl rernaroMeraiven, renaTuToM;

* MOpaKEHHUE TOJKETYJOUYHOM Kene3bl (IMMAHKPEaTHT) MOMKET ObITh CIEICTBUEM
narojoruueckoro mporecca B pamkax CKB wnm Bo3medcTBUS OONBIIMX 103
TIIFOKOKOPTUKOCTEPOUIOB.

JIumpanenonmatusa (10-40%) - numdparudeckne y3asl 0e300JI€3HEHHBIC, MOIBUXKHBIC
pazmepom 110 1,0 cm.

IMopasxkenne HepBHOIi cuctembl (30-50%)

*  [CHXMYECKHE HapyIIeHHUs — OCTPbIA IICUX03 C TMOSBICHHUEM MPOAYKTUBHOMN
CUMIOTOMAaTUKA B BHJE  3pUTEIBHBIX M CIYXOBBIX  TaJUTFOL[MHAIIMIA;
MM30(PPEHONOJ00HBIE PAaCCTPONCTBA; aPPEKTUBHBIE CUHAPOMBI (MaHUAKAJIbHBIA U
JENPECCUBHBIN ); TBUTATEIHHOE OECIIOKONCTBO; HAPYIIEHUS CHA U JIp;

* OpraHMYecKUil MO3TOBOW CHHIPOM — MPOTPECCUPYIOIIEE YXYIIICHHEe KOTHUTHBHBIX
¢yHKIMI (maMsATH, BHMMAHMS, MBIIUICHUS), 3aMETHOE CHIKEHHE HHTEJUIEKTa,
yXyILIEHUE YCIEBAEMOCTH B LIKOJIE; yTpaTa OMPEECICHHBIX HaBBIKOB; SMOLIMOHAIBHO-
JMYHOCTHBIE PACCTPONCTBA (AMOLIMOHANIbHAS JIAOWIIBHOCTD, allaTus, JENpeccus, MHOrAa

sriopus u ap.);



* TOJIOBHAsA 0O0JIb MOYKET HOCUTHh MUTPEHENOJ00OHBIN XapakTep U ObITh €UHCTBEHHBIM
nposiienueMm CKB;

* CyIOpPOKHBIN CHHAPOM — FreHepaIn30BaHHbIC AMUIECNTU(OPMHbBIEC TPUTAIKY;

* Xopest OIHOCTOPOHHSIS UJIU TeHEepaTn30BaHHAas;

*  TpaH3UTOpPHBIE HAPYIIEHHUS MO3TOBOTO KpPOBOOOpAIICHHUS  XapaKTEepU3YIOTCS
0OIIIEMO3rOBOM, OYaroBOM WM CMEIIAHHOW CUMIITOMATHKON, COXpaHSIOIICHCS He
6onee 24 .

* UIMEeMUYECKUN WHCYJIBT HAOIIOAeTCs y IETEH 3HAUYUTEIBHO PEXE, UEM Y B3POCIBIX, U
00br4HO 1ipu couetanuu CKB ¢ ADC.

BHyTpHMO3roBble KPOBOU3JIUSHUS.

*MOpaKeHUE CIHUHHOTO Mo3ra (MONEPEYHBI MHUEIUT) MPOSIBISAETCS HUXKHUM
raparape3oM, HapylIeHHEeM YYyBCTBUTEIBHOCTH B HIDKHEH TIOJIOBUHE TYJIOBHUINA,
Ta30BbIMU PACCTPONCTBAMH, BHIPAXKEHHOW 0OJIBIO B CIIMHE;

*MOpaKeHHE YEpPEermHO-MO3TOBBIX HEPBOB — TJIA30J/IBUTATEIbHBIX, TPOWHUYHOTO,
JIMLEBOTO WU 3pUTEIBHOIO;

*nopaxkenue nepudepudeckol HEPBHONW CUCTEMBI MPOTEKAET MO TUITY CUMMETPUYHOU
IUCTaJbHOW,  MPEUMYIIECTBEHHO  CEHCOPHOW,  NOJMHEHpomaTHu, peaKo  —
MHO>KECTBEHHOM MOHOHENPONATHH;

*B OTJENBHBIX CIy4asx pa3BuBaeTcsi cuHapoM [ uitena—bappe (ocTpast BocnanutenbHas
MOJIUPATUKYIIOHEUPOTIATHS ).

IMopaxenune oprana 3penus (3-5%).

e KJIMHUYECKU B BHJE DIUCKJIEPUTA, UPHUIOIMKINTA, HEBPUTA 3PUTEIHLHOIO HEPBA,
pETUHOBACKY/IUTa (OKKJIIO3USI COCYIOB, CYOpPETHMHAIbHBIH M pPETUHAIBHBIA OTEK,
reMopparun);

o mnponudepaTUBHON PETUHOMATUU U HAPYIICHUS 3PCHMUS.

AnTudochorunuansiii cunapom (35%).

Kaununveckue npusnaku A®C y nereii:

* V¥ nereit ¢ CKB mipu pazsutun AD®C naubosnee yacto (44%) nabmomaercs Tpom003
MEJIKUX COCYJI0B. BeHo3HbIe TpOMOO03bI pa3BUBAIOTCS Yy 28% MallMeHTOB, apTepHaIbHBIE
— vy 25%, cmemannbie — y 3%. XapakTepeH peUMIMBUPYIONIUNA TpoMOO3 COCYI0B
T000T0 Kanubpa U JIOKaTU3aluKi. DTO OMPEESIeT MUPOTY CIEKTPa €ro KIMHUYECKUX
MIPOSIBIIEHUN.

Ta6auna 6. MexayHapoanble quariocrudyeckue kpurepuu AD®C [8].

KiauHn4yeckue kpurepuu:

Cocyauctbiii TpomM003: oIMH U Oojee 53MKM3040B TpomOo3a (apTepHUATILHOTO,
BEHO3HOTO, TpOoM0OO3a MEJIKUX cOCynoB). TpoM003 MOMKEH OBITh MOATBEPXKICH IMPHU
MOMOIIM WHCTPYMEHTAJbHBIX METOJIOB WM Mopdornorudeckn. Mopdoaoruyeckoe
MOJATBEPXKJICHUE JOJKHO OBITh MPEACTaBICHO ©0€3 3HAUUTENbHOIO BOCHAJICHHUS
COCYAUCTOU CTEHKH.

Ilatonorusi OepeMeHHOCTHM: OJIMH W OoJjiee CilIy4yaeB BHYTPUYTpOOHOW rubenu
Mopdosoruyecku HopMmaiabHOro roga mnocie 10 Hemenb rectanuu (HOpMajbHBIE
MopdoJoruyeckue  MPU3HAKKM  IUI0JA  JOKYMEHTHpoBaHbl Ha  Y3U  wiwm




HEMOCPEACTBEHHO OCMOTPOM I1JI0/1a), UJIMOJUH U 0OJiee 3MU30/0B MPEXKIEBPEMEHHbBIX
pooB  MOpP(OJOTHUECKH HOpPMANbHOTO IUona 10 34 Hemedb TecTalud H3-3a
BBIPAXKEHHOW MPEIKIAMIICUHA WIM SKJIAMIICUU WJIW IUIALIEHTApHOW HEJOCTAaTOYHOCTH;
Tpu U Oojiee TOCIEAOBAaTEIbHBIX CIy4YaeB CIOHTaHHBIX abopToB 10 10 Hemenb
rectaiuu (MCKIIOYEHHEe: aHATOMUYECKHE T€PEKThl MAaTKH, TOPMOHAJIbHBIE HAPYIIIECHUS,
MaTEPUHCKUE U OTIIOBCKME XPOMOCOMHBIE HAPYIIICHUS).

JlabopaTopHble KpUTEpHUN:

aKJI IgG wimm IgM-u30TUNOB, BBIABISIEMBIE B CHIBOPOTKE B CPEIHMX W BBICOKHUX
TUTpax, Mo KpaiiHeld Mepe,2 pa3a He MEHee 4eM depe3 12 Hell CTaHIapTU30BaHHBIM
NDA meTonom.

Antn —3 BA B muiazMe B IByX WM OoJjiee Ciiydasix UCCIEAOBAHUS C MPOMEKYTKOM HE
MeHee 12 Hen, onpeaenseMblii CTaHIapTU30BAHHBIM METOJIOM. ) YJIMHEHUE BPEMEHU
CBEpThIBaHUS IUIa3Mbl B (POCPOIUIUI3ABUCUMBIX Koaryiormdeckux tecrax (AIITB,
TeCTHI ¢ sinamu Paccens); 0) OTCyTCTBUE KOPPEKUUHU yITTMHEHUSI BPEMEHU CBEPThIBAHUS
B CKPMHUHTOBBIX T€CTaX MpHU MPOBEAECHUU TECTOB CMELIMBAHUS C JOHOPCKOM I1a3MOii;
B) YKOPOUYEHHME WIH KOPPEKLUS YIUIMHEHUS BPEMEHU CBEPTHIBAHUS B CKPUHUHIOBBIX
TecTax MpH AoOaBieHUU (GOochONUNUIOB; 1) HMCKIIOUEHUE IPYTHX KOarysiaonaTui
(uaruduropa daxropa VIII cBepThIBaHUS KPOBH).

A®C nuarHOCTUPYETCS HAa OCHOBAHWW HAJIMYMS OJHOTO KIMHUYECKOTO M OJIHOTO
naboparopuoro kputepusi. ADOC uckmrouaercs, ecnu adJI BeisiBisieTrcss MmeHee 12 Hen
uim Oosiee S5 ner B OTCyTCTBUE KiMHUYeckux mnposisaeHuiit ADC. Hanuuue
BPOKJICHHBIX WJIM MPUOOpETEHHBIX (PaKTOPOB pucka TpoMO030B He uckmovaroT ADC.
BonbHbIe OMKHBI OBITH CTPATU(PUUMPOBAHBI C HATUYUEM U OTCYTCTBHEM (hAKTOPOB
pucka TpomM0030B.

Yacrble KIMHUYECKUE NTPOSIBJICHUS TPOMOO30B!

o  Hespomornueckue: IlpusHaku wuiemMuueckoi sHuedaronaTuu, HapylieHUE
KOTHUTHBHBIX (DYHKIIMMA, TICHXUYECKUE PACCTPOMCTBA, MHUTPEHENOI00HBIC Iedanruu,
pexe — DIOUCHUHAPOM, XOPEHMYECKHE TUIMEPKUHE3bl, TPaH3UTOPHBIC HaPYIIECHUS
MO3TOBOTO KPOBOOOPAIIEHUSI.

e  Odranpmonorunueckue: TpomO03 apTepu W/WIM BEHBI CETYATKH, CHHIPOM
MPEXOISIIEN CHEMOTHI.

o Koxnble:  JlucranpHas  vIIEMHST  KOXH,  IPOSBISIOMIASCS  CTOMKMMU
DPUTEMATO3HBIMH WJIM JIMJIOBBIMH TISITHAMU Ha MAaJbllaX PYK M HOT U B HEKOTOPBIX
CJIy4asix COMPOBOXKAAIOIIAACS JTUTUTATHHBIM HEKPO30M.

o Kapmuonornueckue: IloBblmeHHass wYacToTa BereTaluii Ha KJamaHax W
MUTPAIBHON PETypruTaIiii, KOTOPhIE MOTYT OBITh MCTOYHUKOM 3MOOIM3anuu. Yacrto
BBISIBJISIFOTCS IIPU3HAKK HAPYIICHUS] KOPOHAPHOTO KPOBOOOpAIIICHUSI.

o Jlerounsie: Jlerounas 5MOONuWs, JEroYHas THUIEPTECH3Ws, TPOMOO3 JIErOYHOU
apTepuu, aTbBEOJIIPHBIE TEMOPPATHH.

o  [Iloueunsie: TpoM0603 apTepuil/BeHbI MOYEK, UH(APKTHI MOYEK, OCTpasi MOYeHHas
HEJI0OCTaTOYHOCTh, TPOTCUHYPUS, TeMATypHsi, HEPPOTUISCKUN CHHIPOM.



o Tactpomntectunanbubie: Cunnpom bamna-Kuapu, nHbapkThl nedeHn, xKeITdHOTO
My3bIps, KUIIEUYHHWKA W CEJIE3E€HKH;, MaHKPEaTUThl, acUUThI, nepdopaius MNUIIEBOAA,
UIIEMAYECKUE KOJIUTHI.

. OHJIOKpUHHBIE: Nudapkr HAJIIOYEUYHHUKOB, WIn HAJIIOYCYHUKOBAS
HEJ0CTaTOYHOCTh, HH(APKTHI SUYKA, MPEACTATENbHON Keye3bl, runoduza Win
rUnoTagaMo-runoduszapHasi HeI0CTaTOUHOCTb.

. Cxpununar A®C crnenyer npoBoauTh y Bcex nauneHToB ¢ CKB.

HeonaTanbHasi BoJIYaHKA.

* Y  HOBOPOXIEHHBIX, MaTe€pH  KOTOPBIX  CTPaJalOT  ayTOMMMYHHBIMU
PEBMATUYECKUMHU 3a00JIEBAHUSAMU, U TPOSBIIOIIMIICS IBYMsI OCHOBHBIMU ITPU3HAKAMMU:
MOPAKEHUEM KOXKHU U CEepALA’

*  MOpaXeHUEe KOXKHM - KIACCUYECKas KOJBLIEBUAHAS HSPUTEMA, TEJICAHTUIKTA3UH,
aTpodust K0xH, HOJUTUKYISIPHBIE MPOOKU U YEIIYHKH;

*  IOpakeHHE cepAlla - YaCTUYHAas WK IoJIHas OJIoKaja cepAia 3a cuer (udposa ero
MPOBOASAIINX MYTEH.

IlomocTpasi KOXkKHAsi KpAacHasi BOJYAHKA - XapPaKTEPU3YETCAd PACHpPOCTPaHEHHBIMU
(OTOUYBCTBUTENBHBIMU ~ YCIIYHYATHIMUA ~ TAMYyJIOCKBAMO3HBIMU ~ WJIA  aHYJSAPHBIMU
noymukiIndeckumu omsikamu; C Bbicokoi yactoToit (10 70%) oOHapyXUBarOT aHTHU-
Ro.

JMuarno3 CKB ycranaBJMBalOT HA OCHOBaHHMHU cjeayromux kputepuen. SLICC,
ACR, 1997 u EULAR/ACR (Tabnuma 2—4)

Tabauna 2. JInarHocTuyeckue KpuTepuu CUCTEMHOH KpacHoil Bog4aHku SLISS
(The Systemic Lupus International Collaborating Clinics), 2012

KiinHu4eckue Kpurepuu

1. OcTpoe, akTUBHOE MOPaKEHNE KOKH:

® ChIIlb HA CKYJaX (HE yYUTHIBAIOTCS IUCKOW/IHBIE BBICBHIIIAHHUS);

OyJIe3HbIE BBICHITAHNUS;

TOKCHUYECKHW dMHUICPMAIIbHBIA HEKPO3 Kak BapuaHT CKB;

MakyJionamnyJe3Hasi Chlllb;

dhoTOoCCHCHONITH3AITHS

- KO’KHasl ChIllb, BO3HUKAIOIIAS B PE3YJIbTATE PEAKIIMK HA COJTHEUHbIN CBET, WIH

- MOJoCTpas KOXKHas BOJYAaHKA (HEHMHAYPUPOBAHHBIE IICOPUA30(POPMHBIE W/WIIH
KpPYTOBbI€ MOJUIUKINYECKUE MOBPEXKICHUS, KOTOpbIE NPOXOoJAT 0e3 oO0pa3oBaHUs
pyOIIOB, HO € BO3MOXHOM  IMOCTBOCHAJIMTEIBLHON  JEMUTMEHTAUeH WU
TEJICaHTUIKTA3UIAMH).

2. XpoHu4eckasi KOKHasi BOJTYAHKA:

® KJaccHMYecKas JHWCKOWIHAs ChIMlb  JIOKAIM30BaHHAs  (BBINIE IEW)  WJIHU
reHepaan30BaHHas (BBIIIE U HUXKE IIEH).

e runeprpoduueckue (00poaaBUATHIC) TOPAKESHUS KOXKHU.

MaHHUKYJIUT.

MOpa)KEHUE CIU3UCTHIX 000JIOUEK.

OTEUYHBIE SPUTEMATO3HBIE OJISAIITKA HA TYJIOBUIIIE.

KamUISIPUTHI (KpacHasi BOJIYaHKA OOMOpOXeHUs, ['aT4MHCOHA, MPOSIBIISIONIASCS




MOpaXCHHEM KOHYMKOB TAJBIIEB, YIIHBIX PAKOBUH, NSATOYHBIX W HKPOHOXKHBIX
obJacrei).
® IMCKOWJHAS KpacHas BOJIYaHKA MO THUIY KPACHOTO IJIOCKOTO JIUIIAs, WiH overlap.

4. HepyOuoBasi anoneuusi - aud@dy3HOe HCTOHUECHHWE BOJIOC WM TIOBBIIICHHAS
XPYIIKOCTh BOJIOC C BHUIAMBIMH OOJOMAaHHBIMH yYacTKaMd (B OTCYTCTBHH
CIEAYIONIMX MPUYMH, TAKMX KaK O4YaroBas ajolelus, JEKapCTBEHHas, BCJIEIACTBUU
neduImTa xKene3a U aHJpOoTreHHas).

5. Aprpur:

® CHUHOBUT C BOBJICUEHHEM 2 WM 00Jiee CYCTaBOB, XapaKTEPU3YIOIIMUNUCA OTEKOM
WIH BBITIOTOM, WJIH

e 0OJIE3HEHHOCTb 2 MM 0OJiee CYyCTaBOB U YTPEHHS CKOBAaHHOCTb IO KpalHEH
Mepe 30 MuH.

6. Cepo3ur:

® THUIWYHBIN IUICBPUT B TeUCHHUE Oojice YeM | JHS, WIH TUICBPATbHBIN BBITIOT, HITH
IIyM TPEHUS TUICBPHI.

® TUNWYHAS TepuKapauaibHas 0oy (00Jb B TOJIOKEHUHW JIeXka, Kylmupyemas B
IOJIOKCHUW CHIS C HAKJIOHOM BIIEpeJ) B TedeHUE Ooyiee 4yeM 1 JHS, WIH
TIepUKapIUaTbHBIH BBITIOT, 17001 IIyM  TpEHHUs nepuKapa, WIH
9JIEKTPOKapIMOrpapuIecKrie MPU3HAKY MIEPUKApPIUTA.

® B OTCYTCTBHH CJCAYIONIUX MMPUYHH, TAKUX KaK HHPEKIUA, YPEMHUS U TICPUKAPIUT

Hpeccaepa.

7. Ilopa:keHue noyvek:

® COOTHOIIICHHE YPOBHA OEJNOK/KpeaTUHUH (UJIM CYTOYHAs MPOTEHMHYpHUs) B MOue
oonee 500 mr Oenka 3a 24 4, unn

® HPUTPOLMTHI B MOU€ 5 K OoJee, Wi IMWIMHAPHI B Moue S5 win OoJiee.

8. Heiiponcuxuyeckue nopakKeHusi:

®  DINWIECNTUYECKUN TPUCTYII;

®  [ICUXO3;

®  MOHO-/OJIMHEBPUT (B OTCYTCTBMU APYIMX MNPUYMH, TAKUX KaK IMEPBUYHBIN
BaCKYJIUT);

®  MMHEIIUT,;

®  [IATOJIOTUSl YEepPErmHO-MO3rOBBIX HEpPBOB / mepudepuyeckas HeilponaTtus (B
OTCYTCTBHM JPYTMX MPUYHH, TaKUX KaK TEPBUYHBIA BACKYJIUT, HHPEKIUU U
caxapHbIi 1uader);

®  OCTpPO€ HapylleHHWE CO3HaHUA (B OTCYTCTBHM JPYTrUX MPUYUH, B TOM YHUCIE
TOKCUYECKHX/META00INYECKUX, YPEMUH, JT€KAPCTBEHHBIX).

9. 'emoJiIuTHYECCKAS AHEMHUSI

10. Jleiikonenus < 4,0X109/n1 mo xpaitHeit Mepe oauH pa3 (B OTCYTCTBUHU JIPYTUX
MPUYHH, TAKUX KaKk CUHIApOM DenTH, JIEKapCTBEHHBIC W MOpPTAbHAS TUIIEPTEH3HS),
wn mumbonenus < 1,0X109/n mo kpaitHeit Mepe oauH pa3 (B OTCYTCTBUM APYTHUX
MPUYHH, TAKUX KaK IPHEM TITIOKOKOPTUKOCTEPOHIOB, JIEKAPCTBA, MHMEKIHS).

11. TpomoounTonenusi < 100X109/1 mo kpaitneld Mepe oauH pa3 (B OTCYTCTBUHU
JIPYTHUX MPUYMH, TAKUX KaK JIEKapCTBa, MOPTAIbHAS TUTIEPTEH3MS U TPOMOOTHUYECKAS
TPOMOOIIMTONICHUYECKAS TTypITypa)




NmMMmyHoJI0THYeCKHE KPUTEPHUH:

1. AnTunykieapHbiil GakTop BbIIIE€ YPOBHS IMana3oHa pedepeHc-1adopaTtopun

2. Awnturtena x nBycnupanbHoi JIHK Beilie ypoBHS [uamnasoHa pedepenc-
nabopaTtopuu (wim > 2-kpatHoro yBennueHus metogom ELISA)

3. Hanmnume Anti-Sm (aHTUTENA K SIEPHOMY aHTUTEHY Sm)

4. Antudoc@oaunuaHble aHTUTENa MOJOXKUTEIbHBIE, OMPECICHHbIC TIOOBIM U3
CJIEAYIOIINX CIIOCOOOB:

* MIOJIOKUTEIbHBIM BOJTYAHOYHBIM AaHTUKOATYJISIHT.

* JIOXKHOTIOJIOKUTEIbHAS peakuus Baccepmana.

* CpPeIHMI WM BBICOKMH TUTp aHTUTEN K KapauosnunuHy ypoBHs (IgA, IgG wnm
IgM).

* MOJIOKUTEIBHBIN pe3ynbTaT TecTa Ha anTu-2-raukonporent I (IgA, 1gG umm IgM).

5. Huskuii KoMIUIEMEHT
» uu3kuii C3, C4, unu
e pu3kuit CHSO0.

6. [TonmoxxurenpHast peakiust Kymbca npu OTCyTCTBUY TE€MOIUTUYECKON aHEMUH.
*JlMarHo3 yCcTaHABIMBAIOT MIPU HAJTUYMH 4 KpUTEPHUEB, OAUH U3 KOTOPBIX JIOJKEH OBITh
KIIMHUYECKUM M OJIMH HIMMYHOJIOTUYECKUM

Ta6auna 3. /Imarnocruueckne kpurepun CKB (ACR, 1997).

1. | Coimp Ha CKyJIax: (PUKCHPOBAHHAs 3pUTEMa C TCHJCHIIMEH K PacIpOCTPaHCHHUIO
Ha HOCOTYOHYIO 30HY

2. | luckowpHas  ChIMb: JPUTEMATO3HBIE  MPUIIOJAHUMAIOIIMECS  OJIAIIKA  C
NPWINMAIOIIMMU  KOXXHBIMU YellylKaMu U (OJUTMKYJISPHBIMH MpoOKamH, Ha
CTapbIX 0Yarax BO3MOXHBI aTpOPUUYECKUE PYOILIbI

3. | ®oroceHcMOMIM3AIMS: KOXKHAs ChIlTb, BOSHUKAIONIAS B PE3yNbTaTe PEAKIIMH Ha
COJIHEUHBIN CBET

4. | SI3BbI B POTOBO IOJIOCTH: U3BS3BICHUS IMOJIOCTH PTa WM HOCOTJIOTKH, OOBIYHO
0e300JIE3HEHHBIE

5. | ApTpuT: HEIpPO3UBHBIA APTPUT, MOpaKAONIMK 2 win Oosiee mepupepruIecKux
CyCTaBa, MPOSBISIOMUNCS 00JIE3HEHHOCTHIO, OTEKOM U BBIIIOTOM

6. | Cepo3sur:

* TUIEBPUT (IJIEBpaJIbHbIE OO W/WIIM IIYM TPEHUS IUIEBPbHI, /U MJIEBPATbHBIN
BBITIOT).

* MepUKapAUT (IIyM TPEHUsS MepHUKapja MpH ayCKyJIbTallMM W/WIKM TMPU3HAKU
nepUKapAnTa Mpu dXoKapauorpadun).

7. | IlopaxeHue noyek:
* IEpCUCTUPYIOIIAs MpoTeuHypus He Menee 0,5 r/cyT, u/unu
* HWJIMHAPYPUS (3pUTPOLIUTAPHAS, 3€PHUCTAS] UM CMEIIaHHAsl)

8. | [lopaxxeHue 1EHTPATIBLHOM HEPBHOM CUCTEMBI:

* Cy10pOrH.

* [ICUX03 (B OTCYTCTBHUH MPUEMA JIEKAPCTBEHHBIX CPEACTB MM META00INYECKUX
HapyLEHUM).




['emaTonoruueckrie HapyIICHHUS:

* FEMOJINTUYECKAsI aHEMUS C PETUKYIIOITUTO30M.

» netikonienus < 4,0X109/n (3apeructpupoBanHas 2 u 6ojee pas).

* TpoMOoItuTonienus < 100X 109/ (ripu 0TCYTCTBUU MpHEMa JICKAPCTBEHHBIX
IpernapaToB).

10.

10. IMMyHOJIOTHYECKHE HAPYILICHNUS:

 a-J[HK.

* aHTH-SM.

» anTu-KJI.

* MIOJIOKUTETHHBINA TECT Ha BOTYAHOYHBIA aHTUKOATYJISHT.

* CTOMKas JIOXKHOIOJIOXKUTENbHAS peakius Baccepmana (He meHee 6 Mec) mpu
71a00paTOPHO MOATBEPKACHHOM OTCYTCTBUU CU(UINCA.

11.

[loBbIlIeHHE TUTPOB aHTUHYKJIEapHOTro (akTopa (IpU OTCYTCTBUHU JIEKAPCTB,
BBI3BIBAIONINX BOJTYAHOYHOINOAOOHBIN CHHIPOM).

[Ipu Hamuuuu y OonbHOTO 4-X MM OoJjiee MPU3HAKOB B JIOOOM COUETAHUM JIUArHO3
CKB cuurtaercss HAOCTOBEPHBIM, NPH HAJIWYUU 3-X NPU3HAKOB — BEPOSITHBHIM.
UyBCTBUTEIBHOCTh JAaHHBIX KPUTEpUEB cocTaBisieT 78—96%, a cnenuduunocts — 89—

96%.
Taoauna 4. Knaccupuxannonnsie kpurtepun CKB EULAR/ACR [4]
Kpurepui Omnpenenenue
AHA ANA 1pu tutpe >1: 80 Ha knetkax HEp-2 v
HKBUBAJICHTHOM IOJIOKUTEIHLHOM TE€CTE XOTS ObI OJIUH
pa3. TectupoBanre IMMYHODITyOpECIICHIIUEH Ha
kietkax HEp-2 unu tBepom rene.
Jluxopaka Temneparypa >38,3°C
JleikoneHus KomuuectBo nerikonutoB <4.0 X 10A9 / 1
TpomMOorTONIeHUS KonuuectBo TpomboruToB <100 x 10A9 / n

AYTOMMMYHHBIA T€MOJIU3

JlokazarenbcTBa TreMoOJIM3a: PETUKYJIOIMTO3, HHU3KHMA
ranTorjio0uH, TOBBIIIEHHBIA HENpsIMOW OWIMpYOMH U
JaKTaTACTUIpOTeHa3a M MOJ0XKUTENIbHBIM TecT KymOca
(mpsIMO¥ aHTUTIIO0YJIUH).

Henupnii

(1) M3menenue co3HaHus WU YPOBHSI BO3OYXKIEHHUS C
MOHIKEHHOW  CMOCOOHOCThIO  (hoKycupoBaThes; (2)
pa3BUTHE CHMIITOMOB B T€YEHUE HECKOJIbKMX YacOB [0
<2nHei, (3) konebaHusi CUMIITOMOB B TeueHue THsA, (4)
160 (4a) ocTpeie / MOAOCTPHIE U3MECHECHHS B CO3HAHHH
KaKk JehUIUT TaMITH WIHJIC30pUEHTAIus ), (4b)
W3MCHEHUE TIOBENICHUs, HacTpoeHus win addekra
(6ecniokoicTBO, U3MEHEHUE IUKJIa CHa /
00JIpCTBOBAHUS)

Ilcuxo3

(1) 6pen u / win rayuTFOIMHAIIN O€3 MOHUMaHUs U (2)
OTCYTCTBHEM JIEITUPUS

[Tpunagox

[lepBuuHBII reHepaIn30BaHHBIN WM YACTUYHBIN /




0YaroBbIA IMPUITaAa0K

Anonenus

Hepyo61oBas anmonenus, HaboaemMas BpauoM

SI3BBI CIIM3UCTHIX

S3BBI OJIOCTH PTa, HAOIIOJAaEeMbIE BpauyoM *

[TomocTtpas koxkHas
Boyanka (IIKKB)
(mabmroienue Bpava *) wim
JTMCKOUHAS BOTYaHKA
(JIKB)(nabmronenue Bpaua

*)

[TKKB: komnblieBHIHAS WIIH TICOPUA30IIOA00HAs KOKHAS
CHITIb, qarie c dboTomucTpuOyIIHeH; JKB:
DPUTEMATO3HO-IOMKME  KOXHBIE  TOPAXEHHUS  C
aTpo(UYecCKUMU W3MEHECHUSIMU (pyOueBanue,
JENUIMEHTAlUs, 4acTO (POJUIMKYJISIPHBIA TMIEPKEPATO3
/cKanbll), TPUBOIAIIMM K pyOLIEBaHUIO aJOMEINH
(mpubuorncun Koxu - TUnudHble n3MeHeHus); [TKKB:
BaKyOJSIDHBIA ~ JIGpMAaTUT U3  NEPUBACKYJISIPHOTO
TUMGOTUCTUOLIUTAPHOTO  MHQWIbTpATa, YacTo C
KOKHbIM MyluHOM. JIKB: BakyoJIApHBIA AE€pMATUT W3
MEPUBACKYJISIPHOTO H /WM JIUMQPOTUCTUOIIUTAPHOTO
uHpuneTpata. Ha KoXXe TO0JIOBEI MOTYT  OBIThH
GbOoJUTUKYISIpHBIE KEPAaTUHOBBIE MPOOKW, TPU JAaBHHUX
NOPAKEHUAX - OTIIOKEHUE MYIMHA U YTOJIIECHHE
0a3a’abHON MEMOpaHBI.

Octpoe, akTUBHOE
MOpPAKEHUE

KOKU(HAOJIOICHUE Bpaya).

Manaprudyeckas  CbIllb ~ WIM  TEHEpPATU30BaHHAS
MakyJjonamnyjae3Hast Coilib. [lpum Oworcun KOXH -
TUTIMYHBIE  W3MCHCHHS:  BAKyOJbHBIH  JIepMaTHT,
COCTOSIIUHN U3 MEPUBACKYIIPHOTO JTUM(POTUCTHOLIUTO3A,
UHOUIBTPAT, YacCTO C KOXXHBIM MYIUHOM. Bo3MmoxkeH
MIePUBACKYJISIPHBINA HEUTPOPUIHHBIN MHPUIBTPAT.

[IneBpanbHbIA WIN
IIEPUKAPAUAIBHBIN BBITIOT

BusyanbHble  JOKa3aTeabCTBAa  IUIEBPAIBHOIO WA
NEPUKApIUAIBHOTO BBIIOTAa WJIM OOOMX: YJIbTPa3BYK,
peHTreH, komnetorepHas Tomorpadus (KT), maruutHo-
pe3oHaHcHas Tomorpadus (MPT)

OcTpeIil nEPUKAPIUT

>2 u3 (1) nepukapauanbHas 00Jib B rpyaud (OOBIYHO
oCTpasi, YCUJIMBAIOIIASCS TMpU BAOXE, YIydllarouascs
npy  HakjioHe Bhoepen), (2) 1wym nepukapia,
(3)anekTpokapauorpaMMa ¢ HOBbIM PacpOCTPaHEHHBIM
nogbeMoM cermeHta ST wnm nenpeccueit PR, (4)
CBEXKUH WM YCHJIEHHWE BBIIOTA B IEPUKApPAE NpH
su3yanuzanuu (Y3U, pearren, KT, MPT).

CoBMecTHOE yyacTue

JINBO (1) cuHOBUT C y4yacTHeM 2 WJIM > CYCTaBOB C
NpUNyXJa0cThio WM BbimotoM MJIN (2) Gone3sHEHHOCTH
B 2 wIM > CycTaBax W, MO KpaiiHen mepe,30 MHUHYT
YTPEHHEN CKOBAHHOCTH.

[Iporennypus >0,5 r 3a 24
qaca

B MOY€  WIM  DJKBUBAJICHTHOE COOTHOILICHUE
ypOBHsI OeJika M KpeaTHHHWHA B Mo4e 3a 24 yJaca.

Bomuanounslii Hedput
(BH) xnacca Il uiin V B
MTOYKaXOHOIICHS B

Knacc II: mesanrmonponudepatuBusii BH - uucto
ME3aHTHalibHasl TUIEPLEIUIIOISPHOCTD 000 CTEeNeHH
WIM paclIMPEHHE ME3aHTMaJbHOIO MAaTPUKCA CBETOBOM




coorBeTcTBUHU ¢ ISN / RPS
2003
KJaccudukayen

MUKPOCKOIINH C ME3aHTHAIIBHBIM UMMYHHBIM
JIEIIO3UTOM. Heckonbko W30JIMPOBAHHBIX
CyORnUTENNATbHBIX WIIH CyOPHA0TENNATIBHBIX
OTJIO)KEHUH MOTyT OBIThb BHMJHBI NpPU HMMYHHOH
(iryopecleHIUN WK 3JIEKTPOHHONM MUKPOCKOIINH, HO HE
C IOMOIIBK  cBeTOBOM  MuKpockomuu.Kmacc  V:
MeMOpano3ublii BH - rnobanbHbie wiM cerMeHTapHBIC
cyOdamuTENnuaNbHbBIE UMMYHHBIE OTJOXKEHUS WIH HX
MOpP(OJIOTHUECKUE MOCIEACTBUS C IOMOIIBIO CBETOBOU
MHKPOCKOIIMHAH UMMYHO(DITyOpeCLeHIINU 1581071
DIEKTPOHHOM  MHKPOCKONIMH, €  ME3aHTMaJIbHBIMU
M3MEHEHUSIMU WM 0€3 HUX.

Bonuanounsiit Hepput
xiacca Il i IV
Ha OMOIICUU TTOYKHU

Kiace III: owarossiii BH: akTWBHBIM WM HEAKTUBHBIN
O4aroBbIi, CErMEHTapHbIN 158105 rJ100aJIbHBIN
SHAOKAIUIUIIPHBIN WIH DKCTpaKANWIIPHBIA
riomepysoHeppur ¢ yyactuem <50% Bcex KiTyOOUKOB,
OOBIYHO C O4YaroBbIMH CyOdHI0TENNATbHBIMU
UMMYHHBIMH ~ OTJIOXKEHUSIMH, C  ME3aHTMaJIbHBIMH
n3MeHeHussMu win 6e3 Hux. Knace IV: quddy3usiii BH
- AKTHBHBIM  WJIM  HEAaKTUBHBIM  qudPy3HBINH,
CEIrMEHTApHBI WKW TJIOOAIBbHBIA SHIOKAMWUISPHBINA
WIM  DKCTPAaKaNMWUISIPHBIA  TJIOMepyJoHehpUT ¢
yuactueM >50% Bcex  KIyOOUKOB, OOBIYHO C
TuhPy3HbIMH  CYOIHIOTENHATIBHBIMU ~ UMMYHHBIMH
OTJIO)KEHHUSIMH, C ME3aHTHAJIBHBIMU W3MEHEHUSMH HIIU
0e3 Hux. MokeT BKIIOYaTh CIy4yaud C OTJIOKEHUSMU
audy3HOM MPOBOJIOYHOM TMETNIM, HO To4YTH 0e3
nposidepalu KIryoouka.

[TonmoxurenbHbIE
anTudochonunuaHbe
aHTUTENa

Anturena k kapauommnuny (IgA, IgG umu IgM) co
CPEIHUM WJIA BBICOKMM TUTpoM (> 40 A docdonunuaon
(APL), emununy GPL wm MPL wumu>  99-ro
MPOLICHTUJIS ) UJIM TIOJIOKUTENIbHbIE aHTHUTENa HA aHTH [32-
rimukonpotenHy [ (B22GP1) (IgA, IgG umu IgM),
WIM aHTUKOAryJSIHT BosyaHku (BA).

Hwuzknit koMIieMeHT

C3,C4

Huzkuii C3 unu C4 HUXKe HUKHETO TTPEAEea HOPMBI.
0O6a C3 u C4 Hixe CBOMX HIDKHHX IMPEICIIOB HOPMEI.

AT x ncJHK AT nimm
AIEPHOMY Sm-aHTUTEHY

AHTHTENA nc/IHK B MMMYHOAQHAJIN3€E Cc
MIPOJIEMOHCTPUPOBAHHOW crnenupuaHocThio >90% K
CKB Bwime ypoBHS  jAuWama3oHa  peepeHCHOU
nabopatopuu NJIN antu-Sm anturena.

* DTO MOXKET BKJIIOYATh KIMHUYECKOE HAOII0IeHNE WK POcMOTp (oTorpaduu.

HNuaexkc mnoBpeKIeHus.

YcTraHaBIMBaeT HaIU4YME MNOTCHIMAJIBbHO H€O6paTI/IMBIX

nopameHm”I Pa3JINYHbIX OPTaHOB. B 6aJIHLHy}O OLOCHKY BKJIIOYAIOTCA BCC THIIbI




MOBPESXKICHUS C MOMEHTAa Hadana 3a0osieBaHusi (0O0YCIOBICHHBIC HEMOCPEICTBEHHO
CKB wiu pa3BuBIIHMECS BCJICACTBUE MPOBOAUMOMN TEparuu), MPU dTOM YUUTHIBAIOTCS
TOJIBKO TIPU3HAKH, COXpaHSIOIIMECS B TeYeHHME 6 Mec. M Ooyiee (OTCYTCTBHE
noBpexaeHui — 0 6amtos, Huzkuit U1 — 1 6amn, cpegauit U1 — 2-4 6aioB 1 BEICOKHIMA

NII — 6onee 4 6amioB) (Tab1.6).

Tadmuma 6. Ilegmarpuyeckmii HMHAEKC NOBpexaeHuss MekayHapoaHoii
accolUanuM 10 JIeYeHUWK CHHAPOMA KPAaCHOH BOJYAHKH/AMEPUKAHCKOMN
KoJIJIernu peBMatoJioros [1,3].
CumMnTombIl Bo3mokHbIIT
oaJ
['naza (710001 7183, KIIMHAYECKAasl OIEHKA)
Jlrobas kaTapakTa 0 wm 1
W3meHeHust ceTyaTku win atpodus 3puTeILHOTO HEpBa 0 wm 1
Hepsnas cucrema

KornutuBHble HapylIeHus (Hanpumep, 1ePUIIT MaMsITH, 0 wm 1
3aTpyIHEHHE CUETA, II0Xasi KOHIEHTPALMSL, 3aTPYAHEHUE PEUr

WJIN IMCbMA, CHIYKEHHE MPOU3BOIUTENBHOCTH) WM TICHX03

Cynoporu, TpeOyIoIIHe JICUCHHS B MTOCIEIHUE 6 MECSIICB 0 wm 1
WUucyner B moboe Bpems (2 Oamma, ecau > 1 snu3ona) WU
nepedpanpHas

pE3eKIusl, HE CBSI3aHHAs CO 3JI0KaYeCTBEHHBIM HOBooOpa3oBanueM | 0, 1 mmm 2
Heliponatust nepudepudeckux Wik 4YepenHbix HepBoB (kpome |0 wiu 1
3pUTEIBHOTO)

[lorrepeyHbIil MUETUT 0 wm 1

[Touku

Paccuutannas wiaM  uU3MEpeHHas  CKOpPOCTh  KiyOoukoBoit | 0 wiu 1
dbunsTparmu meree 50 %

[Tporeunypust > 3,5 1/24 u 0 v 1

WJIn
dunanpHas ~ cTagus ~ HOYEYHOM  HeJocTaroyHocth  (BHe |3
3aBUCUMOCTH OT AMAJIM3a WM TPAHCIUIAHTALIUHN )
Jlerkue

Jlerounast runepteHsus (runeptpodusi mpaBoro >kemymouka uinud | 0 wim 1
akieHt P2-kommonenTa |l Tona)

Jlerounsrnii pubpo3 (npu Gpu3uKaITbHOM WM peHTreHojorundeckom | 0 wim 1
MCCIICIOBAHUH )

CwmopieHHOe Jierkoe (IIpy peHTTeHOJIOTHYECKOM UCCIISIOBAHNUH ) 0 wm 1
[IneBpanbubiii hrbpPo3 (MpU peHTreHOJIOrnYecKoM uccienaoBanuu) | 0 uu 1
HudapkT nerkoro (mpu peHTreHOJI0rn4eckoM uccienoBanun) win | 0 win 1
pe3eK1usl, He CBA3aHHas CO 3JI0KaUeCTBEHHBIM HOBOOOPA30BaHUEM

CepJieuHO-COCYIUCTasi CUCTEMA

CreHoKap sl WK IIYHTUPOBAHHE KOPOHAPHBIX COCY/I0B 0 nmm 1
WNudapkr muokapnaa B mo00it MomeHT Bpemenu (2 6amra, ecmu > 1 | 0, 1 wm 2




AMN30/]1a)

Kapaunomuonarus 0 wm 1
[lopakeHue KiamaHoOB (IMACTONMYECKUM IIyM, cuctonuueckuii |0 wiu 1
mym > 3/6)
[lepukapaut B TeueHue > 6 MeCSIIEB UM NTEPUKAPIUOIKTOMUS 0 v 1
[lepudepuyeckue cocy sl
[lepemexatromasics XpoMoTa > 6 MecsI1eB
HeGonpmmas morepst TkaHel B Jt000H MOMEHT BpeMeHH (atpodus | 0 umu 1
MSTKUX TKaHEH HOTTeBBIX (DasiaHT)
3HaunMas moTeps TKaHeH B 11000 MOMeHT BpeMeHH (aedekt unu | 0, 1 nim 2
aMITyTallysl majiblla WM KOHEYHOCTH) (2 6asuta, ecnu > 1 anu30/a)
Beno3Hbiii TpoM0O3 C OTEKOM, HU3bBS3BICHUEM WJIM BEHO3HBIM | O miu 1
CTa30M
JKeny104YHO-KMIIIEYHBIN TPAKT
Nudapkr unm pesekius KUIMIKK (HWKE JBeHaauatunepctHou), |0, 1 wmm 2
CEJIC3EHKH, TEUEHU WM JKEITYHOTO MY3bIps B JIIOOOH MOMEHT
BpeMeHu (2 Gaa, ecinu > 1 snu30/a)
Me3seHTepuanbHasi HEI0CTATOYHOCTh 0 unm 1
XPpOHUYECKUU TIEPUTOHUT 0 wmm 1
CTeHO3 WM ONEpaTHBHOE BMEIIATEIBCTBO HA BEPXHUX OTIENIAX 0 wm 1
YKEJTyTI0YHO-KUIIIEYHOT0 TPaKTa B JJI000H MOMEHT BPEMEHU
[TankpeaTruyeckasi HEJOCTATOYHOCTh, TPEOyIoIas 3aMeIaroei 0 wm 1
Tepanuu pepMeHTaMu, Wk 00pa30BaHKE JIOKHON KUCThI
KocTHO-MbIIEUHAs cucrema
ATpodusi MbIIII UK c1ab0CTh 0 v 1
JedbopMupyrouii uin 3p0o3UBHBINA apTpUT (BKIIOUAst 0OpaTUMbIe 0 i 1
nedopManuu, HCKITtoUasi aCeNTUYECKUI HEKPO3)
OcTteonopo3 ¢ mepeIoMOM HIIM KOMIIPECCHUEN TO3BOHKA 0 wm 1
(MCKJIFOYasi aceNTUYECKUN HEKPO3)
AcenTtudeckuii Hekpo3 (2 6anna, eciu > 1) 0, 1 vum 2
OcreoMuenur 0 v 1
Pa3pbIB CyX0oxKummn 0 nm 1
Koxa
Py6110Bast XxpoHMYeCKas aJonenus 0 wm 1
BripaxxeHHOe pyOlleBaHMEe WM MAaHHUKYJIUT (kKpome ckaimbrma v | 0 muiu 1
HOT'TEBBIX (hajaHr)
N3bsa3BieHue Koxu (MCKiIro4Yas TpoM003bl) B TeueHue > 6 mecsitieB | 0 unu 1
JlnabeT (He3aBUCHUMO OT JICUCHHS) 0 v 1
3510KkauecTBeHHbIE HOBOOOpa3oBaHusi (kpome gucrazuu) (2 |0, 1 wmm 2
Oanna, ecnu > 1)
Pannsis oBapuanbHas HEJOCTAaTOYHOCTH (MeHomay3a y >keHmuH | 0 uiu 1
Monoxe 40 et
HenocraTtok pocra 0 wm 1
OTtcpoueHHbIN mydepTat 0w 1




O061mii 6as ‘
IIpumeyanue: GUKCUPYIOTCS TMOBPEKICHUS C MOMEHTA MOATBEPKICHUS IMarHO3a
CUCTEMHOW KpacHOM BOJYAHKM IIPU KIMHUYECKON OILICHKE, TOBPEXKICHUS
MPEACTABIAIOT COOOM MEPCUCTUPYIONIME HU3MEHEHUsS B aHATOMUH, (U3HOJIOTHUH,
NATOJIOTUM WM (DYHKIMH, KOTOpbIE MOTYT OBITb PE3yJIbTaTOM MPEeIbIayIIeiH
AKTUBHOCTU 3a00JICBaHUSA, OCJIOXHEHUSMU TEpaluu WM COMYTCTBYIOIIUMU
COCTOSIHUSIMH, HE OOYCIIOBJICHBI AaKTHBHOCTHIO 3a00JICBaHWS B HACTOSIIEM W
MPUCYTCTBYIOT KaK MUHMMYM B T€UEHHE TocieAHux 6 mecsueB. OJHO U TO ke
MOBPEXKICHUE HE MOXKET OBITh OIICHEHO NBaKbl. [loBpexaeHns 4acTo HeOOpaTUMBI
U KyMYJIATHUBHBI, TAKHM 00pa3oM, 0ajul MO IIKaJie MOBPEKIACHUN B OOJIBITHHCTBE
Clly4aeB pacTeT WJIA OCTAETCS HEU3MEHHBIM C TEeYeHHEeM BpeMeHdu. OmHako
HEKOTOpbIe (DOPMBI MOBPEKACHUN MOTYT YIYUIIUTHCS M JaXK€ UCUE3HYTh Yy JETEH,
TakKuM 00pa3oM, B HEKOTOPHIX clydasx Oalll MO IIKaje MOBPEKICHUN MOXKET
CHUBUTHCS (T. €. MPOSIBIICHUS, UMEBIIIMECS paHEEe U UCUYE3HYBIIUE, OyIyT OIICHEHBI B
0 OanmoB Ha MOMEHT HACTOSIIETO OCMOTpa). Bce CHUMITOMBI COOTBETCTBYIOT
[JIOCCAPUI0  TEPMUHOB  OpPUTMHAIBHOM  mKanbl  MHOEKC  MOBpEXACHUS
MexnyHapoIHOU accouranuu 110 JICYEHHIO CHUHJpOMA KpacHOH
BOJTYaHKH/AMEPUKAHCKON KOJJIETMM peBMaTojioroB. OJHaKO pPEeKOMEHIOBAHO
KOPPEKTUPOBAaTh MPOTEUHYPHUIO HA POCT W MACCy Tejla ISl MaJECHbKHX JETEH.
Henocratok pocra onpenensieTcss Kak HaIM4YME ABYX M3 TpEX MPU3HAKOB: 1) pocT
HIDKE TPETHETO MEPLEHTUIIS JJIsl BO3PACTHOM IPYIIbBL; 2) CKOPOCTh POCTa B TEUCHUE
6 MecsIeB HUXE TPEThEero MEPUEHTWIS I JTaHHOW BO3PACTHOM TPyMIibl; 3)
nepeceueHrue Kak MUHUMYM JBYX nepueHtuient (5, 10, 25, 50, 75, 95 %) na mxkane
pocTta. Y KaXAO0ro naudeHTa IPU OLEHKE POCTa BCETJAa HYXKXHO OLEHHBATh, HE
SBWJIACH JIM 3aJIep’KKa POCTa MPUYMHON HU3KOro pocta. OTCpOYECHHBIN MyOepTar
OTIpeIeISIETCS KaK 3a/IepKKa B PA3BUTHH BTOPUYHBIX MOJIOBBIX MPU3HAKOB Ha OoJiee
yeM 2 SD HUKe CpeIHEero 3HaY€HUs NIl JaHHOM BO3pAaCTHOM IpyIIbl o TaHHEDPY.
JInst OoleHKM 3aJlepKKM pOCTa W OTCPOUYCHHOro MybepraTa cleayeT MPUMEHSTh
HAIMOHAIBHBIC CTAHAAPTHI WJIM CTAHIAPTHI JJI PACOBOM/3THUYECKOW TPYIIBI, K
KOTOPOW OTHOCHUTCSI TAIMEHT (€CIU TaKOBbIE HMMEIOTCS), a HE MEXIyHapOJHbIC
CTaHJAPThI

JlaGopaTopHble ucciaenopanus [1,5,6]:

*  OOmmi ananmu3 kpoBu: yBenuueHue COD, mnelkoneHus ¢ JTUMQOTICHUEH,
TPOMOOITUTOTICHHUS, TEMOJIMTHYECKAsT aHEMHUS C TMOJOXKUTENbHOU peakiuenn Kymbca
(npsimoii Tect Kym6Oca / mpsiMoii TecT Ha aHTUTTIO0YJIHH);

*  Koarynorpamma, ompeneneHue (GyHKIMNA aAre3Md U arperaiud TPOMOOIIUTOB:
KOHTpOJIb TemocTaza, J[ numep, wmapkepoB TpomoOo3a mpu ADC, KOHTPOIb
TpoMmboruTapHoro 3BeHa remoctasza. J[ns CKB xapaktepHbl M3MEHEHHS B CHCTEME
reMoCTasa Mo THUITY TUIIOKOATYJISIIIUY U TUTIEPKOATYJISIIUY;

. buoxumudeckne wuccienoBaHus KpOBH. o0OIui Oenok, OelKoBbIe (paKiuH,
anpOymuH, xonectepun, JIITHII, JIIIBII, CPb, moueBmHa, KpeaTWHWH, MOUYEBas
KHCJIOTa, OOUui OMIIMpYyOUH, CBOOOIHBIM M CBSI3AHHBIM OWIMPYOHH, TIIIOKO3a, KaJIUM,
HaTpu, MOHW3UPOBAHHBIN Kanbiui, Gepputun, JIAI', tpurmuuepunasl, AJIT u ACT,
KOK, I'TT, menounas dhocdaraza, amuiiasa, immnasa, xxejie3a CBIBOPOTKH KPOBH;



. Onpenenenue  aHTUCTpenToNM3MHA-O B CBHIBOPOTKE KPOBU C  LEJBIO
BBISIBJICHUS/UCKITIOYEHUS! HMH(DUIIMPOBAHHOCTU [} TE€MOJIUTUYECKUM CTPENTOKOKKOM
rpynnsl A;

. HccnenoBanre ypoBHS MPOKAIBIMTOHWHA B KPOBH BCEM MAIlMEHTaM C LEJBIO
BbIsiBNIeHUs/uckitoueHus: cerncuca; npu CKB 0e3 MHMEKIMOHHBIX OCIOXHEHUNH — B
npenenax peepeHTHBIX 3HAaUCHHUI;

. Ceposiornueckue uccnenoBanusa kposu: k renarutam A,B,C, IIMB, BOb, BIII'1,2,
aHTUTEJ K MTHEBMOLIMUCTAaM, XJIAMUIUSM, MUKOTLIa3MaM;

*  VMMyHOJOrn4yeckue ucciaeaoBaHusl KPOBU:

— Awntunykineapasii  paktop Ha HEp-2 xnerkax (HPU®) BwisBisercs y 95%
MAIMCHTOB, SBIISETCS YYBCTBUTEIIHPHBIM TECTOM, OH HE SIBIIICTCS CIICIIH(PUICCKUM;

— AHTHHYKIIeapHbIe aHTHTeNA Kiacca 1gG metogom MDA

— OmnpenereHHe ypOBHS aHTHUTEN K JKCTparupyeMbiM sjiepHbIM aHTureHam (ENA)
MeroaoM MDA - 6onee crienipuyHbL;

— Amnrurena x asycnupansHoit JJHK kmacca 1gG  meromom MDA u HPUD (y 40—
70%), Oomee cneuupuunbl st CKB, moTtoMy 4YTO OHHM peako OBIBAOT
MOJIOKUTENBHBIMA Y 3JI0POBBIX JIIOJIEH WU TPU  JAPYIHMX PEBMATOJIOTUYECKUX
3a00€BaHUsAX. OTH aHTHUTENIa YacTO HCIOJIB3YIOT JJii MOHUTOPHUHTA AaKTUBHOCTH
3a00seBaHusl, IOTOMY YTO OHU UMEIOT TEHICHIIMIO MPUCYTCTBOBATH B BHICOKUX TUTpPAX
BO BpEMs aKTHUBHOTO 3a00JieBaHUs, OBITh MPEIUKTOPAMHU BCIBIINIEK 3a00J€BaHUM,
KOTOpPBIE OOBIYHO YCHUIIUBAIOTCS 10 000CTPEHUSI CUMIITOMOB, OCOOCHHO B TTOUYKAaX.

*  Anxrturena k Sm-antureny (20—-50%) Beicokocnieuuduunsl s CKB;

*  Awntutena k PHK — momumepasze (60-80%) (Ro/SS-A — antureny m La/SSB —
antureny, antu-RNP-a) Beicokocnerupuunsl 1151 CKB;

*  Ax"tudochomunuaneie antutena — AT k kapaunonununy kiacca IgG u IgM, AT k
B2-rmukonporenny | cymmapHsbie, BomdanouHbi anTUKoaryssHT (LAL/LA2);

*  Peakuus BaccepmaHa - cTOMKas JIOKHOIIOJOXKUTENIbHAsA peakuus Baccepmana mpu
71a60paTOPHO MOATBEPKICHHOM OTCYTCTBUU CU(IINCA BXOJUT B KIaCCU(UKAIIMOHHbBIE
kpurepun CKB;

 Anturena kimacca IgG x rucronam meronom DA (Gosee xapakTepHbI s
JIEKapCTBEHHO - BOJIMAHOYHOMIO0OHOTO cuHapoma, npu CKB — accomuupoBanbl ¢
pa3BUTHEM apTPUTA);

*  Omnpenenenue kommnoHeHToB (C3, C4) nmnda ycTaHOBJIEHUS JIMarHo3a B
COOTBETCTBHHM C Ki1accupukanroHHbiMu kKputepusimu CKB;

*  Onpenenenue coaepkKaHusg UMMYHOTJIOOYJIMHOB CHIBOPOTKM KPOBH JUIsSl OILIEHKU
COCTOSIHHSI UMMYHHOI'O CTaTyca, YPOBEHb UMMYHOIJVIOOYJIMHOB KPOBH CHIBOPOTKU MPH
CKB MoOeT ObITh MOBBIIICH MPY HAIMYUU BHICOKOTO TUTPa ayTOAHTUTEI;

*  IIpoBenenue UMMyHO(EHOTUITUPOBAHUS TIepUDEPUIECKON KPOBU BCEM TMallMCHTaM
JUISL BBISIBJICHUSI CYONOIYJISIIUOHHOTO coOcTaBa JHUMQOIMTOB (OCHOBHBIX) C IIEJIBIO
BBISIBIICHUS/ICKJTIOYEHUSI WMMYHOJEC(PUITUTHBIX COCTOSHHN ¥ OILIGHKH aKTUBHOCTHU
3a00J1€BaHN,;

. Bomyanounsie  knetku, P®, kpuornoOynwHBI, [UTOKUHBI, HEONTEPHH,
pacTBOpUMbIE KieTouHble MoJeKyibl aare3uu, ALLIL, AHIIA, onpenenenue T3 u T4
(00X ¥ CBOOOMHBIX), YPOBHSI THPEOTPOITHOTO TOPMOHA B CHIBOPOTKE KPOBH, aHTUTEI



K TUPEOTIO0YIMHY U TUPEOTIEPOKCHIa3e - KIIMHINUECKOE 3HAYCHHUE ITHX JIAOOPATOPHBIX
Hapymenuii npu CKB HeBenmko (1o nmokasaHusMm);

e OOmwmii aHaJIM3 MOYH: IPOTEUHYPHSL, TEMATYPHsL, MINHAPYPUS, TCUKOLUUTYPHS;

*  OmpeneneHue CKOPOCTH KIIyOO4KOBO# ¢uibTpanuu noyek mo ¢opmynie IlIBapua
IS BBISIBIICHUSI TIOPAKEHUH TIOYEK;

*  MukpoOuoOIOTHYECKHE  HUCCIEAOBAaHUS KPOBU U MOYM  (MAlUeHTaM ¢
KJIMHAYECKUMH M JIa0OPaTOPHBIMU TNPHU3HAKAMH OCTPOTO BOCHAJIUTEIHHOTO OTBETA -
Cercuca);

 O6cnenoBanne mamuenToB ¢ CKB ©Ha Hammume TyOepkyneza miepen
Ha3HaYeHHeM/CMeHON nMmMyHoaenpeccanToB u/uinu ['BIT;

. Omnpenenenue anturen kinaccoB M, G (IgM, IgG) k Bupycy ummyHoaedunnra
yenoBeka BUY-1;

* Tloyeunas Owoncus: (EHOMEH «IPOBOJIOYHOW TMETIW» - YTOJNIICHHE W
roMoreHu3anus 0a3aibHOM MeMOpaHbl KanWLISIPOB KIYOOYKOB 3a CYET OTIIONKCHHS
UMMYHHBIX KOMIUIEKCOB, KOMIIOHEHTOB KOMILJIEMEHTAa 1 UIMMYHOTJIOOYJIMHOB, a TaKXKe
BUPYCOIIOI00HBIX BKIIOUEHU;

HNHcTpyMeHTA/IbHBIE HCCJICI0BAHMSA:

*  OKI': orieHKa cep/IeuHOM JIeSITEIbHOCTH;

*  OxoKI: mpu3Haku nepukapauTa, MUOKapInuTa, YHA0OKapAnUTa, BaIbBYJINTA, & TAKKE
MPU3HAKY JIETOYHOM TUIIEPTEH3HH;

. VY31 OBII: yBenuueHne NEYEHU W CEIE3CHKH, MOMKEITYIOYHOU JKENE3bl, MOYEK,
HapyILIEHUE AXOT€HHOCTH HCCIEAYEMBIX OPraHoOB, KPOBOTOKA, HaJU4HME >KUIKOCTH B
OpIOITHOM TOJIOCTH;

*  Pentrenorpadus OI'K: npusHaku MHQUIBTPATOB, MJIEBPUTA (IKCCYTATUBHOIO H
CyXOro), dYalle JBYXCTOPOHHErO, peXe IMpPU3HAKKM MHEBMOHHUTA. Penko mnpu3HaKu
JIETOYHOM TUIEPTEH3UH, OOBIYHO KaK CJIEICTBUE PELMIMBUPYIOIINX 3MOOIUH JIETOYHBIX
cocynoB nipu ADC. Taxxke ¢ 1enplo UCKII0YeHUS TyOepkye3a npu HazHaueHuu [ VIBT;
*  Penrrenorpadguss  cycraBoB, KocTei  —  dnudU3ApHBIA  OCTEOINOPO3,
IIPEUMYILECTBEHHO B CYCTaBaX KHUCTEH, pEeXKe — B 3aIIICTHO-IISICTHBIX U JIy4e3amsiCTHBIX
CyCTaBax, HICTOHUYEHHE CyOXOHIPANbHBIX IUIACTUHOK, MEJIKHE Y3YPbl CYCTaBHBIX KOCTEH
(b B 1-5% cityyaeB) ¢ moaBbIBUXaMH,

*  Pentrenorpadus kocteil Taza — BBISIBJICHHE AacCENTUYECKOTO HEKpPO3a TOJIOBKU
OepeHHOI KOCTH (110 TOKA3aHMSIM).

* VY3U cycraBoB — BO3MOXXHO HAJIMYUE BBINOTA U YTOJNILEHUS CHHOBUAIBHOU
000J104KH CyCTaBOB (110 MTOKA3aHUSIM);

« KT OI'K: sBiaeHuss nHEeBMOHHUTA, IJIEBPUTA, HHPUIBTPATUBHBIE W3MEHEHMS,
XapaKTEpHbIE [JIi TeMOPPAaruyecKoro ajbBEOJUTa, CUMITOM «MAaTOBOIO CTEKJIa» U
uH(papKTa JIerKoro;

« KT u MPT OBII, nouek, 3a0prOIMMHHOTO MPOCTPAHCTBA, MAJIOTO Ta3a: WH(APKTHI
MapEHXUMATO3HBIX OPraHOB, OKKJIIO3HsI COCY/IOB, YBEJIMUYEHHE IE€YEHU M CEJIC3ECHKH,
MOJKEITyIOYHOM  KeNe3bl, I0YEK, H3MEHEHHE CTPYKTYpbl OpIraHOB, MXHUIKOCTb B
OpIOIITHOM MOJIOCTH, OHKO/TeMaTOJIOTHYeCKuX 3a00eBaHuil, TyOepKyse3a, abcueccos;

* KT u MPT ronoBHOro Mo3sra, ucciaeoBaHue JIMKBOpA: IPU3HAKA KPOBOU3IMUSIHUSA,
MHCYJbTA (10 TOKA3aHUsM);



* MPT cnuHHOrO MO3ra ¢ BHYTPUBEHHBIM KOHTPAaCTUPOBAaHHUEM C IPUMEHEHHEM
AHECTE3UOJIOTUYECKOTO IMMOCOOUs, MO TMOKa3aHWsM TMalMeHTaM C HIDKHEH BsUION
naparuierued, HapylIeHUEM Ta30BbIX (YHKIMI C 1ENbI0 BBISBICHUS/UCKIIOUCHHUS
00BEMHBIX 00pa30BaHUIl U BBISIBJICHHS MONEPEYHOTO MHUEIINUTA;

«  JIByxdHepreTruyeckas PpPEHTTEHOBCKash OCTEO-IICHCUTOMETPHS: i1  OLICHKHU
CHUKEHUSI MUHEPAIbHOU MJIOTHOCTU KOCTHOM TKaHU (110 MOKa3aHUsIM);

*  D3odaroracTpoayoIeHOCKOIM: MPU3HAKK TracTpurta, 330darura, AyOoJCHUTA, Yy
NAIMEHTOB, noxyvaromux tepanuio ['K: 3po3un u si3Bbl BEPXHUX OTAETIOB KEITyT0YHO-
KHUIIIEYHOTO TpakTa (10 MOKA3aHUsIM);

e Dnaextpomuorpadus: MUO3UT (TI0 TIOKA3AHUSM);

*  DnekrposHuedanorpadus: CymopokHas TOTOBHOCTb, MPU3HAKU SIUJIETICUU (10
MOKa3aHUSIM);

» IlpoBenmenue MyHKIMM KOCTHOTO MO3Ta, IIUTOJOTHYECKOE HCCIIEIOBAHHE Ma3Ka
KOCTHOIO MO3ra, THUCTOJOTHYECKOE M IIMTOXMMHUYECKOE MCCIEIOBAHUE IIpernapaTa
KOCTHOI'O MO3ra, nojcdeT (opMynbl KOCTHOro wmo3ra g JauddepeHnuaibHoMl
JTUArHOCTUKM ¢  remOnacto3amu, JuM@ornpoiudepaTuBHbIMU  3a00JIEBaHUSIMU,
METaCTaTUYECKUM MOpPaXEHUEM KOCTHOro Mosra, A0 HasHaueHus ['KC w/wnm
uMmmyHoaenpeccanta, w/win 'UBII (mo nmokazanusm);

*  Bbponxockonusi, aHruorpadusi, KOJOHOCKOIHUS, (PYHKIMOHAIbHBIE TECThI: MPHU
HaJMYHMH TTOKa3aHUH.

IHoxa3aHus 119l KOHCY/JIbTALMHU CHECLHAINCTOB

* KOHCYJIbTAIMsl HePpoJora — ¢ LEebI0 ONpeeSieHUs] TaKTUKH JedeHus rnpu BH;

* KOHCYJIbTALIMSI HEBPOJIOTa — IPU PA3BUTHUU HEBPOJIOTMYECKOW CHUMIITOMATHKH; a
Taxke npu passutuu [IMJI, y manreHTOB HA UMMYHOCYIIPECCUBHOM TEPANUK, BKIIIOYAs
pUTYKCUMAO;

* KOHCYJbTallMs IICUXHATpPA — IMPU HAJUYUUA TICUXOTUUYECKHUX PACCTPOUCTB IS
pellIeHus: BONpoca O Ha3HAYEHUU MCUXOTPOMHON Tepanuu, HEOOXOANUMOCTH JICUEHHUS B
CHEUMAIU3UPOBAaHHOM  CTauMoOHape (IICHX03, JENpPecCHsi, COMPOBOXKIAKOLIUECS
CYMIIMJATbHBIMU MBICIISIMH );

* KOHCYJbTALMs OKYJIMCTA — [IPY 3PUTEIIbHBIX HAPYILICHUSX;

* KOHCYJNbTAIMSl XUpypra — NpH HaIU4Yuh OOJNM B JKMBOTE C PBOTON «Ko(eitHOM
TyLIEN» U JUapeeu;

* KOHcynbTalus anruoxupypra — npu ADC ¢ Tpombo3amMu CoCcy10B;

* KOHCYJIbTAIIMSl DOHIAOKPUHOJOTa — NPU AyTOMMMYHHOM THUPEOMJIHUTE W JIPYTrou
SHJIOKPUHHOUW MATOJIOTUH;

* KOHCYJbTAIMS MHPEKIMOHUCTA — MPU MOJIO3PEHUN HA Pa3BUTHE UHTEPKYPPEHTHOU
HH(EKINY;

* KOHCYJIbTAIMSI FEMATOJIOra, OHKOJIOTa — MPU MOAO3PEHUHA OHKOI€MATOJOTHYECKOTO
3a00J1€BaHN,;

* KOHCYJIbTAIIMS TAaCTPOIHTEPOJIOTa — MPU MOPAKEHUU CIUZUCTON PTa, MPU AUCHATHH
(uacto accouuupyercsi ¢ ¢peHomeHoM PeliHO), mMpuU aHOPEKCHH, TOLIHOTE, PBOTE,
auapee, NeNTUYECKUX s3Bax.

NB! Koncynbranuu Apyrux y3KuX CIEeHUaINCTOB — MO MOKA3aHUSIM.



2.2 InarHOCTHYeCKHIi aJITOPUTM:

Ta6mua 6 - Anroputm anarsoctukn CKB (EULAR/ACR) [3,4].
Knaccudunuposars 3ab6oneBanne kak CKB npu: AH® > 1:80. AuTuHyKIeapHbIe
anturena B TtuTpe >1:80 mpu wucnonp3oBanuu HEP-2 KneTok WM MO3UTUBHBIC
pe3yabpTarbl dSKBUBaJEeHTHBIX MeTofoB; CRD > 10 b npu nammuuu 10 unu Ooinee
KPUTEPUEB.

Kiunuyeckue KpuTepuu b KiinHu4eckue Kpurepuu b
KoHcTuTymmoHajibHble CUMITOMBI ['emaTonoruueckue HapymeHus
Jluxopasnka 2 JlelikoneHus 3
ITopaxeHue Koxu TpomOonUTOIICHHS 4
Anonenust (HepyOI110Bas) 2 AyYTOMMMYHHBIN IT'€MOJIN3 4
N3bs13BIEHNE CIAUZUCTBIX 2 [TopaxeHune noyek
[TonocTpoe/nuckonHoOE 4 [IpoTeunypus >0,5 r/cyT 4
MOPAKEHUE
OcTpast KoKHasi BOJTYaHKa 6 JIronyc-uedpur | / V knacca 8
ApTpUTHI JIronyc-uedpur 1/ 1V xnacca 10
CunoBur >2 6 NmmyHo0rHYEeCKHE b
bone3neHHOCTh >2 KpUTEpHH
YTpennsis ckoBaHHOCTB >30 MUH
ITopaxeHrne HEpBHOM CUCTEMBI AHtutena x pochonunuaam
Hemmpuii 2 aKJI 1gG >40/anTu-pI' TII 2
IgG>40/BA
IIcuxo3 3 KoMIioHeHThI KOMILIEMEHTa
Cynoporu 5 Huzkuii C3 uinu C4 3 3
Cepo3uTsl 4 Huzkuit C3 u C4 4 4
[IneBpanbHbIl/IEpUKApAUATBHBIA | D Bricokocnenuduunbie aHTUTENA
BBITIOT
OcCTpblil NEPUKAPAUT 6 Anturena k 2xcn JJHK 6
AHTH-Sm aHTUTENA 6

Cpemn kpurepueB kjaaccupuxkaumu EULAR/ACR-2019 wumeer Hamiayuliee
coyeTaHUWe YYBCTBUTEJBHOCTH W crnenqupuYHOCTH, HO TpeOyeT HaIuuus
nonoxutenbHoro ANA B KauecTBe KpuTepus BKIOUeHUS. [l AMarHOCTUKH
HEKOTOpPbIE MalUEeHThl MOTYT ObITh ANA-OTpULIATENBHBIMA; B TAKUX CIydasX HU3KHU
YPOBEHb KOMILIEMEHTA HM/WJIH MOJOKUTEJbHbIe AHTH(OCHOJIMINIHbIE AHTUTEIA
MOXKHO HCIIOJIb30BaTh B KAaueCTBE AJIBTEPHATUBHOIO KPUTEpPHs BXOAA B AJITOPUTM
kjaccuduxanuu. JJs naMeHToB, KOTOPbIE HE TOCTUTAIOT Opora Kiaccupukaiui (T. €.
ounenka EULAR/ACR <10), Bk/Il0UeHHE CBETOYYBCTBUTEJIbHOCTH (OMpeaesieMoil B
cootBercTBUM ¢ kputepusimu ACR-1997) (puc.1).
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2.3 JnddepenumanbHblii

AMArHo3 "

uccaenoBanmii: [1,5-7]:
Ta6auna 6. JuddepeHnmanpHpIli JUArHO3 CUCTEMHOW KPACHOW BOTYaHKHU

000CHOBaHME

JOMOJIHUTC/IbHBIX

Jnarsos ObocHOBaHuE Ob6cnenoBanus Kpurepuu
TUTSI UCKJTFOUEHHUS
muddepeHunannb JMarHo3a
HOM
JMArHOCTUKHU
PeBmartnyeckue 3a0601eBaHus

CucreMHbIH ApTpur, OAK, AH®, CPb ITopaxxenue

IOBEHWIbHBIA | MUAJITHS, B nepuoa akTMBHOCTH CyCTaBOB HOCHUT

UJIAOIIATUYECK | BBICOKAs HEUTPOPUIbHBIN CTOMKH,

Wi apTpUT JIUXOpAJKa, JIEUKOLIUTO3, MPOTPECCUPYIOIIUI
MakyJjonamyJjae3H | TpoMOouuTo3 (a He XapakTep,  KOXKHbIE
asi ChlIlb, JeHKONEHUs, U3MEHEHUS HOCSIT
auMmpoaZeHonar | TPOMOOLUTONIEHUS KaK KpPaTKOBPEMEHHBIN
us, npu CKB), AHO Xapakrep,  SBISACH
CIUICHOMETAJIMs, | OTPULATEIbHBIN. CaTEeJUINTOM
CEPO3UT JUXOPaJKU




IOBeHunbHbIN | MbIlIEUHBIE HccnenoBanue XapakTepHble
JepMaTOMHO3 | OOJIM U CIA0OCTh, | MBIIIICYHBIX PEPMEHTOB | KOXKHBIE TPOSBICHUS
UT 6omu B cycraBax, | (AJIT, ACT, KOK, JIII" | (mapaopOutanbHas
ChIIb aJbJ10J1a3bl), TIO JIUJIOBasg ~ JpUTEMA,
rnokasanusm - MPT cugapoM ['oTTpoHa,
MBIIIILL, OMOTICHS MBI, | SpUTEMA HaJ
OMTI' JIOKT€BBIMH u
KOJICHHBIMH
CycTaBamm),
IpOrpeccUpyroIas
MBIIlIeYHas c1a0b0CTh
CucremMHbIe JIuxopanxa, OAK (JIeitkouuros, CumnromaTuka
BACKYJIUTHI apTPUTBHIL, TPOMOOITUTO3), ONpeeNAeTCs
apTpaJiruu, nosioxkuTebHbId ANCA | rilleMuuecKkumMu
noyimMopdHas M3MEHEHHSIMU B
ChIllb, OpaJIbHBIC OpraHax " TKaHSIX
A3Bbl, CEPO3HUTHI, BCJIEJICTBUE
MOpaKEHUE BOCITAJICHUS U
Mo4YeKk — HepHur, HEKpPO3a COCYIUCTON
HHC u np. creHku. [lopaxkenue
aHEeMMUSL. HEPBHOU CHCTEMBI
MPEUMYIIECTBEHHO B
BUJIC
MHOKECTBEHHBIX
MOHOHEBPHUTOB.
JlenikonuTo3,
TPOMOOITUTO3.
IOBenmibHas | CuMMeTpuuHblii | PEeHTreHonoruueckue Tunnunsie
CKJIEpPOAECPMH | TOJIHAPTPUT, MPU3HAKH (OCTEOU3, M3MEHEHHUS KOKU U
A (denomen PeitHo, | pe30pOLKs KOHILIEBBIX MTOAKOXKHOMN
MOJIMCEPO3UT, (danaHr), KaJablIUHO3 KJIETYATKH
KOHCTUTYIIMOHAJ | MSATKUX TKAHEH; (YyrioTHeHue,
bHBIC HAPYIICHUS | KaMJUIIPOCKOIIHS aTpodusi, HapyIICHUs
MMUTMEHTAIIUH );
CyCTaBOB
(npeobnananue
buOpPO3HBIX
M3MEHEHHU),
JKEITy10YHO-
KUIIIEYHOTO TPAKTA,
Cunapom [TommapTpwur, Onpenenenue antuten K | JIMTEIbHBINA TpUeM
JIEKAPCTBEHHO | KOKHBIN TUCTOHAM JIEKapCTBEHHBIX
1 BOJTYaHKH CUHIPOM, CPEIICTB, CIIOCOOHBIX
dboToceHcuouIn3 HUHyITUPOBATh
anus, BOJTYaHOYHOINOJOOHBI




renaTocijieHOMe U cuHapOM
rayus, (aHTUTUIIEPTEH3UBHBI
MOJIUCEPO3HUT, e,
JMXOpajKa, aHTUAPUTMHYECKUE,
JeKoneHus, MPOTUBOCYAOPOKHBI
MOJIOKUTEIbHBIN e npemnapartsl). Peako
AHO, LE- BCTPEYAIOT TSKEIIOE
KJIETKH, MopakeHue Moyek,
aHTHUTEIIA K IHHC,
OJTHOCIIMPAIIBHOU TPOMOOLIUTOTIEHUSI.
JJHK ITocne oTMeHbI
JIEKapCTBEHHOTO
CpeacTBa
KJIMHAYECKast
CUMIITOMATHKa
perpeccupyer B
Teuenne 4-6 Hexenn
Ocrtpas JInuxopazka, OAK (neiikonuro3s), Brisicuenue
peBMaTHUYECKA | KOJKHbBIC ucclieaoBanue Ha 3 aHaMmHe3a (3a 2 -3
S IUXOPAJKa | BBICBHITAHUS, rEMOJIUTUYECKUI HeJlenn
apTpairuy, Streptococc rpynmst A., CTPENTOKOKKOBas
apTPUTHI, KAPJIUT | MOBBIIICHHBIC TUTPHI UHpEKINS),
aHTUTEN K «MOJIKOKHBIC
crpentonusuny (ACJIO), | y3enku»

OKT', 9XOKTI
NHdeknmonHbie 3a00JICBaHUS
bosie3nb [Topaxxenue Ceponoruueckoe Onuja. aHamHe3
Jlaiima pa3IUYHBIX HCCJIEI0BAaHNUE (mocetenue seca,
OpraHoOB U (BBISIBJIGHUE aHTUTEN K MpUCAChIBAHUE
CUCTEM: KOXH, OOppesusM B CBIBOPOTKE | KJIEIa),
HEPBHOMU KpOBH, MUTpUpYIOLIas
CUCTEMBI, nepeOpoCIMHANBHON U spUTeEMa,
cep/ilia, CyCTaBOB | CHHOBUAJIbHOM peruorajibHas
KHUIKOCTSIX) muMdoaaeHonaTus,
KOHBIOHKTUBUT,
CBETOOOSI3HB
HNepcunnos JInxopanka, baknoceB MmokpoThl unu | KoxkHbIE TOKPOBBI,
MHUAJITUH, Ma3Ka U3 HOCOTJIOTKH; CKJIEpHI TJ1a3
apTpaJiruu, aHaJu3 KPOBU Ha OKpallIuBaIOTCA B
ChIIIb, HUEPCUHHO3; JKEJTHII I[BET.
auMmpoaZeHonaT | uccleJOBaHUE YBEIUYCHHE
U, CHUCTEMHOE | CHHUHHOMO3IOBOM CEJIE3EHKHU, quapes
MOpaXeHUe KUIKOCTH;
pa3IMYHbBIX aHaJIu3 MOYH, KEITIHU U
OpraHOB U | KaJIa HA HEPCUHUO3;




CHUCTEM

CEPOJIOTHYECKUE METOIBI
(PIITA, TTLP u 1p)

Hpyrue 3a060eBanus
I'emarosoruye | JIuxopazuka, OAK, miurenbHOCTb I'emopparnueckuii
CKHE YBEIIMYEHUE KPOBOTEUECHUSI, CUHJIPOM pa3HOI
3a0oneBaHusl | TUM(ATUYECKUX | PETPAKIIMH KPOBSIHOTO CTENIEHU
(uauonaTuyec | y3JoB, CT'YCTKa, PETUKYJIOIIUTO3, | BEIPAXKEHHOCTH
Kast c1aboCTh, cheponuThl B Ma3Kke (meTexuu, HOCOBBIE
TPOMOOILIMTON | FOJIOBHBIE O0OH, | KPOBH; YPOBEHb KPOBOTEUECHUSI,
eHUYEeCKas aHeMHs, HECBSI3aHHOTO KPOBOTEUECHUS B
nypmypa, TpoMOOIUTONEH | OUIUpPyOuHa, TI0 MOJIOCTHBIE OPTaHBbl,
TEMOJINTUYECK | Ui MOKa3aHUsIM CTEpPHAJIbHAS | HHCYJIBT U JIp.).
asi aHeMus) TYHKIIUS CmuieHOMeranus
Jlumdonponu | [lomuaptpur, [TyHKIIMM KOCTHOTO 3HAYUTEIBHOE
dbepaTuBHBIE | TUIEBPUT, Mo3ra (cuuHTUrpaduu YBEIIMUEHHE
3a00jIeBaHUsl | JIMXOPAJIKa, KOCTEH), IIUTOJIOTUYECKOE | pa3MEPOB
(iumdorpany | MUO3HT, HCCIIEIOBAaHUE Ma3Ka TuM@aTUIECKUX
JIOMaTo3, KOHCTUTYLIMOHAN | KOCTHOI'O MO3Ta, y3JIOB Ha 1IEe, B
auMdoma); bHBIC TUCTOJIOTHYECKOE U MOAMBIIIIEYHBIX
['emabnacTo3 | HapylieHus, UTOXUMHUYECKOE BIIQINHAX WJIU B
bl MOJIOKUTENIbHBIA | MCCIIEOBAHUE Mperapara | maxy, B IpyJIHON
AH®, aHemus, | KOCTHOIO MO3ra, MOJICUET | KJIETKE U OPIOIIHOM
YCKOPEHHOE (bopMyIIBl KOCTHOTO MOJIOCTH;
COD Mo3ra, OMOTICHHU 3aTpyaHECHHE
YBEIIMYEHHOTO JIbIXaHUS WU
aumboysna ¢ KallleJlb;
MOCIIEYOIIUM renaToCIeHOMEraan
LIUATOJOTUYECKUM U A
TUCTOJIOTUYECKUM
HCCIIEIOBAHUEM
OouonTara
Bocmanurens | CmabocTs, NneokonoHockomusl, KOHBIOHKTHBHUT,
HBIC YCTaJIOCTh, Ouorcusi TKaHeu, YBEUT, aHTUMUT,
3a00JIeBaHUsl | TIOBBIIIICHUE TUCTOJIOTHYECKOE KUIIICYHBIC CBUIIH,
KHUIIIEYHUKA TEMIEPATYPHI, WCCJIEIOBAHNE OMOTITATOB | JKUPOBask AUCTPOdUs
(6ome3HB 001 B JKHBOTE, TICYCHU,
Kpona, CTOMATHT, HedpoauTHas,
S3BCHHBIN apTpUT aMUIIOU03 TTOYEK
KOJIUT C
CUCTEMHBIMU
MIPOSIBJICHUSIM
1)
bonesznu Ortexu, Moua | buorcus nmouek Her nuxopanku
MOYEK 1BETa CTOMKOM,
(roMepysioHe | pyKaBUMHBI. XapaKTEePHBIX




bpuT U ap) YMeHbleHue MOpaKeHUN KOXKH,
KOJIMYECTBA CYCTaBOB,

MOYH. CHUCTEMHOTO
['onoBHast 6ob, MOPaXCHHsSI OPTaHOB
oo B
TIOSICHHMIIEC.

PBora, mioxoe
CaMOYyBCTBHE,
0JIETHOCTD

3. TAKTHUKA JIEYEHUSI HA AMBYJATOPHOM YPOBHE [ 510 12-24];

» tepanus npu CKB cTpouTcs Ha maroreHEeTHYEeCKMX NPHUHIMIAX W HalpaBJICHA Ha
IIO/IABJICHUE CUHTE3a ayTOAHTUTEJ, CHWKEHHE aKTUBHOCTH MMMYHHOI'O BOCIIAJICHUS,
KOPPEKLHUIO F'€eMOCTa3a;

e ompeaensercs Ui KaXA0ro pebEHKa UHAMBUAYaJbHO C  Y4E€TOM  €ro
KOHCTUTYLIMOHAJIbHBIX OCOOCHHOCTEN, KIIMHUYECKUX IposiBiieHui u aktuBHOCTH CKB;

* 3(p(EeKTUBHOCTH paHEe MPOBOJAMMOI Tepanmuu M €€ MEPEHOCUMOCTH, a TaKkKe U
APYTUX apaMeTpOB;

* JICYEHHE MPOBOAMUTCS JITTUTENBHO U HEMPEPHIBHO;

* CBOEBpPEMEHHO 4yepe10BaTh MHTEHCUBHYIO U MO//IEPKUBAIOIILYIO
MMMYHOCYIIPECCUBHYIO TE€paIUIO C yueToM (a3bl 3a00JIeBaHUS;

* OCYIIECTBISATH MOCTOSHHBIA KOHTPOJIb €€ 3(P(HEKTUBHOCTH U O€30MaCHOCTH;

» Bce netu ¢ CKB momxHBl momyyaTh Tepamuio ruapokcuxiopoxuHom (200—400
MI/CYT. — IJIMTENbHBIN TTpueM, odTaabMooTuueckoe odcnenoBanre 1 pas B ron);

* IPEeIyCMOTPETh PUCK TPOMOO3a U HEOOXOAUMOCTh aHTUKOATYJITHTHOM TEpaIuu.

3.1 HemeaukamMeHTO3HOE JIeYeHUe:

* CHIKEHHUE TICUXOOIMOITMOHAIbHON HArPy3KH;

* B IIEpUOJIbI 00OCTPEHUSI 3a00JIEBAHUS OTPAHUYMBATH JIBUTATEIBHBIN PEKUM peOCHKa,
* yMEHBIIEHHWE TpeObIBAHWE HA COJIHIIE, AKTUBHOE JICYCHHE COIYTCTBYIOIIUX
3a00JIeBaHMIL;

* u30eraTh BBEJICHUS BAKIIWH;

* yNOTPEOJICHWE THUIIM C TOBBIIICHHBIM COJCpKAHUEM KalbIlUs W BUTaMHHA D ¢
LEIbI0 TPO(PUITAKTUKH OCTEOTIOpO3a,;

* [IOKa3aHa JWeTa C HU3KUM COJCPKaHUEM XKHUPOB U XOJECTEPHHA, KOHTPOJIb MAaCCHI
Tena U PU3NYECKUe YIpaKHEHUS.

3.2 MeaukaMeHTO3HOe JieYeHHe:
IlepeyeHb OCHOBHBIX JeKapcTBeHHbIX cpeacTB (MMerwmux 100% BepoSITHOCTH
NPUMEHEeHHS):

dapmakoTepanesT MHH Cnocod nmpumeHeHusi YpoBeHb

nyeckas rpynna JIEKAPCTBEHHOT JA0KAa3aTelIb
0 CpeacTBa HOCTH

['moxokoptuxoctep | [lpeaauzonon Tabnerkn 5 mr, B 1o3e 0,5-2 A

ouJl mr/kr/cyt (2/3 C]1 B nepBoii




MOJIOBUHE JIHS), BHYTPb.
[Monmasistronieit no3ou 4—6
Hegenb (He Ooiee §),
Mo/IeP>KUBAOIIAS 1032
JIOJDKHA COCTaBIIATh <= 7.5
mr/kr (menee 0,1-0,2
MT/KT/CYT.), JJIATETbHOCTh
npreMa COCTaBIISCT
HECKOJIBKO JIET

[ IFOKOKOpTHKOCTED
(0)20)

MetunmnpenHuso
JIOH

Tabnerku 4Mmr, 16 Mr B 103€
0,5-2,0 mr/kr BHYTpPS (2/3
CJ1 B mepBOii OJIOBUHE
JTHS).

[IpoTuBOMassApuitH
139171
MMMYHOZEIPECCAHT

I'mppoxkcuxiiopo
XUH

Taobmerku 200 mr B no3e 0,1—
0,4 r/cyT (5 MI/KT B CyTKH)

B teuenne 2-4 wmec. 3ateMm
JI03y CHWXAKT B 2 pa3a u
PEKOMEHIYIOT  MPUMEHSTH
npenapar JIiauTenpHO (12
rojaa u 6oiee).

HMMmyBOIEIpPECCUB
HBIM IpenapaTt

Mukodenonara
ModeTun

Tabmerku 250mr B mo3e 400
- 600mr/mM2 2 paza B JieHb C
uHTepBajioM 12 wac., (He
6onee 2r)

9 mec. u Oonee Ha oHe
KOMOWMHUPOBAaHHOW Tepanuu
¢ [I'K, mnoanepxuBaromas
no3a 1r/cyr.

JlonmosiHUTE/IbHBIEC JIeKAPCTBeHHbIe mnpenaparbl (menee 100%

NPUMEHEHMUSI):

BEpPOSITHOCTh

Hecrepounusie
MPOTUBOBOCIAJIUTEI
bHBIE TIperapaThbl

Huknodenak
HaATpUS

No6ynpoden

Tabnetku 25mr, 50Mr ¢ 6
JIET B 103€ 2—3 MI/KT/CyTKU;
B cpeqiHeM 4—6 HeZlelb; B
CYIIIO3UTOPHSIX
IIPUMEHSIETCS y IETEN C
Bo3pacta 1 rona B mo3e 0,5-3
MI/KT/CYTKH;

Tabnetku 0,2r, cycneH3us
100mr/5Smn1 B pmoze 5-10
Mr/kr/cyr B 3-4 npuema.
MaxkcumanbpHass ~ CyTO4YHas
no3a 20 mr/kr, B cpeaHeM 4—
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6 Heneb;

Hanpoxcen Tabnetrknu 275 mr, ot 1 roga
no 5 nmer — 2,5-10 mr/kr
Maccel Tena B 1-3 mpuewma,
netssm ctapme S5 ger — 10
MI/KT B JICHb B 2 TpueMa, B
CpeaHeM 2 HeeIH;
Menokcukam B cycnensun 1ns nmpuema
BHYTPb  NIPUMEHSETCS Y
JIeTeil ¢ Bo3pacTa ¢ 2-X JIET B
no3e 0,125 Mr/kr B CyTKHU.
Humecynun B Tabnetkax mpumeHsercs y
JeTel ¢ Bo3pacta 12 jer B
03¢ 3—5 MI/KT/CyTKH;
B cycnensun mns nmpuema
BHYTPb  NIPUMEHSETCS Y
JIeTel ¢ BO3pacTta 2-X JET B
no3e 1,5 mr/kr B 2-3 npuema,
MaKCHUMaJlbHast CyTOUYHast
71032 5 MI/KT B CYTKH
NmMmyHOIeTIpeccanT | A3aTHONPUH Tabnerku 50Mr, B 103€
1,0-3,0 mr/kr B cyTKH
(4uco NEeHKOLUTOB B
KPOBH HE JIOJKHO OBITh
Huxe 4,5-5,0-x 109/m);
JnurenbHOCTh prema —
He MeHee 2 JieT Ha (poHe
KOMOMHUPOBaHHOU
tepanuu ¢ ['K
NmvmyHoenpeccanT | Merorpekcar Tabnetku 2,5Mr, pacTBOp
Y3 TPYIIIIBI mnpuu-pydka 7,5mr, 10,
aHTHMETa0O0JINTOB 12,5, 15, 17,5 u mmpun

20Mmr, B mo3e 10-15,0mr/m2
MOBEPXHOCTH TeJIa B HEJIEITIO
nepopaibHO Uik 1/K; (He
Oomnee 25 mr/Hen).

B Teuenue 6 mec. u Oonee
Ha (poHE KOMOMHUPOBAHHOMU
tepanuu ¢ 'K




Butamun donuenas TabmeTku 1Mmr, Smr B
KHCJIOTa MIPUHUMAETCS B JTHU,
CBOOO/IHBIC OT IIpUEMa
MeTOTpeKcara,

B J103€ 1—2 Mr Ka)XObIil J€Hb
NJIn

- B 103€ 2,5-5 mr 1 pa3 B
HEJICITIO TIEPOPATHHO
NmmynocympeccanT | [uxnocnopun B go3e 2,0—5,0 MI/Kr Macchl C
Tea B CyTKH per os, 18-24
MecsieB u 6osee Ha poHe
KOMOMHHUPOBAHHOM Tepanuu

cI'K
Ummynonenpeccant | benumymad™ 5 net u crapuie, B go3e 10 B
mr/kr o cxeme: 0, 2, 4 wequ | [13-16,28]
[TonHOCTBIO nanee Kaxjabie 4 Hell, /K, B
YEJI0BEYECKUE TE€UEHHUE KaK MUHUMYM 6
MOHOKJIOHAJIbHBIE Mec, 0e3 BOBIICUEHUS IMOYEK
aHTUTENA KJiacca Kak npenapar nepBoil JIMHUA
IgGA B COUYETAHUU C

THAPOKCUXJIOPOXUHOM U
MIPETHU30JIOHOM B
coueTaHuu uiu 0e3

HMMYHOICIIPCCCAHTOB
*B COOTBETCTBUM € IPaBUIaAMU IPUMEHEHUs He3aperucTpupoBaHHbix JIC.

3.3 Xupypruueckoe BMeNIaTeJIbCTBO. HET.

3.4 lanbHeiiliee BeleHUE:

® MHaMUYecKoe HaOJIOJeHHEe peBMaTroiora W JpYyrHX CIEUUaIUCTOB (IO
MOKa3aHUsIM) Ha aMOyJIaTOPHOM 3Tarle JICUeHUS;

® MOHMUTOPUHI  KJIMHHKO-IaboparopHoi  aktuBHocTH  CKB,  pacno3naBanue
OCJIO’KHEHUM JIEKAPCTBEHHOM TEPAIINH;

e [IOCEIIECHHE peBMaTosiora He pexe | pa3 B 3 mecsua;

® KaXJble TPU MeCSIa KOHTPOJIb OOIIEKIMHUYECKIX U OMOXUMHUYECKUX aHAJIU30B;

® CBOEBpPEMEHHAas rOCIUTAIM3AIMS B CiIydae 000CTpeHHUsI 3a00I€BaHUS.

3.5 HNuauxatopbl 3¢ PeKTUBHOCTH JeYEHUS:
® yMEHBIICHHE aKTUBHOCTHU U MPOTPECCUPOBAHMS 3a00ICBaHMUS;
e YIy4YIIECHHs KaueCTBA )KU3HU.

4. NMMOKA3AHUA JJ51 TOCIIMTAJIM3AINNU C YKA3ZAHMEM THIIA
T'OCIIMTAJIN3AIINUA:
4.1. Tloka3anud AJM NJIAHOBOM rOCIUTAJIH3ALNMT:
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YTOYHEHHWE JUarHo3a;
110/100p IMMYHOCYIIPECCUBHOMN TepaIuy;
peuuuB 3a00JI€BaHMUS,

Pa3BUTHE JICKAPCTBECHHBIX OCIIOKHECHHM.

4.2. TloxkazaHus AJ51 IKCTPEHHOW TOCTTUTAIU3AUM:

e BrepBbie BosiBIeHHBIN CKB;

® BBICOKAs CTENEHb aKTUBHOCTH 3a00JI€BaHNUS;

® Da3BUTHEC WHTECPKYPPCHTHOW WHQEKIIMH WIN TSKENIBIX OCIOKHEHUNU OOJIC3HHW WITH
JIEKapCTBEHHOM TEpaIuu;

5. TAKTUKA JIEYEHUSI HA CTAIIUOHAPHOM YPOBHE [1,5 - 10,12-24]:
5.1 MapuipyTu3aius naiyeHTa:



Kanobb1/anamue3: cnabocTh, IIpu ocmoTpe: Chillb HA
ObICTpast yTOMJISIEMOCTb, CKyJIax B BUJE

MOXYy/laHUE, MOBHIIICHNE (UKCHUPOBAaHHOW SPUTEMBI
TEMIIEPATyphl, ChITb, OOJIN HITH Ha CKYJIOBBIX BBICTYNaX,
OTE€YHOCTb KPYITHBIX U MEJIKHX ”| S3BEI B OJOCTH pTa, OTEKH
CYCTaBOB, 0OJIM B MBIIIIAX, CyCTaBOB, OOJIM B MBIIIIIAX,
CBE/ICHUSI O HAJIMUU B POy OTEKH WJIM IICTO3HOCTH BEK,
C3CT, unconsuuu, LIyM TPEHHUs IIEpUKapAa
BaKIMHALIUU U JIP.

e

KoncyabTanusi peBMaroJiora

.

I'ocnintanuzanus B

CIIeIMATM3UPOBAHHOE
peBmatosioruueckoe otaenenue O/1b
wm I'JIb

Y

JlabopaTopusle ucciaegoBanus: (OAK — anemus, neiikonenus,
Tpombonuronenus, ygenuuenue CO9, OAM — rematypusi, IpOTEUHYPUS)
HNucrpymenrtanbubie ucciaegoanus: (KT, 9xoKI', Y3U OBII u
nouek, POI'K)

—
Hamnpasnenue Ha Ha ocHoBanuu xaio0,
peciyOIMKaHCKUI ypOBEHb AHAMHECTUYECKUX JaHHBIX,

KIMHHUYCCKHUX U

JIns OKOHYaTenbHOU
MHCTPYMEHTAIbHBIX

U3MeHEeHuN — J{Maruos:

A\ 4

BepI/I(bI/IKaI_II/II/I JUarHosa u

pelLIeHNs JalbHENIIen
CucremHasi KpacHast

TaKTHUKH JICUCHUA U B HUA
a fede cae BO/JIYaHKA

Pucynok 2. MapuipyTtuzanus naiueHra

5.2HemeaqukaMeHTO3HOE Jie4eHne: CM. ITyHKT 3.1.



5.3MennkaMeHTO3HOE JIeYeHHE:
dapmakooruyeckoe  JiedeHHe 1O  CTeNmeHH  TsKecTH  3a00JieBaHMs,
pexomennoBannoe npu CKB coriacio pekomengamusim EULAR 2019 [22]:

I

JleyeHune cucTeMHOM KDACHOU BOJTYAHKU

Jleakas

1-n rox rKC n/o
NINHUA nnu B/m
- S Jlomonuenue:
ziEA R Semo
L ) PUBHUBKH
VYnpaxuenue
Kypenue
Macca tena
KpossiHoe naBnenue
14 FkCn/o [ UK ] [ MM Jlnnu el
NUHUA wnw e/8 A3A
I'mroko3a
[ Refractor ] [ rox ] BM [ K ] [ MM® ] AHTHArperanThl
AHTUKOATyJISIHTbI
(y adJI-
MTOJI0KUTEITBLHBIX
MaIUEHTOB)
o) Co e | Do ) [ w )
NNHWA unu 8/8
[ fefractor ] [ "ox ] rKC n/o [ 1o ] [ - ] I'KC - E[O BO3MOKHOMU
unu B/s IIOJIHOU OTMEHEI ITpU
CTOMKOW pEMHUCCHUH.
[IpumeHeHne
WMMYHOCYTIPECCUBHBI
Pemuccus: N
SLEDAI = 0: Hwuskas aktuBHOCTB 3a001€BaHUN X IIperapaTos
Target rox: ’ SLEDAI<=4; TOX —T'KC <= 7 mr/kr T03BOJISIET OBICTPO
No FK&? NmMmyHonenpeccanT (B cTaOMIIbHBIX Jo3ax ~ YMCEHBIIMTB 103y WK
— XOpOWIO MEPEHOCHTCS) ormeHuTs ['KC

Pucynok 3. Ipumeyanue:

*Jlerkasi cTeneHb: apTPUT JIETKOH CTENEHM TSHKECTH, ChIIlb MeHee 9% MOBEpXHOCTH Tella, YUCIIO
tpoMboumToB 50-100 x 109/1, SLEDAI < 6;

*CpenHsisi CTENeHb: apTpuT, cbillb 9—-18% mMOBepXHOCTH Tena, KOXKHBIM Backyautr < 18 %
MMOBEPXHOCTH TeJIa, uncio TpoMoonuToB 20-50 x 109/1, cepo3ut, SLEDAI 7-12;

*Tspkenast cTerneHb: HeppuT, HepeOPOBACKYINUT, MUEIIUT, THEBMOHHUT, BACKYJIUT ME3EHTEPHUATIbHBIX
COCy/10B, TpoMOoIMTONEHUs: yncio TpomOonuroB <20 x 109/1, cuapom aktuBanuu Makpodaros,
SLEDAI >12;

A3A - azarwompus, BJIM - Oemumymad, UK — wunruburop xanpuuHeBpuHa, LD -
mukiaopochamua, I'KC — rmoxokoprukoctepous, ['OX - rugpokcuxiopoxuH, MM —
Mukogenonara moperun, MT— merorpekcatr, PTM — putykcumad

Jo3b1 'KC B 3aBucumMocTu ot crenenun aktuBHocTH CKB y nereii: [16]
*[Ipu nerkoui crenenn aktuBHOCTH: [ KC - 0,3-0,5 Mr/KT/CyT, ITUTEIHHOCTH MPHUEMa
— 4—6 Henenb, 3aTeM J103bl CHIXKAeTCs 10 nmojaaepkuBatoeit 0,2 Mr/Kr Macchl Tena



B CYTKU;

*[Ipu cpenneit crenenu aktuBHocTH: ['KC - 0,7-1,0 MI/Kr/cyT, DIUTENBHOCTH
npueMa — 6—8 Hejeab ¢ MOCTENEHHBIM CHHUYKEHHUEM JI03bI JI0 Mo iepxuBatomeit 0,2
MI/KT Macchl TeJla B CyTKH; JUIMTEIIbHOCTh IIpHeMa — HECKOJIBKO JIET;

* IIpu Beicokoi u kpu30Boil aktuBHOCTH: ' KC — 1-1,5 wmr/kr/cyt (ue 6osee 70-80
MI/CYT); JUIMTEIBHOCTh MNpHEMa MaKCUMaJIbHOW J03bl cocTaBisieT 8-10 Henmensb,
3aTeM /103y MOCTENEHHO MEIJIEHHO CHIDKAIOT A0 noajaepxuBaromeit (0,2-0,3 mr/mr
Macchl Telda B CYTKH), JJIMTEIbHOCTh IpPHEMa COCTAaBJISIET HECKOJbKO JeT. Ilpu
pPa3BUTHH 00OCTpEHUs 3a00JICBaHUS 1032 MPEIHU30JI0HA MOXKET TMOBBIMIATHCSA JI0
MaKCHUMaJbHOM;

* Ilpu nauTensHOM peMUCCHH 00Je3HH 0e3 MOpaXEHUs MOYeK PEKOMEHIOBAaHO
CHIKEHUE TIPETHU30JI0HA PaBHOW MM MEHEe SMT/CYT M OTMEHA MPU BO3MOXXHOCTH B
CBS3U C BBICOKOW YaCTOTOM pa3BUTUA HexkenaTenbHbIX siBaeHuil I'KC.

AJropuT™ JieyeHusi npu pa3aunvaHbix Bapuantax CKB [22]

KosHble nopaskeHus % MNHrMBUTOP KanbuuHeBpMHa (MecTHo) MTX,
PetuHounapbl, MM®, Beaumymab, LLd, nnasmadepes
MbliLieyHo-cKesleTHbIE | | HMNBMN, rK, MTX
Ceposutbl || HMBM nan I'K, MTX, Asatnonpun
MopaxeHue LIHC MK, Uo, TMBN (Beanmymad nam Putykcumab), BUUT,
CuctemHas AHTMarperaHTbl U AHTUKOAryAAHTbI
KpacHasa
BO/IYAHKa.
NleyeHune LuToneHnu rK, TMBN (Beanmymab nam Putykcumab) BBUT, MM®
LicA
BHclll v IV knaccamu | | LU® nan MM®, nynbc K n nepopanbHo
BH knacca V u || MM® c kopTukocTepongamm, A3A
npoTeHypuen
PedpakTtepHbiit BH Beanmymab, Putykcumab, LIcA. Takpoammyc,
Mnasmadepes
A®C - be3
AcnunpuH 6e3 MMAPOKCUXN0PUHA UK B COYETAHUN
KNMHUYECKMX —
nNpu3HaKoB
«KaTacTpoduueckmii» Mnasmadepes, AHTUKOAryAaHTbI, Mynbctepanua MK,
ADC L&, C3I, BBUT, AnnpocTtagun




IlepeyeHb OCHOBHBIX JieKapcTBeHHbIX cpeacTB (umewmmx 100% BeposTHOCTH

NPUMEHEHNS]):
NB! OcHoBHBIE JE€KapCTBEHHbIE IpemapaTtbl MPUMEHSIOTCS B COYETAHUU
METHJINPETHU30JI0HA C THAPOKCUXIIOPOXHUH CYJIb(PaTOM.
dapmakoTepanesT MHH Cnoco0d nmpumeHeHust YpoBeHb

HYECKafl TPyNNa | JIEKapCTBEHHOT AOKAa3aTeJI

0 cpeacTBa bHOCTH
CuHTETHYECKHI Metninmnpennnso | Pacteop  mns umHBEKUMU A
TIIFOKOKOPTUKOCTEPO | JIOH 250mr, 10 — 30wmr/kr; 250 —
WTHBIN 1000mr/cyT. (He Oomee) B/B B
TOPMOHAJIbHBIN TeyeHue 45muH., 3-5 ngHEH
npemnapar NoApsi, MO TMOKa3aHUsIM —
noBTOpUTH yepe3 10—-14 nuen
Nmmynocynpeccant | LHuknopochamu | Tabnetku 2-3 mr/kr 1 pa3 B A
hi JICHb TIepOpaIbHO 2—3 MEC;

®naxon 200mr, B/B mo 500-
1000 MT (me ooiee)
eXKEMeCIYHO B TCUCHHE 6 MeC
nin o 250 -500 mr xaxxaeie 2
Hel, 10 6 uHdy3uit

IlepedyeHb 1OMOJHUTEIBHBIX JIEKAPCTBEHHBIX cpeacTB (Menee 100% BeposiTHOCTH

NPUMEHEHNS):
NmvmyHOTIIOO Y IMH Nmvmynornobymu | 1,0-2,0 r/kr Ha Kypc; C
YyeloBeKa H yenoBeueckuin | 0,4-0,5 r/kr miug nedeHwus
HOPMAJIBHBIN uH(pekmit; BBoaUTCA 1o 1

I/KI' B TCUCHUEC 2 THCH WU

mo 0,4 r/kr B TeueHue 4-5

IHEW,  KypChl  JICUCHHS

MOBTOPSIOTCS €KEMECSIIHO
NmmyHnoaenpecant, | Putykcumad* B noze 375mr/m2 1 pa3 B A
CUHTETUYECKHUE Henenro w750 mr/m2
XHUMEpPHbBIC MIOBEPXHOCTH TeJa JBaXKIbI
MOHOKJIOHAJILHBIE ¢ uHTepBajioM 14 nHeWl B
aHTHTEIIa teueHue 18 mec. u Goree.

B  kxoMOumnamum ¢  Ko-
TpUMOKcazojJoM™** B moze 5
MT/KT TIepopalibHO 3 pasa B
HEJCII0 WU ©XKEIHCBHO B

COOTBETCTBUU C
MEXTyHApOIHBIMH
PEKOMEHAIUSAMU C IIEJBIO
popUIaKTUKN

ITHEBMOIIMCTHON




ITHEBMOHUU

Nmmynonenpecant, | bemumymao™ JImopwmmzar nans uabekiuii | B[13-16,28]

MOHOKJIOHAJILHOE 400mr, 5 neT u crapiie, B/B,

aHTHUTEIIO, 10 mr/kr maccel Tena; 0, 14,

UHTUOUTOp (hakTOpa 28-11 1HU; 0€3 KIMHUYECKUX

aKTHUBaIlUHA B- IIPU3HAKOB BH u

JTUMQOITUTOB nopaxenus: [THC

IMMYHOTCHDECCAHT [Huxnocnopux 1 mr/kr/cyT B/B (He Oomee B
80mr/cyT)

IporuBonokazanusamu Ajst Ha3HaYeHusi [ UBII y 6oabHbIX CKB:

o AKTUBHbIE HH(EKUUHU (BKIIOYAs KOXKHBIE), CEICUC, TDKeNble HWHPEKINH

(Tybepkynes, renatutsl B u C, BUY);

° ['unepuyBCcTBUTEIBLHOCTh K OecnkoBoMmy kommnoHeHty ['MBIl wnu npyrum

KoMrioHeHTaM pactBopa (Bce ['MIBII);

o NmMMmyHOIEpUIIMTHBIE  COCTOSIHUS, HAmpuMep, THIOraMMariiooyJIuHeMus,

Hu3Kkui ypoBeHb CD4 u CB8 nuMdouutoB (B nepByro odepeab MpHU IUIAHUPOBAHUHU
HazHaueHust PTM);

o [leuenounas HenocraroyHocTh: yBenmuenne AJIT n ACT > 5 x BI'H;

o Onkosornyeckue 3a0oaeBaHus (3a UICKIIOUEHNEM HEMEIAHOMHOTO paka KOXH) B
anamuese (B reuenue nocneanux 10 ner) (Bce I'NBIT)

B ciiyyae xarapabHbIX SBJIECHUH, JINXOPAAKUA U «IIOAKALLTABAHUSDY:
o raHoBoe BeeaeHue [ MBI npomyctuts.

*B coomeemcmeuu ¢ npasuiamu npumenenus Hesapezucmpupogannuvix JIC.

NB! I[OHOHHI/ITGHBHOG MCIUKAaMCHTO3HOC JICHCHUC MIPOBOAUTCA COOTBCTCTBCHHO
ITPOTOKOJIaM JICUCHHUA PA3BUBIINXCA OCJIOKHCHUM.

Tadamuma 7. CunapoM axkTuBanum MaxkpodaroB U CBA3aHHOE C HUM COCTOSIHUE
BTOPUYHOTO TreMO(paromuTapHOro JIMM(OTUCTUOIINTO3a  SBISIOTCS  PE3yJIbTATOM

«IUTOKMHOBBIX Oypb», BEAYIIMX K OTKa3y MOJHOPTaHHON CHCTEMBI M Y4aCcTO K CMEPTH
npu CKB [19 -21].

Kpurepuu CAM/I'®C npu CKB Jleuenue CAM /T'®C
Kiannnyeckue KpuTepuu: o [lynnc-Tepanus
Jluxopanka (>38 °C). METHJIIPEIHU30JI0HOM B jo3e  20-30
I'enatomeramus (=3 cM OT peOEpHOro | Mr/Kr/ BHYTPMBEHHO WJIM Ha3HAUYEHHE
Kpas). JleKcaMeTa30oHa B 7103¢ 10-20
Cnnenomeranust (=3 c¢M OT peGEpHOro | MI/M%/CyTKH BHYTPHUBEHHO B COYETaHWH
Kpasi). (mmu  6€3) ¢ TPETHU30JIOHOM  JIJIst
['emopparuueckue IPOSBICHUS | MEPOPAIBHOTO MpreMa 1—2 MI/Kr/CyTKH;
(myprypa, J€rkue KpOBONOATEKM Wi | e + BBUI 1-2 r / kr B TeueHue 2 JHEH,
CJIM3UCTHIE KPOBOTEYEHHUS). MO>KHO IMOBTOPUTH Yepe3 2 HEACIH;
[Topaxenue ITHC (pazapaxutenbHOCTD,
CYyJIOpOTH, CHJIbHAsi TOJIOBHAasi OO0Jb,



https://ru.wikipedia.org/wiki/%D0%9C%D0%BE%D0%BD%D0%BE%D0%BA%D0%BB%D0%BE%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B5_%D0%B0%D0%BD%D1%82%D0%B8%D1%82%D0%B5%D0%BB%D0%B0
https://ru.wikipedia.org/wiki/%D0%9C%D0%BE%D0%BD%D0%BE%D0%BA%D0%BB%D0%BE%D0%BD%D0%B0%D0%BB%D1%8C%D0%BD%D1%8B%D0%B5_%D0%B0%D0%BD%D1%82%D0%B8%D1%82%D0%B5%D0%BB%D0%B0
https://www.vidal.ru/drugs/clinic-group/391

raJUTFOI[MHAIIAH,
KOMa).

AC30pUCHTAIMA  WUJIU

JlabopaTopHble KPUTEPHUU:

[{uTomeHnss NBYX- WM TPEXPOCTKOBAS
(nevikonuTel <4,0x109/1, reMorioOuH
<90 r/n wmm TpomboruTel < 180 X
109/11.)

[ToBemierne ACT (>40 en/n).
[ToBeimenwne JIJI' (>567 en/xn).
['unodubpunorenemus (< 3,60 r/m).
[Muneprpurmunepuaemus (>178 mr/m).
['unepdepputuremus (>684 Hr/mi).

/laHHBIE NATOrUCTOJIOrMYECKOI0
Hccel0BaHusA™

Hanuuue remodaronuro3a B IYHKTaTe
KOCTHOI'O MO3ra;

* Buoricuss KOCTHOTO MO3Tra HE SIBIISIETCS
HU YYBCTBUTEIbHBIM, HU
cnequUUeckuM Il IUArHOCTHKU
BropnyHOro CAM y nanmenroB ¢ CKB.

e [luknocriopun 5-7 wMr / Kr / cyTKH
nepopajbHO WJIM TpPU  OTCYTCTBUHU
s dexTa BHyTPUBEHHO, KareIbHO
(mauanpHas 1o03a coctapiser 100 wr,
3aTeM BTopas Jo03a yBeiaudeHa a0 180
MT);

e Purykcumab npu HeapPpexkTuBHOCTU
I'KC, uukiocnopuHa,
UMMYHOTJI00YJIMHA YeJI0OBeKa
HOPMAJIBHOTO C IEJbI0 KYITUPOBaHUS
['oc;

e O1eHUTh 3PPEKTUBHOCTD JTCUCHUS
['®C yepe3 2—4 Henenu ¢ LETBIO
peleHus: BOmpoca O MPOI0KEHUN
WHIYKITMOHHOW Teparuy WJIH CMCHBI
CXEMBI JICUCHHSI.

BKJIIIOYArOT:

KommenTapuu: kputepun HeakTtuBHOM craguu [OC OTCYTCTBUE JIMXOPAIKH,
cruienomeranuu, uuronennu (HB >90 r/m, tpomGouuter >100% 109/1, neditpodunsr >0,5% 109/m1),
CHID)KEHHE CHIBOPOTOYHOW KOHIIEHTPAIMK TPUTIIULEPUIOB<3 MMOJIB/JI MU <265 mr/mi, pepputiHa <
500pr/i;

[Tocne kynupoBanus ['@C pexomeHyeTcs MPOBENEHUE TEPANUU B COOTBETCTBUU C YCTAHOBJIEHHBIM
BapuantoM CKB

TepaneBTHuYecKas CTPaTerus Tepanuu BOJYAHOYHOTO HeppuTa y nereii: [23, 26]
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[Tpumeuanue: 'K — rmokokoptukocrepouas, L® — muknopochamun, MMP — moderuna

mukodenonar, Il — mukmocmopun, MII — merunmpemnnusonon, PTh — purykcumad, A3A -
a3aTUONPUH

5.4 Xwupyprudeckoe BMENIATEIbCTBO:

* Ilnasmadepes

IToxazanus (B coueranuu ¢ aktupHoM Tepanueit LD u I'KC):

TSDKENIbIE,  JKU3HEYTpoXKarolue  cocTosiHug  (mHeBMOHUT, nopaxenue [[HC,
OBICTPOTIPOTPECCUPYIOIIMKA  JIIOMYC-HEPPUT €  TMOYEHHOW  HEIOCTATOYHOCTHIO,
PE3UCTEHTHBIM K  crangaptHon Teparmu [K  w mMMmyHOCympeccaHTamu,
ACCOLIMMPOBAHHBIA €  KPUOIJIOOYJIMHEMHUEH W  Pa3BUTHEM  THIEPKOATYIISIIUH,
TPOMOOTHYECKON TPOMOOIIUTOMIEHUYECKON Mypnypbl) - OT 3 10 5 ceaHcoB (ynajieHHe



1500-2500 mu1 ma3Mbl), UHTEPBAJIbI MEXTy HUMHU B 2—3 JTHS, BO3MOXKHO MTPOBEJICHUE B
TEUeHHE 3 Hel;

nopaxxenue [[HC (koma, comop, mporpeccUpyrouuii MHENNUT), BBICOKHH YpOBEHb
aHTHATds-IHK u\uinu kpruorioOyJIMHOB B CHIBOPOTKE KPOBH - €XKEIHEBHO HIIM Yepes3
neHsb, ¢ akchysuent 20-30 mu/kr Beca mnasmsl (Y C).

ITocne okoHuaHms Kypca rurazMmadepesa pexkomeHayercs HazHaueHue BBUIT B/B, B
noszax 0,5-1,0 r\kr.

[IpoTuBONOKa3aHue: BeIpakeHHAsI runonporenneMust y nanuenta ¢ CKB.

e  DHIONPOTE3MPOBAHHE CYCTABOB.

[lokazaHusi: DHIONPOTE3UPOBAHUE CYCTaBa C MPUMEHEHUEM AaHECTE3HOJOTUYECKOTO
nocobus aetsiM ¢ 3—4  cragueil BTOPUYHOIO KOKCApTpo3a C YYETOM BO3PACTHBIX

OTPaHUYECHUH;
TpancnaHTalus MOYeK
ITokazanus:  IlpoBenenue — mepecaakd  IMMOYKM — HAUMEHTaM € IIOYEYHOM

HEJIOCTATOYHOCTHIO B TEPMUHAIBHON CTajuH, pa3BuBiieiics Ha poHe CKB;

NB! Xprerqecxoe BMCIHIATCIIBCTBO IIPOBOAUTCA COINIACHO COOTBCTCTBYIOIIINUM
KIIMHUYCCKHUM IMPOTOKOJIaM AUArHOCTUKHU U JICUCHMU.

5.5 lanbHeiimee Bexenue [2].

Ipodunakruka:

* nepBuYHas NpoduiakTHKa HE pa3padoTaHa, MOCKOJbKY ATHOJIOTHS 3a00JI€BaHUS
OKOHYATEJIbHO HE YCTAHOBJICHA.

* BTOpUYHasg npoduiIakTUKa O0O0OCTpeHHsI 3a00ieBaHUs M  MPOTrPECCUPOBAHUS
WHBAJIUJAHOCTH Y MAlMEHTa BKJIKOYAET:

* TMOXHU3HEHHOE  HaOmoJeHue  maumeHToB  (cM.  pasgen  «JluHamumyeckoe
HaOJTIOJICHHECY );

* TIOCTOSIHHBIH KOHTPOJIb 0€30MacHOCTH MPOBOIUMON JIEKapCTBEHHOMN Tepanuu U npu
HEOOXOJUMOCTHU €€ KOPPEKIIHS;

* JJUTENIbHOE MPOBEJIEHUE MOJIECPKUBAIOIICH Teparuu, pa3padOTaHHOW C Y4eTOM
WHIUBUyaJIbHBIX OCOOCHHOCTEHN MalueHTa U BapraHTa 00JIe3HU;

* oO0ecreyeHrne OXPAHUTEIBHOTO peXuMa (OrpaHUYEHUE TCUXOIMOIMOHANBHBIX H
(¢u3MYecCKuX HArpy3oK, Ipy HEOOXOAMMOCTH OOyYeHHE AETel Ha JOMY, MOCELIECHUE
IIKOJBl  JIMIIb TpPU  TMOJYYEHUH CTOMKON  KIMHUKO-JIA0OpAaTOPHOM  PEMHUCCHUH,
OrpaHUYEeHHE KOHTAKTOB JUISI YMEHBIICHHUS pHUCKA pa3BUTUS HWHOEKIUOHHBIX
3a00JIeBaHU N );

* NpenoXpaHEeHHE OT MHCOJSLUU U yIbTpadroieTOBOro 00JydeHus (UCIOIb30BaHUE
COJIHLIE3AIUTHBIX KPEMOB; HOLIEHUE OJEXkKIbl, MAKCUMAJIbHO 3aKPBIBAIOIIEH KOXKY,
TOJIOBHBIX YOOpPOB C TOJSIMH; OTKa3 OT TOE3I0K B PETHOHBI C BBICOKMM YPOBHEM
WHCOJISINN ),

 BcemM nanueHtam ¢ CKB pexkoMeHayeTcss Ha3HAuY€HHE JUEThI, BKIIIOYAIOLIEH
MPOJIYKThl C TMOBBIIIEHHBIM COJAEP)KAHUEM Kajblusi M BUTaMuUHa D, C 1enbro
npOo(UIAKTUKHA OCTEONOPO3a.

JInHamMu4yeckoe HAOJII0IeHHE

BBeaenue ramma-rio0yivHa OCYIECTBISIETCSA TOJIBKO MPU a0COMIOTHBIX MOKA3aHUSAX;



PexoMeHTyeTcss 0CMOTpP BpauyOM-pEBMATOIOTOM:

* nanueHToB, nonyyaromux ['KC, ummynoaenpeccantsl u I UBII, — 1 pa3 B mec;

* PEKOMEHIYETCS BCEM MAllMEHTAM ITPOBEICHUE KIMHUYECKOI0 aHaar3a KpoBu 1 pa3 B 2
HEJ,

* PEKOMEHJYETCS ONpeAciCHUE KOHIICHTPAIlMH TEeMOTJ00MHA, YKCJIa SPUTPOIUTOB,
TPOMOOIIMTOB, JIEUKOLIUTOB, JeikoruTapHon Gopmynsl, COJ;

* PEKOMEHJIYEeTCS MPOMYCTUTh HHBEKIIUHU/ TIPUEMbl HMMYHOACIIPECCAHTa MTPH CHUKECHUHN
qyclia JICWKOLUMTOB W/WIM DJPUTPOIUTOB, W/WIM TPOMOOLMTOB HIXKE HOPMBI.
[Tepopanbhsiil npuem I'KC (B ciiyyae ux mpuMEHEHUS) IPOJIOJKUTH;

* PpEKOMEHAYeTCS KIMHUYECKHI aHallu3 KpPOBUM MOBTOPUTH uepe3 | Hem.
Bo300HOBIEHUE JICUCHUSI UMMYHOJEITPECCAHTOM B TOM K€ J103€ PEKOMEHIYETCS TOCIe
BOCCTAHOBJICHUS MMOKa3aTeNIel KIIMHUYECKOTO aHaliu3a KpoBU. [Ipu moBTOpHOM »1n30/1e
CHIDKCHMSI YHClia KJIETOK KPOBU PEKOMEHIYETCS MPOKOHCYJIbTHUPOBATHCA C BpauoOM-
PEBMATOJIOIOM CTAIlMOHAPA U PEIIUTh BOIIPOC O KOPPEKIIUH J03bI UMMYHOCIIPECCaHTA.
[Ipr HEOOXOIUMOCTH MAIMEHT TOCHUTAIU3UPYETCS B PEBMATOJOTMUECKOE OTJICIICHUE
JUIs KOPPEKIIUM TEpaIuu,

* PEKOMEHIYeTCsl BCEM IMaIleHTaM IIPOBeAcHNE OMOXUMHUUECKOTO aHaIn3a KpoBu 1 pa3
B 2 Hea. OnpeAeisioT CleayIolue MoKa3aTean: o0l OeloK; OeaKoBbIe (paKIvH,
MOYEBHUHY, KpEaTUHWH, OWIUPYyOWH, TJIIOKO3y, KaJlMi, HATpUi, HOHU3UPOBAHHBIMA
KaJIbIIUH, aJJaHUH- ¥ acllapTaTaMHHOTpaHcdepasy, menounyio gocdarasy;

* PEKOMEHJYyEeTCS TMPOMYCTUTh WHBEKIUU/TPUEMbl HUMMYHOJEIPECCAHTa IpHU
MOBBIIIIEHUA  YPOBHSI  MOYEBMHBI W/WJIW  KpPEaTUHUHA, W/WIW  QJaHUH- W
acnaptaramMuHoTpaHcdepasbl, W/ OunupyOuHa Bbllle HOPMBL. [IponokuTh puem
I'KC nepopainbHo.

* pPEKOMEHIyeTCs OMOXMMHYECKUM aHajdu3 KpPOBU MOBTOPUTH dYepe3 1 He.
Bo3006HOBIEHUE JIEUEHUSI UMMYHO/JICTIPECCAHTOM B TOM K€ J103€ PEKOMEHYETCS TTOCIIe
BOCCTAHOBJICHUS OMOXMMHMYECKHUX TIOKaszaTened KpoBu. [Ipu TOBTOPHOM 3MH307¢
TTOBBIIIICHUS OMOXUMHYECKHX rokazarenei KpOBH pPEeKOMEHIyeTCs
MIPOKOHCYJIbTUPOBATLCA C BPavOM-PEBMATOJIOTOM CTallMOHApa W PEUIUTh BOIPOC O
KOppPEKIIMK  J03bl  UMMyHozempeccanta. IIpy  HEOOXOIMMOCTH  TaIlUEHT
FOCIUTAIM3UPYETCS B PEBMATOJIOTMYECKOE OTACICHUE ISl KOPPEKIIUU TEPATTHH.

* PEKOMEHAYETCsl BCEM MAllMEHTaM MPOBEJICHHE UMMYHOJIOIMYECKOr0 aHalin3a KpoBH 1
pa3 B 3 wmec. OmpenensaioTcs CbhIBOpOTOUHbIEe KoHUeHTpauun Ig A, M, G; CPb,
KOMIUIEMEHT aHTHUHYKJeapHOTO ¢akTopa, pEeBMATOMAHOTO (akTopa, aHTUTENA K
neycnupanbHoi JIHK, anTuTeNna K KapAMOIUNuHY, 0€TTaZ2-riIMKONPOTEUHY;

* PEKOMEH/IyeTCsl BCEM TMallMeHTaM MPOBEICHUE KIMHUYECKOro aHaanu3a Mo4u 1 pa3 B 1
Mec;,

* PEKOMEH/TyEeTCSsl BCEM TNAllUCHTaM MPOBEACHUE JIEKTPpOKapAuorpamMmel 1 pas B 3 mec;

* PEKOMEH/IYETCsl BCEM IMallMeHTaM YJIbTPa3BYKOBOE UCCIIEAOBAHNE OPIOIIHOM MOJIOCTH,
cepaua, nmoyek 1 pa3 B 6 mec;

* BceM nanuentam ¢ CKB pekomeHayeTcsi mpoBeIeHUE MIAHOBOM TOCHUTAIU3AINU B
CIICIIMAIM3UPOBAHHBIN CTallMOHAp 2 pa3a B TOJ C IEIbI0O MPOBEACHUS IOJHOIO
oOcneoBaHus M MPU HEOOXOAUMOCTH KOPPEKITUU TEPATTUH;
 Bcem manueHtaM ¢ CKB mpu pas3Butum 000CTpeHHS OCHOBHOTO 3a00JIeBaHWS,
CEepPbE3HBIX HEXKENATSIIbHBIX SIBJICHUM 1581071 CTOMKOM HENIEPEHOCUMOCTH



MMMYHO/ICTIPECCAHTa PEKOMEHyeTCs BHETIAHOBAs rocruTaIu3aus B
CHeIUaIN3UPOBaHHBIN CTallMOHAD;

* PEKOMEHJIyeTCSl HCMOJb30BaTh OOIIME METOAbl MPOQPMIAKTUKA (B TOM 4YHUCIE
NPUBUBKHU- IPOTUB TPUIINA, renatuta A v b, manuijioMsl YeIoBeKa, MEHUHT OKOKKOBOM
U THEeBMOKOKKOBOM wuHbekuun, COVID-19) u panHell AMArHOCTUKU W JICYCHUS
uHdeKmit/cencuca;

* IpoBeieHuE olleHKHU nporHosa CKB.

5.6 Uuaukatopsl 3¢dexTuBHOCTH JieueHus [6,17]:

* oneHky aktuBHOocTH CKB y nereit m MOApOCTKOB ClieyeT MPOBOJUTH, UCIOIb3YS
CTaHJAapTU30BaHHBIN MTOKA3aTEIh AKTUBHOCTH 0071e3HHU, Takol kak SLEDAI-2K;

* y BCEX JIeTe HEOOXOUMO €XKETOJHO OLICHUBATh CTEIIEHb HEOOPATUMBIX HAPYIICHUH,
WCMOJIb3YS CTaHJAPTU30BAHHBIN MTEINATPUUECKUN HHAECKC OBpexkaeHus SDI;

* OTCYTCTBHUE yXyAlIeHHs 10 miKaie ['mobanbHol O1LIEHKH COCTOSHUS MaIllMeHTa BpauoM
(momyctumo yBenudeHue He Oosiee ueM Ha 0,3 MyHKTa OT UCXOJIHOTO YPOBHS).

6 OPIAHM3AIMOHHBIE ACIIEKTBI TIPOTOKOJIA.

6.1 Cnucoxk pa3padoTYMKOB NPOTOKOJAa € YKa3aHHeM KBaJM(PUKAIHOHHbBIX
HAHHBIX:

1) Hmyosa ITaxutkanbiM KaOmykacBHa, JTOKTOP MEIUIIMHCKMX HAyK, Bpad BBICIICH
KaTeropuu mno chnenuanbHocTu «PeBmatosorust (merckas)», AO «Hayudnblil 1IeHTp
MEINATPUN U JeTcKo xupyprum» M3 PK;

2) MaiitbacoBa Paiixan CaJbIKIIEeKOBHA, JOKTOP MEIHMIIMHCKMX HAyK, Bpad BBICIICH
Kareropuu mo crnenuanbHocTu «PeBmatosorust (merckas)», AO «HayuHblii 1eHTp
MEINATPUN U JeTcKoi xupyprum» M3 PK;

3) AcbutbekoBa Maiikern KyaHntaeBHa, 3aBeyroIas OTICICHUEM PEBMATOJIOTHH, Bpad
BBICIIICH KaTEropuM IO cIienuanbHOCTH «PeBmartonorus (merckas)», HarmoHanbHBIHM
Hay4HBIU IEHTP MATePUHCTBA U JIeTCTBa KopropatuBHoro gonma «University Medical
Centery;

4) Mykymesa 3aype CepuKnaeBHA, BHEIITATHBIA JaeTckuil peBmatojor PK, Bpauy
BBICIIICH KaTErOpHH IO CIenratbHOCTH «PeBmatomorus (merckas)», HammoHanmbHBIHM
HAy4YHBIN IIEHTP MATEPUHCTBA U JeTCTBa KopropatuBHoro ¢goumaa «University Medical
Centery;

5) Byrpibait Onusi AWTOAWKBI3BI, Bpad OTACICHHS, KapAHMOPEBMATOJIOT TMEPBOM
kareropun, AO «HayuHblil HeHTp neauaTtpuu u gerckou xupyprum» M3 PK;

6) EpanueBa bubOuxan AOjanueBHa, KaHIWAAT MEIWIIMHCKUAX HAyK, TJIABHBIN
BHEIITATHBIN KJIMHUYECKUU dbapmakonor YupasneHue 0OIIECTBEHHOT O
3ApaBOOXPAHEHUS TOPOJA AJIMATHI.

6.2 Yka3aHue HA OTCYTCTBHE KOH(JIMKTA HHTEPECOB: HET.
6.3 Peunenszenrbl: AOapaxmanoBa Carupa TokcanOaeBHa — JOKTOp MEIUIIMHCKHX

HayK, 3aBeayromas kadenpoit nerckux 6onesneit Ne2 AO « MeauImuHCKuii YHUBEPCUTET
Acrtanay, Bpad Ieiuarp BbICIIEW KaTETOPHH.



6.4 Yka3aHusl yCJIOBUSI EPECMOTPA NMPOTOKOJIA: TIEPECMOTP MPOTOKOIA Yepe3 5 JeT
HocJIe ero OnmyOJMKOBAHUS M C JaThl €ro BCTYIUICHHS B JICHCTBHE WU MPHU HAJTUYUU
HOBBIX METOJIOB C YPOBHEM JI0Ka3aTEILHOCTH.
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[Tpunoxenue

Ta6auna 8. - O6HoBJIeHHBIe pekoMeHaanun mo Jeuyennio EULAR 2019 [12]:

JleueHne KOXKHBIX
TMOPAXKEHUM:

* 3amuTa KOk COJIHIIE3aIUTHBIM KPEMOM;

*KpaTkocpoyHoe MECTHOE TPUMEHEHUE KOPTUKOCTEPOUIOB;

* MecTHbIN HHTUOUTOP KaIbIMHEBPUHA;

* MTX o0co0eHHO IpH COYETAaHWUU C CYCTaBHBIM CHHIPOMOM
CKB (B nmo3e He Hmke 15 Mr B Helenar0 B KOMOWHAIIMU C
b omeBol KUCIOTON 5 MI' B HEJIENIO);

* Petunounnsi, MMF (B noze 2-3 r/cyr.), benumymat (5 net u
crapmre, 10 mr/kr maccel Tenma - 0, 14, 28-ii gam) u paiee
MPOJIOJDKAIOT B aMOYJATOPHBIX YCJIOBHUSIX €XKEMECSYHO B
TEUCHUE KaK MHUHUMYyM 6 MeEC;) - TpH CIU3UCTO-KOKHBIX
nposiBineHusx CKB;

» Huxnodochamun (2-3 mr/kr 1 pa3 B neHb, nepopaibHO 2—3
Mec; win 1o 500 - 1000 Mr BHYTPHUBEHHO €XEMECSYHO B
teuenue 6 mec miam mo 250 -500 mr kaxnapie 2 Hed, 10 6
uH(py3uii) B coueranun ¢ ['K — mpu reHepaiv3oBaHHOM
KOXXHOM BAaCKYJIUTE WU OYJUIE3HOM MOPAKEHUN KOXH;

* [Inasmadepes (ynmanenue miazmbl oT 800 701000 mi ¢
3aMelIeHeM WiIh 0e3 3aMEIEHHUs CBEKe3aMOPOKEHHOM
T1a3MOM WJIM pacTBOpa albOyMuHa (B 3aBUCUMOCTH OT YPOBHS
oO1ero 6enka CHIBOPOTKH KPOBH), C MHTEpBAJIaMU B 2—3 JIHS)
B COYETAaHUM C NyJbC — Tepanued ukiIopochaMuaoM Hu
MeTwinpeaauzoonom (mo 15-20 wmr/kxr  (500-1000 wmr)
BHYTPHBEHHO KamelbHO B TeueHne 30 MUH Ha TPOTSHKCHHH
Tpex JHEeH noJpsia win 0oJiee.) — B pepakTepHBIX CIyvasx;

Jleuenune
MBIIIEYHO-
CKEJIETHBIX
ITOPAKECHUU:

 HIIBII (B craHmapTHBIX TEpaneBTUYECKUX [1033aX) Y
MALIUEHTOB C JIETKUMH MBILIEYHO — CKEJIETHBIMU CUMIITOMAaMU;
* [ TIOKOKOPTHKOCTEPOUABI HU3KHE J03bI ¢ 00Jiee CTOMKMMHU
CHUMITOMAaMU;

* MTX sBnsercs 5(h(EKTUBHBIM CPEACTBOM KOHTPOJIS
MBIIIEYHO-CKEIETHBIX nposiBiieHnii CKB.

Jleuenue
Cepo3uTa:

» HIIBII wnu [ IFOKOKOPTUKOCTEPOUIBL;
*Metotpekcar, Asatuonpun (1-3 Mr/kr B CyTKH) B
pedpakTepHbIX cirydasx

Jleuenue
HEBPOJIOTHYECKUX
nposisiieHnii CKB:

* [ TFOKOKOPTUKOUIBI 1 IMMYHOICTIPECCAHTHI;

* [Inmazmadepes, BBUI' (1o 1 r/kr B Teuenue 2 auew i no 0,4
I/Kr B TedyeHue 4-5 paHeil, Kypchl JIEYEHHUS MOBTOPSIOTCS
€XKEMECSYHO) B pedpaKTepPHBIX CIy4asix, MOXKET ObITh TaKKe
ucnoiab3oBaH bennumymad uinu Putykcumad (mo 500—-1000 mr
€XEeHeeNIbHO (MaKkcuMalbHas cymmapHas ao3a — 2000 mr);

* AHTHarperanT (aleTuICAIMIUIOBas KUCIOTa IPUMEHSETCS B
no3e 1-2 mr/kr 1 pa3 B eHb nepopanbHO, AUIHPUAAMOT — 2,5




MT/KT IBaX/bl B JICHb MEPOPaIbHO) / aHTUKOATYJISIHT (TenapuH
npuMeHseTcs B 103ax 65—-85 ME Ha kujorpamMm Macchl Tejia B
CYTKH MOJK0XHO; BaphapuH - 103y Mpenapara KOHTPOIUPYIOT
no ypoBHro MHO. Pekomennyembii kopumop MHO
cocrapimsger 2,0-2,5) — ecliMm  TICUXOHEBPOJIOTMYCCKHE
POSIBJIICHUSI CBSI3aHbI C aHTU(HOCHOIUIHIIHBIMU aHTUTEIAMH.

Jleuenne » KopTukoctepousl - 1€4eHUe NepBOU JIMHNH,

MMMYHHOU * benumyma0 nnu Putykcumal aJid pe3UCTEHTHBIX CITy4Yacs;

LIATOIICHUM:  BBUI' npu nedenun pedpakTepHOil TPOMOOLMTONCHUH U
ayTOMMMYHHBINA TEMOJIMTUYECKON aHEMHUM;

Jleuenue — JInst manmenTos ¢ I u IV kimaccamu BH:

BOJIYAHOYHOI'O * [{® BHyTpUBEHHO M1 MMO® ¢ KOpTUKOCTEPOUIAMU;

HedpuTa (3aBUCUT
oT
MOPGhOITOTHYECKUX
MIPOSIBJICHUN ):

*/IHIyKIMOHHBIE PEXUMBI JICYEHUS JOJDKHBI COYETAThCA C
nyascamMu IV METWINPEIHU30JI0HA € IOCIEAYIOIIUM
IIEPOPAIBHBIM IIPEIHU30JIOHOM;

— BH kiacca V u nporennypueit HehpOoTHYECKOTO JUana3oHa:
* MM® c opasIbHBIM IIPEIHU30JIOHOM.

* Jlnsa nopnepxuBaromier tepanuu BH - ucnone3ytor A3A wim
MM®O®, nepopaibHblii NPEIHU30JI0H JOHKEH ObITh CHUYKEH Kak
MOHO ObIcTpee (10 <5 Mr / IeHb WIH MMOJTHOW OTMEHBI);

— Jlna pedpakrepHbix cinyyae BH:

* benumyma0, Putykcrumao;

» Marubutops! kanbimHeBpuHa (1ukiocnopus (2,0-5,0 mMr/kr
MAaccChl TeJla BHYTPb B IBaX/Ibl B CYTKH) U TaKPOJIUMYC;

* [Imazmadepes.

Jleuenue ADC:

— [TammenTer ¢ ADC - 6e3 kmuHnueckux npuzHakoB ADC, Ho ¢
BbICOKMM ypoBHeM adJI:

*be3 ¢akTOpoB pHCKa: HU3KHE 03Bl AalleTHUJICATUIIAIOBOM
KHUCJIOTHI B COUETAHUU U 0€3 TUJIPOKCUXITIOPOXUHA;

« C ddakropamu pucka: Bappapun (MHO <2) wu
TUIPOKCUXIIOPOXHH;

— «Karactpoduueckuii» ADC:

 Ilnasmadepes B  coye€TaHMM C  WHTEHCHBHOU
aHTHKoaryJistHtTHOU Tepanuert (MHO 2,0-3,0);

* CBexxe3aMopoKeHHas 1mia3Ma (C 3aMeCTUTENIbHOM 1EJIbIO);

* [Tynsc-tepamus 'K u muxnodochamumonm;

* BBenenre B/B MUMMYHOTJI00yJIMHA.

* Anmpocrtanuin (B/B B 03¢ 3—6 MKI/KT B 4ac B Te4ueHue 12 4.,
JUIMTEIBHOCTh Tepanmuu cocTaBisier 14-28 nHeil.) — mnpu
TpoMOO3ax, HEKpO3aX, TaHTPEHaX, BBIPAKEHHOM CETYATOM
JIMBEIO.




Tab6auna 9. PexoMeHAanuM Mo JUATHOCTHKE M JieUeHUIO aHTH(HOCHOITUNTUIHOTO
cuHjapoma y aereii [18]

YpoBeHb Cuna Cornacue
JI0OKA3aTeNIbCTBA | peKOMEHIAlUU (%)

I[Harﬂocnmecrme PEKOMECHIAIIUNA

1. Kputepuu ass B3pOCIbIX AJs 3 C 100
ADC, X0TS U ABASIOTCS
cnienuUIeCKUMH, MOTYT HE
MMETh YyBCTBUTEIBLHOCTH JIJIS
nerckux ADC

2.HeoOXoauMbl HOBBIE KpPUTEPUU 4 i 100
KJIaccu(puKaluu neauaTpudeckoro
A®C, xoTopble BKIIOYAIA ObI
HETPOMOOTHYECKHE MPOSIBICHUS Y
neTei, TOMUMO TpomMOo03a.

3. Ilpu momo3penun Ha ADC y 2A /B B 100
nereid  HEoOXOAMMO  MPOBECTHU
CJIEIYIOIINE TECTHI: BOTYAHOYHBIN
AHTUKOATYJISHT,

aHTUKApAUOIUMNUHOBEIN  IgG  m
IgM u antu-Bf2 raukonporeus-l

19G u IgM.

4. Ckpununr AOC cienyer 3 C 100
MIPOBOJIUTH y BCEX MAIIMEHTOB C
CKB

PexoMeHganuu mo Jye4eHMuIo

1. Y natmmentoB ¢ CKB u A®C 3 C 100
aHTHATrPETaHThI MOTYT
paccMaTpuBaThCS IS IEPBUYHOM
NpoQUIAKTUKHA TpoMOO03a B
JOTIOJTHEHUE K
T'HJIPOKCUXJIOPOXHUHY.

2. Korma mamumeHT —mepeHec 3 C 100
BEHO3HBIN TPOMOOTHYECKHUI
AMIH30/, MoKa3aHa
AHTHKOATYJITHTHAS Teparnws,
KOT/Ia TIPOSIBJIICHHSI, CBSI3aHHBIC C
ADC.

3. Ecnu y manuenTa ciyquics 3 C 100
BEHO3HbBI TPOMOOTHUECKUI
AIN30/1, CBSI3aHHBIM CO CTOMKOM
noyioxkuTeapHoi ADJI, B
JOJITOCPOYHOM ITEPCIIEKTUBE
MOKAa3aHa AaHTUKOATyJITHTHAs




Tepanusi.

4. Ecim y mnanuMeHTa BO3HUKIIO
apTepuaibHOE  TPOMOOTHYECKOE
cOOBITHE, CBSI3aHHOE CO CTOMKOH
MOJIOKUTEJIbHOM ~ pEakuuenl Ha
A®JI, agekBaTHOE IOATOCPOYHOE
MoKa3aHa AHTHKOATyJISTHTHAs
Tepanusi WIM KOMOMHUPOBAHHAs
AHTHKOATryJISTHTHAs u
AHTHATPETAIMOHHAS TEPaIInsl.

100

5. Ecim y mamueHTa BO3HHK
peuuaInB TPOMOOTHYECKOTO
COOBITHS, CBSI3aHHOI'O CO CTOMKOHU
MOJIOKUTEIbHOCTHIO ADJI,
HECMOTPS Ha NIEPOPAJIbHBINA ITPUEM
AHTUKOAryJIIHTOB  C  II€JIEBBIM
MHO 2,0-3,0, JUITMTEIbHAs
AHTHKOAryJISTHTHAasE Tepanus [0
neiaesoro MHO 3,04,0 wm
aJpTepHATUBA

MOKa3aHbl TaKWe BHUALI JICUCHUS,
KaK YBEJIIMYEHHAS
TepaneBTUYECKAas J103a
HU3KOMOJIEKYJIIPHOTO  IenapuHa,
Jlaro1ias 1eiaeBbie aHTH-Xa.

100

Pexomenxaumu 1uis AeTei, posKIeHHbIX 0T MaTepen ¢

ADC

1. TlepunaranpHblii  TpPOMOO3,
cBsa3aHHbIl ¢ A®DA, saBusercs
OYCHb PEJIKUM OCJIO)KHEHHEM Y
MJIQJICHIIEB,  POXIEHHBIX  OT
Matepen ¢ noJoxuTebHbIM ADA.
YacroTa peuuauBOB y MIIAJICHIIEB
C TMepUHATAIbHBIM  TPOMOO30M
Ype3BbIYAMHO HHU3KAa, W  HET
€UHBIX PYKOBOJSIIINX
MIPUHIIUIIOB TUISt
TEpANeBTUYECKOTO mnoaxoxa. B
LIEJIOM, MJIaJIEHILIaM c
[IEpUHATAIIBHBIM  apTepUAIIbHBIM
UIIEMUYECKUM HUHCYJIBTOM,
cBs3aHHBIM ¢ A®DJI, oObryHO HE
cleayer MOJIyYUTh
AHTHUKOATYJISIHT.

3

100

2. Jletu, poXKJIE€HHBIE OT MaTEPEH C
A®C, wMoryr wuMerb OoJiee

87




BBICOKYIO ~ 9acTOTy  aHOMAaJIHi
pPa3BUTHS HEPBHOH CHCTEMBI; JIJIS
OILICHKH HEPBHOTO  Pa3BUTHSA
HEe00X0IMMO JUTATEIBHOE
HaOJII0IEHUE.

Pexomenpanuu no jJeuenuio gerckoid CAPS

1. ¥V nmanumenrta ¢ nerckon CAPS
HEMEJJICHHOE KOMOWHHPOBAHHOE
JICUCHUE AHTUKOATYJITHTAMU,
KOPTUKOCTEPOUJIAMH,  ILJIA3MOM.
Cnenyer PaccMOTPETh
BO3MOXHOCTb oOMeHa C
BHYTPUBEHHBIMU
HMMYHOTJIO0OyIMHAMUA WKW 0e3
HUX.

3 C 100

2. Y nammenrta ¢ gerckoi CAPS
pUTYyKCUMAa0 1501051 npyras
MMMYHOCYIIPECCUBHAsI  Tepamnus
TaKKe MOXKET paccCMaTpuUBaThCS B
KaueCTBE JICYCHUS KaK BapUaHT.

3 C/I 100

3. B CAPS caumikoM Majo
JAHHBIX, YTOOBI MOJICPKUBATH
PYTHHHOE MCIIOJIb30BAHUE
aHTHArperallMOHHON Teparuu.

4 I 100

Ta6auuna 10. HeBpoJioruyeckue CHHAPOMBbI, HalJK0JaeMble IPH CHCTEMHOM
KpacHO# BOJIYaHKe, MO KJAMHHYecKHUM Kateropusim: ACR mno HomeHKjIaType

Bostuyanku [10]

Kinmanyeckne nposiBineHus

Cunapom

[Tcuxonaronoruueckue/
HEUPOIICUXOJIOTUYECKUE

TpeBoxkHOE PaCCTPOUCTBO
Henupnii

CHUHJIPOMBI KorautuBHbIE HapylIEHHS
PaccrpoiicTBo HacTpoeHus
Ilcnxo3

Hesponornueckne Hapymenne Mo3roBoro

CHUHJIPOMBI MMOPAKECHUS KpOBOOOpaIeHus

LEHTPAIIbHOW HEPBHOM
CHUCTEMBI

JleMuenMHN3UP YOI CHHAPOM
["onoBHas 607k (BKIIIOYAS MUTPEHB U
0OPOKAYECTBEHHYIO BHYTPUUEPEITHYIO
TUIIEPTEH3UIO)

AcenTu4ecKuii MEeHUHTUT

Xopes (nBUratenbHbIC HAPYIICHUS )
Cynoporu




Muenonatus

Hesposornueckue OcTtpas BocayiuTeNbHas

CUHIPOMBI IIOPAKEHHUS MOJIMPAAUKYJIIOHEBPONIATHS (CUHAPOM

nepudeprudeckoil HepBHOU ['nitena—bappe)

CHUCTEMBI BereratuBHbIe paccTpoiicTBa
Momnoneliponatus (MHOXECTBEHHAS,
OJIMHOYHAS)

Mpmuactenus rpasuc
Henponarus kpanuaibHas
[Imexconarus
ITonuHenponatus

Ta6auna 11. Knaccsl akTuBHoCTH 3a001eBanns no unjaexkcy BILAG-2004

Kiacc OnpeneneHue

A 3a0oJieBaHKE C BBICOKOM CTENEHBIO aKTUBHOCTH, TpeOylolIee
HA3HAYEHUS OJHOTO M3 CIECIYIOUIUX BUIOB TEpPANUU:

1) Beicokux 103 raokokopTukonioB (I'K) BHyTph (9kBUBanieHTHOM >20)
MT IPETHA30JI0HA B JICHb)

2) nynsc-tepanuu ['K BHyTprBeHHO (3KBUBaJIEHTHOH >500 mMr
METUJIIPETHU30JIOHA)

3) UMMYHOMOJYJIATOPOB, BKJIIOUYasi OMOJOTUYECKYIO TEPAUIO,
BHYTPUBEHHOE BBEJIEHNE UMMYHOTJIO0YJIMHA U Ma3Madepes

4) BBICOKHX JI03 aHTUKOATYJISIHTOB B COUETaHUM € BbICOKMMHU 03aMu ['K
Y1 UMMYHOMOJYJIAITOPOB

B 3aboneBaHue CpeiHel CTENEeHN aKTUBHOCTH, TpeOyrolee Ha3HAYCHHUSI
OJIHOTO U3 CIEAYIOUIUX BUIOB TE€PAIIUHU:

1) Huskux 103 'K BHyTph (9kBUBaNIeHTHBIX <20 MT MpEIHU30JI0HA B
JICHbB)

2) BHYTPUMBIILIEYHOTO WM BHYTpUCycTaBHOro BBeaeHus ['K B no3e,
SKBUBAJICHTHON <500 MI METHJIIPEAHU30JIOHA B JC€Hb

3) napyxaoro npuMmenenus 'K

4) Hapy>KHOT'O MPUMEHEHUS UMMYHOMO Iy ISITOPOB

5) aHTUMANISPUIHBIX MPENapaToB, WK TATUIOMUIA, WU IPacTEPOHa,
WJIU alluTpEeTHHA

6) cumnromatuyeckor tepanuu (HIIBII nisa neuenus aptpura)

C 3a00s1eBaHUE C JIETKOM CTEMEHBIO AKTUBHOCTH

D Het HacTosieii akTuBHOCTH 3a00JIEBaHMs, HO CHCTEMa
OblJIa paHee BOBJICUEHA B TIPOIIECC

E CucrteMa HUKOT]Ia He ObLIa MOBPEXKICHA




Onenka kayecrBa xku3Hu (KiK)

Cranmaptom mis onenkn KK y mammentoB ¢ CKB cumtaercs onmpocHuk Short form
Medical Outcomes Study (MOS SF-36). Pycckas Bepcuss SF-36 BamuampoBaHa
MexnanmmoHanbHEIM TieHTpoM uccienoBanus KOK r.Cankt-IlerepOypra u MOCKBBIL.
CymectByer  Apyroi, ©Oojee  cHelM(PHUYECKHA  OMNPOCHUK,  pa3paOOTaHHBIN
HerocpeacTBeHHo i oneHku KXK y Oomeneix CKB Lupus Quality of Life
(LUPUSQOL). DT0 eauHCTBEHHBIH ONPOCHUK, MEPEBEACHHBIM Ha PYCCKUH S3bIK
ArenctBoM Corporate Translation Inc. mo Bcem npasunam GCP.

Lupus-Qol mpexacraBisier co0Oi aHKETy, BKIIOYArONIyl0 B cebs 34 Bompoca,
00BEIMHEH-HBIX TIO 2-8 BOMPOCOB B OTAeNbHBIC MmKalbl. OH oreHuBaeT: physical health
(¢pusmueckoe 310p0o-Bhe); emotional health (3mommonansHOE 3M0pOBHE); body image -
o0Opa3 Tena (OLEeHKa NalueH-TOM CBOETO TeJla U BOCIPUAITHS €ro ApyruMu); pain (00b);
planning (mmanupoBanue); fatigue (ycramocts); intimate relationships (MHTHMHBIE
oTHoIeHus ); burden to others (3aBUCMMOCTB OT IPYTHX JIIOJICH).

OnpocHUK 0 Ka4eCcTBe KU3HU IpH 3a00eBaHnnK Boryankou (LupusQol)
Jara BUSUT ®UNO Bo3zpacr ner

[IpuBeneHHBIN HUKE OMPOCHUK pa3pabOTaH € ILENbl0 OMNpEeNeiIeHUs] TOro, Kak
3a0osieBanue cucreMHol kpacHoi Bomyankoil (CKB) Bo3neiicTByer Ha Barry sku3Hb.
[IpoutHTe KaXK/10€ YTBEP>KIECHUE U OTMETHTE OTBET, HAM0OJIEE TOUYHO OTpaKarolIUl
Bame camouysctBue. [loxkanyiicta, mocTtapaTeCh OTBE€YaTh HA BCE BOIPOCHI KaK
MOYKHO IPABJIMBEE.

1 ITocTostHHO
2 IlouTtn Bcerga

1.13-3a 3abosieBaHMsI BOJYAHKON MHE HY>XHa IOMOILb B
BBITIOJTHEHUU TsDKENION (u3udYecKkoi padoThl, HANpUMeEp,

npu BCKAaIIbIBAHUU oropoja, MOKpAacKe w/mnn | 3 JlocraTo4HO YacTo
KOCMETHYCCKOM PEMOHTE, ITIepeCTaHOBKE MeOen 4 N3penka
5 Huxkorna

Kak gwacTto Ha IMPOTSKCHHUH ITOCJICTHUX 4 HCIOCJIb

1. U3-3a 3a00JsieBaHMsI BOJYAHKOM MHE HYXKHA MOMOIb B
BBITIOJTHEHUU TsDKENON (u3uYecKkord paboThl, HampuMmep,
OpyU  BCKalblBAHUM  Oropoja,  IOKpacke  W/WiH
KOCMETUYECKOM PEMOHTE, IIEPECTAHOBKE MeOEH

1 ITocTostHHO

2 IlouTtn Bcerga

3 JlocTaTO4HO 4acTo
4 N3penka

5 Hukorna

2. U3-3a 3a0o0yieBaHUsl BOJTYAHKOW MHE HY)KHA ITOMOIIb B
BBITIOJIHGHUH YMEPEHHO TSDKeNoW (u3udeckoil paboThI,
HarpuMep, TpPHU TIOJb30BAaHUHU  MBUIECOCOM, TJIAXKKE,
COBEPIIIEHUH TTOKYTOK, YOOpKE BaHHOW KOMHATHI

1 ITocTostHHO

2 IlouTtu Bcerna

3 JlocTaTO4YHO 4acTO
4 N3penka

5 Huxkorna

3. W3-3a 3abosieBaHMsl BOJYAHKOW MHE HY)KHA MOMOIIb B
BBITIOJIHEHUH JIETKOW (PU3MUECKON pabOoThl, HApUMeEp, IpH
TOTOBKE/TIPUTOTOBIICHUH  THIH, OTKPHIBAHUU OaHOK,
BBITHPAHUU TIbUIM, TPUYECHIBAHUN WIH COOJIOACHUN
JMYHOM T'MTHEHBI

1 ITocTossHHO

2 IlouTtn Bcerna

3 JlocTaTO4YHO 4acTo
4 N3penka

5 Huxorna

4. M3-3a 3a001€BaHUsl BOJYAHKOM s HE MOTY BBINOJIHSATH
MIOBCE/IHEBHBIC JIeNIa, HApUMeEp, paboTaTh, YXaKMBATh 3a

1 ITocTostHHO
2 Iloutu Bcermga




JCTbMH, BBIIIOJIHATH 0053aHHOCTH TIO A0OMY, HACTOJIBKO
XOopo1mo, Kak MHC OBI 3TOT'0 XOTEIOCH

3 JlocTaTO4HO 4acTo
4 N3penka
5 Huxorna

5. MHW3-3a 3a00JiecBaHUSA  BOJIYAHKOU

IIOJHUMATHCA 110 JICCTHHUIIC

MHE  TPYIHO

1 ITocTossHHO

2 IlouTn Bcermga

3 JlocTaTO4YHO 4acTo
4 Uzpenka

5 Huxornma

6. W3-3a 3a00¢BaHMs BOJYAHKOM S B KAKOM-TO CTEICHU
noTepsii(-a) CBOIO CaMOCTOSITEILHOCTh W 3aBUIIY OT
JIPYTUX JIIOIEH

1 ITocTossHHO

2 Iloutu Bcerma

3 JlocTaTO4YHO 4acTo
4 Uzpenka

5 Huxkorna

7. 113-3a 3a001€BaHKs BOJIYAHKOM 5 BCE ACjIar0 MCAJICHHCC

1 ITocTossHHO

2 IloutH Bcerna

3 JlocTaTO4YHO 4acTO
4 N3penka

5 Hukorna

8. WN3-3a 3a0oneBaHuss BOJYAHKOM y MEHS HapylIEH
XapakTep CHa

1 ITocTostHHO

2 Iloutn Bcerga

3 JlocTaTO4YHO 4acTo
4 Uzpenka

5 Huxkorna

9. U3-3a OoJjiell, BBI3BAHHBIX 3a00JE€BAaHMEM BOJIYAHKOM,
MHE HE YJaeTcs BBIMOJHATH CBOHM Jeia TaK, KaKk MHE ObI
3TOT'0 XOTEJIOCh

1 ITocTossHHO

2 IlouTtH Bcerna

3 JlocTaTO4YHO 4acTO
4 N3penka

5 Hukorna

Taoauna 12. Habop npu3HaKoB, NpeaJiOKeHHbIX /51 OLEHKH 0TBETA HA TePanuio
cunapomMa kpacHoii Boruankm y aereid (PRINTO/ACR [17]

Komnonenm ¢unanvrnoco cuema Memoo oyenxu
['mobGanbHast BpadyeOHast omenka | 10-cantumerpoBas BU3yaJIbHO-
AKTUBHOCTH 3a00J1€BaHM aHajoroas mkaia, PGA
[TopaxkeHue nmovex 24-qacoBasi IPOTEUHYPHUS
Kommnekcnas  onenka  aktuBHOCTH | ECLAM, nmu SLEDAI-2x niiu SLAM
CUHAPOMA KPACHOM BOJYAHKHU
Ponnrennckas OIlEHKa coctostnus | 10-cantumeTrpoBas BU3yaJIbHO-
pebeHka aHajoronas mkana, ParentGA
OmeHka KadecTBa >KHM3HM, cBsizaHHoro | bamn mo ompocuuky CHQ (Child Health
CO 3I0POBBEM Questionnaire)

Kpurepnii orBeTa Ha Tepanmui — IO

KpaiHE! Mepe IATUACCATUIIPOLEHTHOE

yIIydlIeHUe MO JIOO0BIM JABYM MYHKTaM, MpPU 3TOM He Oojee 4eM MO OJHOMY M3
OCTaBIIMXCS MYHKTOB MOKET ObITh OTMEUEHO yxyuieHue 6osee uem Ha 30 %




HNudopmupoBanHOe 100pOBOJIbHOE COTJIacHe HA OHMOJIOTHYECKYI0 TePANHI0

A,
®.1.0. Ir'paxaaHlHa, OJJHOT'O U3 pOI[PITCJ'ICﬁ, HHOT'O 3aKOHHOTI'O IIPCACTABUTCIIA
« » I'. POXIOCHHA,

IPOXKUBAIOIINM 110 aApecy:

Jar0 MTHPOPMUPOBAHHOE JOOPOBOIBHOE COTIACHE HA OMOJIOTMYECKYIO TEPAITUIO
npenapaTroM B

HaNMEHOBAHHWE MEAULMHCKON OpraHu3anuu
MeauuuHCKUM pabOTHHKOM

noKkHOCTh, .M.0O. MeaAuIIMHCKOTrO pabOTHUKA

51 o3HaKOMJIEH (@) C BUJIOM MEIUIIMHCKOTO BMEIIATEIbCTBA.
B noctynHol a1 MeHst popMe MHE J1aHbl pa3bsCHEHUS

* 0 XapakTepe U LesIX OMOJIOrMUecKol Tepanuu (BKIIoUas AeTalu JJabopaTOPHBIX U
MHCTPYMEHTAJIbHBIX METOJOB UCCIIEI0BAaHUS ), HEOOXOAUMOM JIIs1 yMEHBIICHHUS
aktuBHOCTU 3a00neBanust CKB

* 0 MIOKa3aHMUAX U MEHS JaHHOM Tepanuu; O €ro NOCIeACTBUIX U MPEeANnoIaraéMblx
pe3ysbTaTax OKa3aHUs MEIUIIMHCKOM MTOMOIIH, a TAKKE O BOZMOKHBIX
aIbTePHATUBHBIX BapUaHTaX MEIUIIMHCKOTO BMEIIATEIbCTBA

* METOJUKE U CXEME BBEJICHUS OMOJIOrMYECKOT0 JIEKApCTBEHHOTO MpernapaTa

, CBSI3aHHOM C HUM pHCKe (MPOTUBONOKA3aHUsI, TOOOYHBIE
ABJICHHSI, 0COOBIE YKA3aHMSI)

S nomyuunn (a) BO3MOKHOCTh 33J1aTh JIFOObIE BOITPOCHI KacaTeIbHO MPUMEHSIEMOTO
OMOJIOTUYECKON TEpaNUK U JIEKAPCTBEHHOIO Mpenapara.

Mue  pazbsicHeHO, 4TO Tpud  O(GOPMJIECHHMHM  HACTOAMIETO  JOOPOBOJIBLHOTO
UH()OPMUPOBAHHOTO

CorJIacus, a TaKKe MepeJl OCYIIECTBICHUEM MEIMIMHCKOTO BMEIIATEIbCTBA — HH(Y3UU
OMOJIOrMYECKOro JIEKapCTBEHHOTO Mpenapara s
MMEIO MIPABO OTKA3aThCsl.

51 moHuMaro, 4To B LIETSAX 0€30MaCHOCTH U YIIYUILEHHUS COCTOSHUS MOETO 3/I0POBBS 5
JOJDKEH (a) CTPOro coOII0AaTh PEKOMEH 1AM CIeIIMATIUCTA: T03bl, KPAaTHOCTD,
JUTUTENIbHOCTD JICUEHUS.

A npenynpexacH(a) 06 0COOEHHOCTSAX MOETo 3a00JIeBaHUs, TEYECHUU U €T0 MPOTHO3E
pu

OTKa3e oT Tepanuu.

[Tonmucy @.M.O. rpaxnaHuHa, OJHOTO U3 POJUTENEH, WHOTO 3aKOHHOIO
MPEACTaBUTES

[Moamuce ®©.M1.0. MmeauuuHCKOro pabOTHUKA
« » T.
Jlata opopmieHust ”HGOPMUPOBAHHOTO JOOPOBOJIBLHOTO COTIACHS




