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TepMuHBI 1 onpeaeIeHUs

AzatuonpuH (A3A) — 3TO UMMYHOJENPECCAHT U3 TPYIIIbl AHTUMETA00TUTOB, SIBIISSICh
CTPYKTYPHBIM aHAJOTOM a/ICHUHA, TUTIOKCAHTHHA M TYaHWHA, BXOJSIINX B COCTaB HYKIEHHOBBIX
KHCIIOT, OJIOKHPYET KIETOYHOE JIeJICHUE U MPoaudepauio.

Antudpochonunuaneiii  cuagpom (ADPC) — 310 TpomMOOGUIHL, OOyCIOBIEHHAs
runenpoaykiuen anturen K ¢ochonunuaam (adJl) unm aHTHPOCHOTUIHI-CBIZBIBAIOIIUM
Oenkam.

bennmymab — 310 crienupuyeckuii ”HTHOUTOp OCNKa, CTUMYJIHUPYIOIIET0 B-muM@onuTs
(BLyS), 6moxupyer cBsi3piBaHne pactBopumoro BLyS, uHruOupyer BbDKHBaHHE B-KIIE€TOK,
BKIIIOYas ayTopeakTuBHble B-kierku, u mnpenoTBpamaer auddepeHuIupoBKy B-kimerok B
OPOIYIHUPYIOIINE UMMYHOTTIOOYIIMH M1a3MaTHUECKHUEe KIETKH.

Bomuanounsiit Hepputr (BH) — 3T0 MMMyHOBOCHmanuTenbHOE 3a00Ji€BaHHE IMOYEK Y
00JpHBIX cucTeMHOU kpacHo! BosyaHkoi (CKB). Tepmun «BonmuaHouHbINH HEDPUT» (CHHOHUM —
«JTIOTTy C-HEPPUT» ) TPAAULIMOHHO OTHOCUTCS K TIIOMEpPYJIOHEDPUTY .

BonuaHoyHas moOMOIMTOMATHsI — 3TO pa3BUTHE NPOTEHMHYPUH HEPPOTHUECKOTO
ypoBHsI/HeppoTHUECKOTO CHUHIApOMa Oe3 NpU3HAKOB HMMMyHOKoMIUIekcHoro ['H (amarnos
TpeOyeT MpoBeIeHHs IIEKTPOHHO-MUKPOCKOITMYECKOTO UCCIICAOBAHMSA).

I'uapoxcuxmopoxun - 3TO npemnapar MPOTHUBOBOCHAIUTEIBHOTO,
MMMYHOMOAYJIMPYIOIIEr0o U YMEPEHHOTO UMMYHOCYIIPECCUBHOTO neicTBus. [lonasnser cunres
pPEBMATOUAHOTO PaKTopa U OCTPO(PA30BBIX OCIKOB.

I'moxoxoptukouns! (I'K) — 310 cuHTETHYECKHE aHANOTU CTEPOUIHBIX TOPMOHOB KOPBI
HA/IMMOYEYHUKOB, HCTIOIB3yEMBbIE JUIsI TPOBEACHUS IMMYHOCYTIPECCUBHON TEparmu.

Nmmynocynpeccusnas tepanus (MCT) — 3To KOMIUIEKCHOE JIeU€HUE, HAIPABJICHHOE Ha
MOJIaBJICHNE HEKETAaTeITbHBIX IMMYHHBIX PEaKIMi OpraHu3Ma.

Nupyxmus pemuccun — 3to nepsas craaus MCT, nenbio KOTOpoi siBisieTcs: ObICTpoe
10/1aBJICHUE AKTUBHOCTU UMMYHHOTO BOCHAJICHUS U KIIMHUYECKUX MPOSBICHUN 3a00J1€BaHuUS.

Nurunburoper  kanpmmueBpuHa (KHM) — »T0 wuMMyHOIempeccaHThl, OKa3bIBAIOT
u3zbuparenpHoe JeicTBUe Ha T-TUMQOUUTHI, MOAABISIOT Pa3BUTUE PEAKIHMHA KIETOYHOTO U
TYMOPAIbHOTO UMMYHHUTETA, 3aBUCIIIUX OT T-mumdouutoB. [IpeaynpexxaaroT akTUBUpOBaHUE
auMOIMTOB, HMHrHOUPYs BblAeneHHe TuMpoKuHOB. [lukinocrnopuH mpencraBiser coboit
IUKJTHYSCKUA  TIOJIMIENTHI, TMPOIYIUPYETCs TMOYBEHHBIMU TrpuOkamMu BHaa Tolypocladium
inflatum. Takponumyc OTHOCUTCS K rpymnme HNPUPOTHBIX MaKpOJIH/IOB,

NpoyIUpyeTcs akTHHOMUIIeTOM Streptomyces tsukubaensis.


https://ru.wikipedia.org/wiki/%D0%91%D0%B8%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B9_%D0%B2%D0%B8%D0%B4
https://ru.wikipedia.org/wiki/Tolypocladium_inflatum
https://ru.wikipedia.org/wiki/Tolypocladium_inflatum
https://ru.wikipedia.org/wiki/%D0%90%D0%BA%D1%82%D0%B8%D0%BD%D0%BE%D0%BC%D0%B8%D1%86%D0%B5%D1%82%D1%8B
https://ru.wikipedia.org/w/index.php?title=Streptomyces_tsukubaensis&action=edit&redlink=1

MukodeHonaTsl — 3T0 UMMYHOJETPECCAHTHI, TIPOU3BOIHBIE MUKO(EHOJIOBON KHCIOTHI
(M®K). MOK sBnsercss CEIeKTUBHBIM HMHIHOMUTOPOM HWHO3WHMOHOGOCGhATIETHIPOTCHA3BI
(UM®JTI'), KoTOpBIi MOAaBISIET CHHTE3 I'YaHO3WHOBBIX HYKICOTHIOB de NOVO, oka3biBaeT OoJjiee
BBIPOKEHHOE LUTOCTAaTUYECKOE JIEWCTBHE Ha JIMM(OLUUTBH, YeM Ha Jpyrue KIETKHU.
Muxodenonata moperun (MM®) npexacrasnsger coboit 2-mop¢poanHo3TUIOBIH 3pup MDK.
MuxkodeHonaT HaTpusl peAcTaBiIsieT coooi HaTpueByto conu MOK.

O6ocTtpenne (permauB) 3a00JIeBaHUST — HApAacTaHWE AKTUBHOCTU KIMHHYECKUX
MpOsIBJICHUH 3a00ieBanus, TpeOyromee nauanuu win ycunenus UCT.

[Tonnepxanne pemuccun — Btopas (aza MCT, nampaBieHHas Ha MpeAoTBpAIlCHUE

obocTpeHuii 3a00JIeBaHUS.

Pemuccuss — OTCyTCTBHME KIMHMYECKMX M JaOOpaTOPHBIX IPHU3HAKOB AaKTHBHOCTHU
3a00J1eBaHMs.
Putykcumab (PTM) — reHHO-MHXKEHEpHBIH OHOJOTHYECKUH TMpemnapar, XHUMEpHbIe

MOHOKJIOHaJIbHBIE aHTHUTENa, HanpaBieHHble npoTuB CD20 penentopos B-mumdonuros.

Cuctemnas kpachast BoiuaHka (CKB) — ayrommmyHHOe 3a0o0sieBaHHME HEU3BECTHOM
STHOJIOTMM C IIMPOKUM CHEKTPOM KJIMHMYECKUX IPOSIBIEHWH, aCCOLUMUPOBAHHBIX C
o0pa3oBaHUEM ayTOAHTHTEN K KOMIIOHEHTaM KJIETOUHOTO s/ipa M LUTOILUIa3Mbl, 00pa30BaHUEM U
OTJIO’)KEHUEM UMMYHHBIX KOMIUIEKCOB, U IPYTUMU UIMMYHHBIMHU [TPOLIECCAMM.

Tpombotuueckass mukpoanruonatusi (TMA) — KIMHHKO-MOP(HOJIOTUIECKHNA CHHAPOM,
XapaKTePU3YIOLIUICA OPAKEHUEM COCYI0B MUKPOLIMPKYJIATOPHOTO pyciia, B OCHOBE KOTOPOTO
JICKUT MOBPEKIECHUE SHIOTEIHS C MOCTIEAYIOMUM TpoMOOOOpa30BaHUEM.

TpomboTtrueckast TpomobormTonennyeckas mypmypa (TTII) — TMA, acconmupoBaHHas ¢
BPOJKICHHBIM WM NMPHUOOPETEHHBIM Ne(UIIMTOM aKTUBHOCTH MeTayumonporenHassl ADAMTS-
13.

XpoHuueckasi 00Je3Hb MOYEK — ATO MEPCUCTUPYIOUIEe B TEUEHHE TPEX MECSIEB WU
Oojiee TOpakeHHWE OpraHa BCIEACTBUE JEUCTBUS PA3NMYHBIX STHOJOTHMYECKHUX (HaKTOPOB,
aHaTOMMYECKOW OCHOBOM KOTOPOTO SIBJIIETCSI TPOLIECC 3aMEIIEHHs HOPMaJIbHBIX aHATOMUYECKUX
CTPYKTYp (prOpo30oM, MPpUBOIAIINH K €T0 JUCHYHKITUH.

Huxknodochamun (LIP) — STO CHHTETHYECKUH  [UTOCTATHYCCKUM  Ipemapar
AIKWIUPYIOLIEro AeHCTBU, OJABIAIOINI npoaudepanuio TMMQOIUTOB.

Oxcrpakamwuisipusiii ['H (OKITH, cun. «ceprnioBuanbiii 'H» B pyccKosi3pI4HOM MEPEBOIE
MKB-10) — 310 Mop(onornyeckuii BapUaHT MOPAKEHHsI MOYEK C Pa3IMYHBIM IAaTOICHE30M,
XapaKTEePU3YIOLIMICS HEKPO30M YYacTKOB IJIOMEpPYIApHON 0a3aibHOM MeMOpaHbl M BBIXOJOM

IJIa3MEHHBIX OCIIKOB B MMPOCTPAHCTBO C 06p830BaHI/ICM <<HOHYHYHHﬁ)).



1. KpaTkass nH(popMmauus 1o 3a00/ieBaHUI0

1.1 Onpenesienye 3a00J1eBaAHUA

Cucremnas kpacHasg Boayanka (CKB) — ayroummyHHOe 3a00ji€eBaHME HEU3BECTHOM
STHOJIOTMM C IIMPOKUM CHEKTPOM KJIMHMYECKUX MPOSIBIEHHH, aCCOLMHPOBAHHBIX C
00pa3oBaHHEM MHOXECTBA AayTOAHTUTENl K KOMIIOHEHTaM KJIETOYHOTO Sapa U IUTOIJIA3MBbl,
00pa3oBaHUEM U OTJIOKEHHEM HMMYHHBIX KOMIUIEKCOB, U JAPYTMMHU HUMMYHHBIMHU TpOIeccaMu
[1,2].

Bosmuanounsiii Hepput (BH) siBisiercss 0o1HUM 13 CaMBIX YaCThIX U TSOYKEIBIX MPOSBICHUIN
CKB. BH npencrasnsier co0oii HWMMyHOKOMIUIEKCHBIM —rimomepyionedpur (MKI'H),
O0OYCIIOBJICHHBIN OTJIOKEHHEM IIUPOKOTO CHEKTpa HMMYHHBIX KOMIUIEKCOB B ME3aHTHUHU,
cyOsHporenuansHo u cyOsnurenuansHo. Hapsany ¢ UKI'H mpu CKB wmoryt pasBuBaThes
TyOYJIOMHTEPCTUIIHATIBHBIE TIOBPEXKICHUS, TPOMOOTUYECKAsT MUKPOAHTUOTIATHS, TOJOIIUTONATHS

Y TIOYCYHBIH BacKyuT [3,4].

1.2 ITHOJOrHS U NATOreHe3 3a00J1eBaHus

Ortuonorus U naroreHes CKB TOYyHO He yCTaHOBIIEHBI, OJHAKO OBUIO MOKA3aHO, YTO
00J1€3Hb PAa3BUBACTCS B PE3YJIbTATE CIIOXKHBIX B3aUMOJCUCTBHIA T'€HETUYECKUX, TOPMOHAIBHBIX
¢dakTopoB M (PAKTOpPOB BHEIIHEW CpeIbl, BEAYHNIMX B KOHEYHOM HTOTe K YyTpare

ayToToJjepaHTHOCTH [5,6].

Tpurrepamu CKB siBnsroTcst pakTopbl BHEIIHEH cpebl (yIbTpauoIeToOBOE H3IyUYeHHE,
KypEeHHE, KOHTAKT ¢ KPEMHHMEM WM PACTBOPUTENISIMU), Pa3IUYHbIE JIEKAPCTBEHHbIE CPEJCTBA, a
Takke MHpekuuu (BUpychl DmreiHa-bapp, nutomeranosupyc, napBoBupyc B19, u Bupycsl

MPOCTOTO Tepreca uenoBeka 6-8) [7].

Cuauraercs, uto npu CKB OCHOBHBIE ayTOAQHTHIEHBI, PACHO3HAKOIIMECS HMMYHHOU
CUCTEMON KaK 4Yy>KEpOJHble, BBICBOOOXKIAIOTCSI BCIEACTBHE HApyIIEHUH MeXaHHU3MOB
KJIETOYHOW cMepTH, B TOoM uucia amonto3a W NETo3a. DTu ayToaHTHreHBI MOCPEACTBOM
AQHTUTCHIPE3CHTUPYIOMIUX  JEHAPUTHBIX KJIETOK TMPEACTaBISAIOTCS ayTOpEeaKTHBHBIM B-
aumdonMTaM M aKTUBUPYIOT ayTopeakTHBHbIE T-TUM(OIMTHI, KOTOpbIE, B CBOIO OYEpe.b,
JOTIOJTHUTENBHO aKTUBUPYIOT B-nuMdonutel. BeokuBaemocts B-numdountoB obecneunBaercs
crumyastopom (B lymphocyte stimulator/BLyS), B pe3ynbrare ganbheiiieit 1ud hepeHIupoBKH
u3 B-mumdonuroB oOpa3yroTcs mia3MaTUYecKue KIETKH, NPOAyIHMPYIOIIUE ayTOaHTHUTENa K
pa3NM4yHBIM ~ 3OMTONAM  ayToaHTureHoB.  OOpasyromuecs  HMMMYHHbIE — KOMIUIEKCHI,
AKTUBHPYIOIIME KOMIUIEMEHT M OTKJIAJbIBAIOIIUECS B TKaHAX (wiu dopMmupyrommecs in Situ),

BBI3BIBAIOT TKaHeBoe moBpexaeHue [8]. B marorenese BH oCHOBHYIO pOJib UTparOT aHTUTENA
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(AT) xk AHK, Hapsiny ¢ KOTOPBIMHU BBIIEISIOT LEIBIM psAJl APYTUX ayTOAHTUTEN K Pa3IUuHbIM
KJIETOYHBIM CTPYKTypaM B 4acTHOCTH aHTU-RO u antu-C1q-AT cBsa3anbl ¢ nponudeparuBHBIMA

¢dopmamu BH [3,4,6].

1.3 DnuaemMuoJ0rusg 3a00J1eBAHNA

Pacnpoctpanénnocte CKB B eBpomneiickoil momynsiimu coctasiser 40 ciiyyaeB Ha
100 TpIc. HaceneHwus, a 3a0071€BaEMOCTh COCTaBIISIET 5—7 HOBBIX ciiy4aeB Ha 100 ThIC. HacemeHus
B roJi. 3a00JIeBaIOT Yallle BCEro XKEHIIUHBI IETOPOJHOTO BO3pACTa, TUIIMYHBIN BO3paCT 1e00Ta —
ot 15 no 40 ner, TeM He MeHee O0JIE€3Hb MOKET Pa3BUTHCS B JIOOOM BO3pacTe, B TOM YHUCIIE Y
nere u 'y noxuibix. CemelHbie ciydau cocTaBisiioT 10 10%, MMpOKO OMUCaHbl accolualuu
CKB c¢ gpyrumMu ayTouMMyHHbIMU 3aboneBanusimu. BH pasBuBaercs y 60% B3pocibix

narentoB ¢ CKB [9].

1.4 Oco0eHHOCTH KOAUPOBAHUA 3a00aeBaHud 10 MeKIYHAPOIHON CTATHCTHYECKOM

KJIaccudbukamyuy 0oJe3Held H Mpo0JieM, CBA3AHHLIX CO 3I0POBbEM

M32.1 CuctemHas KpacHasi BOJTUYaHKa C IOPaKEHUEM JIPYTUX OPTaHOB U CUCTEM

N08.5 I'momepysipHbIe OpaKEHUSI IPH CUCTEMHBIX OOJIE3HAX COETUHUTEIBHOM TKAaHU
NO0O0.1-9 Octpslit HepUTHUECKUN CUHAPOM

NO1.1-9 BeicTpo nporpeccupyomuii HeppuUTHIECKHI CHHAPOM

N03.1-9 Xponnueckuii HeppUTUIECKHNA CUHIPOM

NO04.1-9 Hedpotuueckuii cHHIpOM

N05.1-9 Hedpurrueckuii CHHAPOM HEYTOYHEHHBII

N16 TyOynouHTepCTUIIHATIBHBIE MOPAXKEHHUS MOYEeK npu 0O0JIe3HSX,

KJIacCCU(PUIIUPOBAHHBIX B APYTHX pyOpUKax

1.5 Knaccudukauus 3a001eBaHus

Panee cymecrBoBaBmme Knaccudukaunonnsie kpurepun CKB Obimu nmepecMoTpeHs! B
2019 romy coBmecTHBIMH ycuinusiMu EBpormelickoid nuru 1mo 0Oopr0e ¢ peBMaTU3MOM H
AmepukaHckoi kosuterueit pesmaronorun (European League Against Rheumatism/American
College of Rheumatology — EULAR/ACR) [10].

O6s3arensHbIM KpuTepueM auarHoctuku CKB siBisiercss BbIsIBICHUE Yy MalMEHTa KOTrAa-
au00 Ha MPOTSHKEHUU JKU3HU aHTHSICPHBIX aHTHTEN (aHTUHYKIeapHoro (akropa/AHD) B Tutpe
> 1:80 na HEp-2 kneTkax Wiu 3KBUBAJICHTHBIN MOJIOKHUTEIbHBIN TecT. [Ipu Haau4uuum TaHHOTO
KpUTEpUs UCTIONB3YIOTCS JOMOTHUTENbHbIE KIMHUYECKHE U IMMYHOJIOTHUYECKHE KPUTEPUH (CM.
paznen 1.6 u mpunoxenue ['1), KaxaoMy U3 KOTOPBIX MPUCBOEHBI OaLIbl. sl yCTaHOBKHU

JWarHo3a nalyucHT JOJKCH Ha6paTL He MeHee 10 Oaios.
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st ouenku aktuBHOocTH CKB mcnonb3yercst paznnuHble MHIEKCHI U ILKaJIbl, Hauboee
pacnpoctpanéunoii siBnsercs mkana SLEDAI (Systemic Lupus Erythematosus Disease Activity
Index). CortacHo 3To# MIKajle KIMHHYECKUM CHMIITOMaM M Ja00paTOPHBIM MOKa3aTelsiM (CM.
pazaen 1.6 u mpwioxenue [2) mpucBamBaroTcs Oaljbl U ONPENEISIETCS aKTUBHOCTH: OYEHBb
BBICOKasi akKTUBHOCTHh — 20 Oa/JIOB | BBHIIIE; BHICOKAsT aKTUBHOCTh — 11-19 GanmoB; ymepeHHast
aKTHUBHOCTH — 6-10 0aymioB; MUHIMaIbHAS aKTUBHOCTH — 1-5 0alioB; OTCYTCTBHE aKTUBHOCTH —
0 6amros [11,12,13]. Jlns OLEHKH COCTOSTHHS MAMEHTOB HMcmob3yeTcs mkaina PGA (Physician
Global Assessment) — Bu3yanbHas aHajoroBas IIKaja, OTpaXkaromias oOIee KIHHUYECKOE
Cy)KJeHHEe Ha MOMEHT ocMoTpa, rae 0 — OTCYTCTBHE AaKTHBHOCTH 3a0o0jieBaHMA, a 3 —
MaKCHMajIbHas aKTUBHOCTH 3a0oseBanus [13] (cMm. pasgen 1.6 u npunoxenue I'3).

Mopdonoruueckast knaccudukanys BH, paspaboTanHas Ha 0CHOBE MpEIIECTBYIOIIUX
knaccuukanuii  MexayHapoIHeIM —oOmecTBoM HedponoroB u OOIIECTBOM IMOYEUHBIX
natonoro (International Society of Nephrology/Renal Pathology Society - ISN/RPS) B 2003
roay [3], BKIIFO9aeT 1mecTh KI1acCOB H3MEHEHHIA:

» lknacc. MwunumanbHbli  Me3aHruanbHblii  BH. CeroBas mukpockonus (CM):
HOpManbHbIe KiTyOouku. MmmyHodmoopectienus (M®D): Me3aHruanbHble UMMYHHBIE
KOMILIEKCBI

» Il knacc.  Mesanruaneneiii  nposnudepatuBHbliin  BH. CM:  me3aHrmanbHas
THIIEPKIIETOYHOCTh W/HJIN PaCIIMpPEHUEe ME3aHIHaIbHOTO MaTpukca. dD: Me3aHrnaibHbIe
umMMmyHHbIe kKoMIuiekcesl (MK)

» Il knacc. OwuaroBeiit BH. CM: cerMeHTapHBId WIKM TJIOOANBHBIA HSHIO- WIH
skcrpakanmuispHeiil ['H ¢ mopaxenuem <50% kiry6oukoB. UD: cyOaHm0oTeIMANBHBIE +
me3anrnanbible K. BeinenstoT aktuBHbIN (A) - nponudepatuBHblil, xponndeckuit (C)
- CKJIEpO3UPYIOLIHIA, U cOUeTaHUEe aKTUBHOTO U xpoHudeckoro (A+C) ouarosoro BH

» IV xnace. Juddysnsiii BH. CM: cermeHTapHBIA WIW TJIOOANBHBIA JHAO- WM
skctpakanmuisipubiii ['H ¢ mopakennem >50% kiry6oukoB. UD: cyOsHIOTENHANIBHBIE +
mesanruansabie UK. Beigensror A, C win A+C nuddysnsiii BH

» V xnacc. Mem6pano3ubiii BH. CM: yTonieHne CTeHKH TJIOMEpPYJISPHBIX KalLISIPOB.
N®: MHOXECTBO CyOAMUTENUANIBHBIX UMMYHHBIX KOMIUIEKCOB, >50% rIoMepyspHbIX
KamuiapoB. MeMOpaHO3HbIE U3MEHEHUSI MOTYT ObITh H30JIMPOBAHHBIMU HIIU COUYETATHCS
¢ npoaudepaTuBHBIMU. MIX coueTanue o003HauaroT Kak kiace V+ |1 wim knace V+ V.

» VI knacc. Cxneposupyronmiit BH. CM: ckiepo3upoBanue >90% ki1y0o4YkoB

Kommenrapuii: B 2019 romy onyOnukoBanbl —pesynbTarbl  CornacuTenbHON

koHpepeHimu KDIGO mno BeneHHIo TIIOMEPYJSIPHBIX Oosie3HEW, TIAe OTMEYEHO, YTO
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wiaccudukamms ISN/RPS 2003 He oxBaThiBaeT Takue BapHaHThl MOPAKEHHS IOYEK, KaK
TyOYJIOMHTEPCTULIMAJIbHBIE  [TOBPEXKJEHUS, COCYAUCTbIE TOBPEXKIEHUS, B TOM YMCIE
TpoMOoTHUecKyto MUKkpoanruonatuio (TMA), nouyeunsiii Backynut npu CKB, u BoruaHouHyro
nopormronatuio [4]. Kpome Toro, B Hacrosiiee BpeMs Tpymmoil mpeacraBuresncit OOmecTa
MOYEYHBIX MATOJIOrOB OOCYXJaeTcd MNPOEKT OYEPEelIHOT0 TNepecMOTpa MOPQOIOTHYECKUX
OTIpEICIEeHHH B paMKaxX pa3jWYHbIX KJIACCOB BOJYAHOYHOTO HeppHTa, B TOM YHUCIE
XapakTepucTuka mpu3HakoB skcTpakamwuisipuoro 'H (OKT'H) — monynyHwid, U WHAEKCOB

AKTUBHOCTH U XpoHu3aruu [14].

1.6 Knuanyeckass KapTHHa 3200J1eBaHu

Knuanueckue nposisinennss CKB MHOrooOpasHbl U He HCUEPIIBIBAIOTCS] KPUTEPHUATBHBIMU
npusHakamu [10,15,16]. Kak B mebroTe, Tak W NPH JAIbHEUIIEM TEYCHUU 3a00JICBAHUS Y
manueHToB ¢ CKB nanboee yacto HaOIIOMAIOTC:

» KOHCTUTYIIMOHATBHBIC CUMIITOMBI:

» Jluxopanaka*

= (CnabocTh

= [loreps Beca

» TlopaxeHuss KOCTHO-MBIIICYHOH CUCTEMBI:

* ApTtpursl/apTpanrun®

=  MuO3UTE/MHAAITHA

» [IpokcuMarnbHas MbIIICYHAs C1a00CTh

» TlopaxeHust KOXH, €€ MPUIATKOB, U CITM3UCTHIX 000JI0UEK

*  DpuTema JIuIa B BUIe «0a00UKM»/0CTpasi KOJKHAsI BOTYaHKa™

» Tlomoctpas KOXHasi WIH JUCKOUHAS BOTYAHKA™

»  doroapepmaTuT

»  SI3BBI MOJIOCTH pTa™ 1 HOCA

= Ajnonemusa®

» Ceryaroe nuBeno (nmpu BropuaHoM ADC)

=  denomeH PeitHo

=  Xeunur

» [lanpmapHast ¥ IUIaHTapHAs SpUTEMa

» TlopakeHus: CEpO3HBIX 000JIOUCK
* [IneBpur*
» [lepukapaut*/TamnoHaja nepukap/a

» Tlopaxenus noyek™ (cM. HIKE)
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[TopaxxeHust HEpBHOM CUCTEMBI

Cynoporu™

[Tcuxo3*

Henupnit*

KoraurueHas auchyHKIHS
['onoBHBIE 60TH

[Tonu- 1 MOHOHEBpOMATHS
Xopes (mpu BTopraHOM ADC)

[Tonepeunsiii Muenut (mpu BTopuaaoM ADC)

[Topaxkenust cepana

Muoxkapaut

Oupokapaut (npu sTopuaHoM ADC)

HOpa)KeHI/I}I JCTKHUX

BosyaHOYHBIN ITyJIBMOHUT
Jlerounsle KpOBOTEUEHHS
Tpom603MO0mus nerounsix aptepuit (mpu BropuaHoM ADC)

JlerouHas runepTeH3us

[TopaskeHus >xeny104HO-KUIIEYHOTO TPAKTa

BosyaHO4HBINM TAaHKpEATUT
BosryaHOo4HBIN SHTEPUT

MesenTtepuanpHas uemus (npu sTopuaHoM APC)

I'emaTosiornueckue HapymeHus

Jleiikonenus™*

TpombouuToneHus ™

AyTOMMMYHHasi TeMOJIUTUYECKasi aHeMuUs ™
Cunnpom DOBaHca

MukpoaHruonarnyeckas reMOJIMTUYECKask aHEMUS

AytoummyHHast (Bropuunas) TTII

HMmMMyHONOTHYECKHE HApyIeHUS

[ToBhIlIeHHBIC TUTPHI aHTHAAEPHBIX anTHTEN (AT)*
[ToBbimennsie TuTpel AT Kk ABycnupansHoit JJHK*
[ToBbIIeHHBIC TUTPBI aHTH SM AT*

[ToBbimenHbie TUTPBI AT K Kap IHOJIHUITUHY *

[TossitenHsie TUTPHI AT k B2-rukonpoTtenny 1*
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* [losoXuUTEnbHBINA BOJIYAHOYHBIM aHTUKOArYJISIHT™®

» Cuamxenue aktuBHocTH C4/C3*

» TloBermennsie TuTpel AT k C1q
*KpurepuaabHble CUMITTOMBI

Knunnueckune mnpossinenuss BH 3HauntensHO BapbUpYIOT B 3aBUCHUMOCTH  OT
MOP(HOITOrHIECKOTO BapHUaHTa MIOMepyJispHOTo moBpexkaeHus [16]. Kinunnueckue nposiBieHus

nopaxenus nmoyek nmpu CKB BxitouaroT B ceds:
» Ilporeunyputo (100%)
[Tporeunyputo HedpoTUdecKoro ypoBHs/HeppoTuueckuii cunapom (50%)
Muxporematyputo (80%)
Makporemarypuio (<5%)
OputpouutapHsle TIHHAPHL (30%)
Hpyrue kinerounsle IHHAPHI (30%)
[Toueunyro HeOCTaTOUHOCTH (60%)
Brictponporpeccupyroiee Hapymenue GpyHkimu nodex (15%)

AptepuanpHyto runeprensuto (30%)

YV ¥V ¥V VYV VY V V V V

Kanansressie Hapymenus (70%)

Y 75% OONBHBIX MOpaK€HHE MOYEK BO3HUKACT Ha (poHE pa3BEPHYTON KIMHUYECKOM
KapTUHBI OOJIE3HW C BBICOKOM MMMYHOJIOTHYECKOW aKTUBHOCTHIO. DaKkTOpaMu MOBBIMICHHOTO
pucka pazsutusi BH aBisitoTcss My»KCKOU 10J1, BO3pacT MoJioxke 33 JieT, MPUHAAJIC)KHOCTh K He-
€BpPOIICOUTHON pace, U COYETAHHWE MOBBIIIEHHBIX TUTPOB aHTHUTEN K ABycnupanbHOo JIHK,
runokoMiuieMenTeMun U anturen k Clg. Knmawmueckue mposiBICHUS TOpakeHHsS TOYEK B
OOJIBIIIMHCTBE CIIy4aeB KOPPENIUPYIOT ¢ MOP(POIOrHIeCKUMU U3MEHEHUSIMU, IPUYEM HE TOJIBKO C
BH, HO 1 ¢ npyrumu BapuaHTaMH MOBPEXICHUSA, HO HU OJAWUH KIMHUYECKUH, CEPOJTOTHUECKHIA
WIN UHOW J1TabOpaTOpPHBIM MpU3HAK HE MO3BOJIIET MpEncKa3aTh Pe3yJbTaTbhl TMCTOJIOTHYECKOTO
uccienoBanus. [locnennue nccneaoBaHus MO3BOJIWIN UACHTUDUIIUPOBATH HOBbIE OHOMapKEPHI

BH, ogHako ux mmpoKoe KIMHHYECKOE IPUMEHEHHE IMoKa He ocyinecTumo [4,17,18,19].
Koppemsimu KIHHAYECKUX TpOosSBIcHUi 1 Mopdoorndeckoro kiacca BH [18,19]:
» Kiacc |: KimnuHnveckue nposiBICHUS Kak MPaBMiIO OTCYTCTBYIOT™
» Kunacce II*: Mukporematypus, ymepeHHas npoteunypusi. Hedpporuueckuii cuaapom

(HC) u napymienue (pyHKIMH OYEK HE HAOIIOJAIOTCS

» Kunace [IlI**: MukporemaTypuss © TNpOTeHMHYpHs Yy OonblIIMHCTBA. MoOTyT
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HaOmonareess HC v Hapyienne QpyHKIMU oYeK

» Kimacc [IV**: Mukporemarypuss u mnpoTemHypuss y OonbsmmHcTBa. Hepenko
HabOmonarotes HC, apTepuanbHas runepTeH3usl ¥ HapyIieHne QyHKIMHU TOYeK

» Knacc V: [IlporemHypus, dacto HeQpOTHUECKOTO  ypOBHS, BO3MOYKHA
MukporeMatypusi. Hapymienne QyHkunu nouek oObI4HO HEe Habro1aeTcs

» Kiacc VI: Tlodyeunass HeQOCTAaTOYHOCTh, apTepUalibHAas THUMNEPTeH3WsA. Yacto
HNPOTEUHYPUS 1 MUKPOTeMAaTypHsl

*Y paga manmentoB ¢ BH I/l kimaccoe BH Bo3MOXHO pasBuTHE MNPOTEHHYPHH
HE(POTHYECKOTO  YpPOBHS/HEQPOTHUECKOTO  CHUHAPOMA KaK  CIEJICTBHE  BOJYAHOYHOM
noJouuTOonaTHy (TpedyeT NOATBEPKAECHHS P 3JIEKTPOHHO -MUKPOCKOIIMYECKOM UCCIIE€A0BAHUU
C BBISIBJICHHEM PACIUIaCThIBAHUS MAJIbIX OTPOCTKOB MOIOLUTOB)

**BpIcTpONPOrpecCUpyIOlIee CHIDKCHHE (YHKIUU IOYEeK MOXeT Hal0JloaThCsl He
toibko npu BH I/IV knaccoB ¢ monmynyHHsSME, XapaKTepU3YIOIIMMU OYEYHBIH BACKYJIUT B
pamkax CKB, Ho u nipu codyeranuu jiroboro knacca BH ¢ cocyaucteiMu nopakeHusiMu, BKIIIOYast
MMMYHOKOMITJIEKCHYO BOJTYaHOYHYIO BACKYJIONATHIO U TPOMOOTHUECKYI0 MUKPOAHIMOIIATUIO —
pu BTopuaHoM ADC, Bropuunoii TTII u Bropuunom I'VYC

KananpueBple  HapymieHuss MOTYT  OBITh  CIEACTBUEM  HUMMYHOKOMIUIEKCHOTO
TyOynouHTepcTHIMaibHoro Hedpura B pamkax CKB [14].

Cragusa xponudeckoir 6osie3nn novek (XbII) ompexnensiercs Ha OCHOBAaHMHM KaTeropui
ckopoctu kiyOoukoBoi ¢wibrpanmun  (CK®) wu  anpOyMUHYpUH B COOTBETCTBHH C

Hanmonaneueivu pekomenaanusimu o XBIT [20].

2. JInuarnocTuka 3a00J1eBaHusA, MeIUINHCKHE MTOKA3aHUsA 1
NPOTHBOINOKA3aHUA K IPUMEHEHHIO METOA0B THATHOCTUKH
Kpumepuu ycmanoenenus ouaznosa:

Huarno3 CKB ycTtaHaBiuBaeTcs Ha OCHOBAaHUM JHArHOCTHUYECKUX KIACCHU(PUKAIIMOHHBIX
kputepueB EULAR/ACR 2019 roga [10]. /marmoctmka BH ocHOBBIBaeTCS Ha COYCTaHUH
KIIMHUYECKUX TPU3HAKOB TIOPAKEHUS TIMOYEK, SKCTPAPCHAIBHBIX KIMHHUYECKUX TMPOSBICHUI

CKB, HMMYHOJIOTHYECKHX NPU3HAKOB M JaHHBIX MOp(oJoruueckoro uccieaoanus [4,14,15,

21-27] (cm. pasmenst 1.5 u 1.6).

2.1 ’KaJy100L1 M aHAMHE3

L4 PeKOMeHIlyeTCH pu paccrupoce NalnueHTOB C MOJO3PCHHUCM Ha CKB ¢ MOpaXXCHHUEM
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HOYEK ISl OATBEPIKICHHS IMarHo3a o0paTuTh BHUMAHUE Ha CIeAyomIue x)ano0sr [15]:
o boun B cycraBax

o CnabocTth, HEJOMOTaHuE,

o Jluxopanka

o [Iloreps Beca

o KooxHbIe BbICHINAHMS

o doroceHcHOMIM3aAUA

o Brmmanenue Bosoc

o boJe3HeHHOCTh B MOJIOCTH pTa

o bonu B MpIIIIax, Mplle4yHas c1abocTh
o Oppimka

o bouu B rpyiHOM KIeTKe

o TonmoBHbIe OG0mH

o Hapymenus 3penus

YpoBenb yOeauteabHOCTH  pekoMeHaamuii A  (YpoBeHb  [10CTOBEPHOCTH
10Ka3aTeJIbCTB — 1)
KoMMmeHTapuu: npy BBISICHEHUH UCTOPUH 3a00JeBaHuUs CilieayeT o0paTUTh BHUMAHUE Ha

aKyILIEPCKUN aHAMHE3:
o KoaunuectBo OepeMeHHOCTEN, UX TEUEHUE U UCXOJ

o Bpemennyto cBsI3b MEXKIy MOSBICHUEM XKan00 U OEPEeMEHHOCTHIO U pojiaM

2.2 duzukaJanLHoe 00cIe10BaHIe

PexomeHnayercst ipu OCMOTpE MAIMEeHTOB ¢ To1o3peHrueM Ha CKB ¢ mopaxxeHuem noyek
JUIS BBISIBJICHHMS OKCTPApeHAJIbHBIX M OIIGHKM TOYEYHBIX IMPOSBICHUH BBITIOJHATD
cienyrommue Mauaumysiuu [10,15-17,21-27]:

o Hsmepenue maccel Tena

o Tepmomerpuro

o H3mepenue apTepuanbHOroO JaBiICHUS

o OcMOTp KOXKHBIX MIOKPOBOB (3pHUTEMa, BHICHITIAHNS )

o OcmoTp monocTu pTa (s13BBI)

o OueHka nepudepudeckux OTeKOB
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o OcMoTp n nanpnanys nepudepruyecKux JIUMEOaTHIECKUX y3II0B

o OcMmoTp u manmpnanus nepudepuyecKux CycTaBoB (00JIE3HEHHOCTh NP MAJIbIIAIINH,
HPUITyXJIOCTh CYCTaBOB)

o VI3mepeHue 4acTOTHI IyJIbCA H JBIXATEIbHBIX JBIKCHUN

o Ilepkyccus nerkux (PUTYIUIEHUE JIETOYHOTO 3BYKa)

o Ayckynbranys JerkuX (IIyM TPEeHUS IUIEBPHI, XPHITBI, KPETTUTAIIHS )

o Ayckynbranms cep/ia (IIyM TpeHHUs MepuKapia, 3By4HOCTh TOHOB, ATOJIOTUIECKUE
Ty MBI )

o [lanpnanus xuBoTa (YBEITUUCHHE TICUCHU, CEIIC3CHKH)

YpoBenb yOeaureabHOCTH  pekoMenaaumii C  (YpoBeHb  /10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

2.3 JIaGopaTopHbIe IMATHOCTHYECKHE MCCJIeI0BAHNSA

Pexomenayercs BceMm marmeHTaMm nojpospesueM Ha BH u nokasanneiM BH 1 ouenku
MOBPEXICHHUA U (PYHKIIMU TIOYEK U OMpeIeJIeHHs] TIPOTHO3a BHITIOJIHEHHE JTabopaTOpHOU
JUArHOCTHUKH B 0230BOM 00BEME, MMPEAYCMOTPEHHOM HalmoHanmbHBIMHU PEKOMEHIAITUSIMU
no XBIT [20].

YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  10CTOBEPHOCTH
10Ka3aTeJIbCTB — D)

KoMMmeHTapun: B KIMHUYECKUX peKOMeHAaUUsAX «XpoHuueckas 0ose3Hb nouek (XbID»
2021 roga AeTaJIbHO OTPAXKEHBI MOIXOAbI K TUATHOCTUKE, MOJTHOCTHIO MPUMEHUMBIC JIJIS
nauueHToB ¢ BH.

Pexomenayercs BceMm manueHTam ¢ nojpo3penueM Ha BH ¢ nensto nuddepennuanbuoit
JTUATHOCTUKH ~MUKPOTEMAaTypUH TPOBOJUTH KOJMYECTBEHHOEC MHKPOCKOIMYECKOE
HCCIIEIOBAaHUE SPUTPOLMTOB B MOYE C OMpEIelIeHHeM IUCMOP(HBIX (M3MEHEHHBIX )
KJICTOK M 3PUTPOLUTAPHBIX MUIHHIPOB [15].

YpoBenb  yOeauTelbHOCTHM  pekoMeHaauuii A  (YpoBeHb J1OCTOBEPHOCTH
JA0Ka3aTeJbCTB — 1)

Pexomenayercs BceM namuentaM ¢ BH npoBoauTh peryssipHblii KOHTPOJIb CYTOYHOM
NPOTEHHYPUH HE pexe ABYX pa3 B TOJl ISl OLEHKU NPOTrHO3a U 3(PPEeKTUBHOCTH JICUCHUS
[28-30].

YpoBenb  yO0eAuTeIbHOCTH  peKOMeHAamuii A  (YPOBeHb  J10CTOBEPHOCTH

10Ka3aTeJIbCTB — 2)
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Pexomenayercs manmentam ¢ nojo3peHueM Ha BH wm nelikouurypuedl mpoBOIUTH

MUKpoOHoIoruueckoe (KyJbTypajJbHOE) HCCIEIOBAaHUE MOYM Ha OaKTepHuajbHbIE

IIAaTOTEHbl C TNPHMEHEHHEM AaBTOMATH3UPOBAHHOIO IIOCEBA I  MCKIFOYEHUS
OakTepuabHOM MPUPOIBI JeHKoIMTypHun [21-27].
YpoBenb  yOeauteqabHocTH  pekoMenaamuii C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

Pexomenayercesi Bcem marnueHtaM ¢ nogo3penueM Ha CKB um BH BwemonHATh 0Ommii

(KTMHUYECKUW)  aHadW3  KPOBHU  Pa3BEPHYTHIM IS

TpOM6OHI/ITOHeHI/II/I, JICUKOIICHUH H J'II/IM(bOHCHI/II/I C LOCJIBIKO IOATBCPXKACHUA AHAarHo3a

CKB [15].

YpoBeHb  yOeAUTeNIbHOCTH  peKOMeHJamui A

JA0KAa3aTeJbCTB - 1)

PeKOMeHIlyeTCﬂ BCCM MNAaUCHTaAM C TIIOAO3PCHUCM Ha CKB ¢ MOPaAXXCHUCM TIOYCK

BBIIIOJIHATE CJICAYIOINHC J'Ia60paT0pHBIe HUCCJICAOBAHUA JIS1 BBIABIICHHUS XapaKTCPHBIX

usmeHenuit [20-27] (Tabmauna 1):

Tabnuua 1. JlabopaTtopHble uccienoBanus s BelsiBleHus XxapakrepHbix npu CKB u BH

(ypoBeHb

BbISIBJICHUSA

W3MEHEHU

HanmMenoBanue yCiiyru B COOTBETCTBUH ¢ HOMEHKIIATYPOU Lens
MeauiuHCKuX yeuyr (Ilpukaz M3 PO ot 13.10.2017 Ne804n)

Ornpezenenne cpeHero coiepKaHus U cpeiHen YcranoBieHue

KOHIICHTPAIU TeMOTIO0HNHA B SPUTPOLIUTAX, UCCIICIOBAHUEC
YPOBHS Xkelle3a CBIBOPOTKU KPOBH; HCCIICIOBAHUE YPOBHS
TpaHceppuHa CBIBOPOTKHA KPOBH; UCCIICIOBAHUE YPOBHS
dbeppuUTHHA B KPOBH, OIIPEICTICHIE AKTUBHOCTH
JAKTAaTACTUAPOTCHA3bl B KPOBH; UCCICAOBAHUC YPOBHA
rantorio01Ha B KpOBU; NPSIMOU aHTUIIIOOYIMHOBBIN TECT
(npsimasi mpob6a Kymbca)

XapakTepa aHeMUHn

HccnenoBanue ypoBHs 0011ero 6enka B KpOBH; BrrisiBnenue

WCCIICIOBAHUE YPOBHS aTbOYMHHA B KPOBH; OIIPE/ICIICHHE HEPPOTUIECKOTO

COOTHOIIIEHUS OETKOBBIX (hpakLus METOJIOM AekTpodopesa; | CUHIpOMA,

UCCIIEIOBaHNE YPOBHS HATPHs B KPOBU; HCCIICIOBAHNE JTU3DJIEKTPOTUTEMUH,

YPOBHSI KaJInsl B KPOBH;, UCCIICIOBAHUE YPOBHS MOYEBOM METa0O0INIECKUX

KHCIIOTHI B KPOBH; MCCIICIOBAHUE YPOBHS XOJIECTEPHHA B HapyIICHUN

KPOBH; UCCIeoBaHue ypoBHs C-peakTHBHOTO OeiKa B

CBIBOPOTKE KPOBHU;

Koarymnorpamma (OpHEHTHPOBOYHOE HCCIIEIOBAaHHE CHCTEMBI | BhisiBeHue

reMOoCTa3a); MUCCICIOBaHUE YPOBHs (UOPHHOTEHAa B KPOBH; | TUIICPKOATYJISIIUU

UCCJICIOBaHUE TMPOJIYKTOB TApAKOAryJsiid B  KPOBH,

ompeaeaeHue akTUBHOCTH anTuTpomoOuHa Il B xpoBu

HccnenoBanne ypoBHSI MIMMYHOTJIOOYJIMHOB B KPOBU BrisBnenue
UMMYHOIehUIHTa
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YpoBenb yOeautenbHoctu  pexoMenaanuii. C  (YypoBeHb  J10CTOBEPHOCTH
10Ka3aTeJIbCTB — D)

Pexomenayercss BceM mnanueHtaMm c¢ noao3penneM Ha CKB u BH BemonnsTh
cienayroume  J1abopaTopHble  UMMYHOJOTHUYECKHE  HMCCIENOBAaHHS  C  IEJbIO
noarBepskaeHus auarno3a CKB [15,31-34] (Ta6uura 2):

Tabnuma 2. MmMMyHomorndeckue j1a0OpaTOPHBIE HWCCIEAOBAHUS IS TIOITBEPKICHUS

nuarno3za CKB u BH

HaumenoBanue yciiyru B COOTBETCTBUM C HOMEHKJIATY PO enn
MeaunuHCKHX yeayT (IIpukas M3 PO ot 13.10.2017 Ne804H)

Omnpenenenue cojepkaHus aHTUTE K aHTUIeHaM siipa KIeTKU | BrisiBienue

u JHK; omnpenenenue — coaepaHus ~— aHTUTEN K | IMMYHOJIOTHYECKUX
JKCTpParupyeMbIM SI€PHbIM aHTUTC€HAM B KPOBH; OMpPEICIICHUE | KPUTEPUEB
COJIepKaHUsl aHTUTEN K SM-aHTUTEeHY; UccleqoBaHue YpoBHs | nuarnoctuku CKB
C3 ¢pakuun KoMIUIEeMEHTa; wucclenoBanue yposHs C4
bpakiy KOMITIEMEHTa; MCCIEI0BAHNUE YPOBHS KOMIUIEMEHTa
U ero ¢pakiys B KpOBU; OMpeAeTeHHe COIePKaHUsI aHTUTEN K
KapJAHOJUIMHY B KPOBU; OINPEAEICHUE CONEPKaHUS aHTUTEIN K
docdonununaM B KpOBH; ONpeAeTIeHUE COACPKAHUI aHTUTET K
0eTa-2-TIMKONPOTEHHY B KPOBH

YpoBenb  y0eauTelIbHOCTH  pekoMeHAanuid A  (YPOBEeHb  10CTOBEPHOCTH

0Ka3aTeJIbCTB — 1)

KomMeHnTapuu: AHTHUsIEpHbIE aHTUTENA - TeTeporenHas nomyisiuua AT, pearupytoias
C pa3sNUYHBIMU KOMIIOHEHTAMH KJIETOYHOTO sijpa, oOHapyKuBaroTCs Oosiee uem y 95%
6omeabix CKB; AT k aycrmpansaoit JIHK (antu-JJHK) — BbeusiBasror 'y 40-90%
naimeHToB ¢ CKB, ocobenno wacro mpu BH, ¢ akTMBHOCTBIO KOTOpPOTO OHH
KOppEeNUpPYIOT; aHTUTeNa K JKCTparupyembiM siaepHbiM aHtureHam (Ro, La, Sm,
puboHyKIeonpoTeny), aHtTu-SM-AT maroraomonmyHs! 111 CKB, uX mosiBieHne MoKeT
Jla)ke TpeamecTBOBAaTh  pa3BUTHIO  kinuHWYeckux mnposienennid CKB; AT k
dochomumumam  (antukapauoaunuuoBeie AT, AT k 0Oera-2-rimkonpotennyl,
BOJTYAHOYHBIM aHTUKOATrYJISHT) - JabopaTtopHbie Mapképsl ADC, 00HApYKUBAIOT TOYTH Y
50% Oonpupix CKB, B TOM umcine u npu BH; y maumentoB ¢ BH oOnapykxuBaior
CHIKEHHE YPOBHS KOMIIOHEHTOB KoMmiuiemeHta C3 u C4, koppenupyroiee ¢
akTUBHOCThIO Hedpura, AT K KommoHeHty komiuiementa Clq (antu-Clg-
AT) onpenensitoress 'y 75% mnamuenToB ¢ aktuBHbIM BH, Hanboisiee BBICOKHE TUTPBI
oOHapyxuBalOT mpu npoiudepatuBHbix kiaccax BH, mosenenme antu-Clg-AT y

nanueHToB ¢ pemuccueit BH — mapkép HaunHatomerocst 000CTpeHus.
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2.4 UHcTpyMeHTAJbHbIE JHATHOCTHYECKHE MCCIe0BaAHNS

Pexomenayercss BceM manueHTaMm C noao3peHneM Ha BH BbIonHEHHME KOoMILIEKca
MHCTPYMEHTAJIbHOM JMarHOCTUKU B 0ObeMe, NMPEeyCMOTPEHHOM DPEKOMEHIALUSIMU T10
XBII nns OUEHKM BBIPAXKEHHOCTH CTPYKTYPHBIX M3MEHEHHH IOYEK, a TAaKXKe JIPYyIrux
OpPraHOB U CHCTEM, MMOPaKEHHUE KOTOPBIX aCCOIMUPOBAHO C HapyIlIeHUeM (PyHKINHU MOYeK
[20].
YpoBenb yOenurenbHocTH  pekoMeHaanuid C  (YypoBeHb  JI0CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)
Pexomenayercsa y mamumeHtoB ¢ mnojpo3penneM Ha CKB u BH BeinosnHenue
peHTreHorpaduu JIETKUX, YJIbTPa3BYKOBOTO HCCIEAOBAHUS IUIEBPATbHONW TMOJOCTH U
sXOoKapaAroTrpaduu s BeISIBICHHS XapakTepHbix npusnakos CKB [15].
YpoBeHnb  y0eaqMTeIbHOCTH  peKoMeHAamud A (YPOBEHb  JOCTOBEPHOCTH
A0Ka3aTeabCTB — 1)
KomMenTapmii: mpy Haquuuu COOTBETCTBYIOLIEH KIMHUYECKOW CHUMIITOMATUKU (CM.
pazgenst 1.5 wm 1.6) Moxer mnOTpeOOBATHCS BBINOJIHEHUE JIOMOJHHUTEIBHBIX
MHCTPYMEHTAJIBHBIX MCCIIEA0BaHUMI:
o Pentrenorpadus xuctu
o YIbpTpa3zByKOBOE HCCIIEJOBAHUE OPTaHOB OPIONIHOM MOJIOCTH (KOMILUIEKCHOE)
O YIbpTpa3ByKOBOE HCCIEIOBaHHE TUM(PATUUYECKUX Y3JIOB (OHA aHATOMHUYECKas
30HA)
o VYaubprpazBykoBas jommieporpadus cocynoB (apTepuii M BEH) HWKHUX
KOHEYHOCTEHN
o KomnbrorepHast ToMorpadusi OpraHoB rpyIHON MOJOCTH
o Kowmmnprotepnass tomorpadus OpraHoB OpPIOMIHON TOJOCTH W 3a0pIOIIMHHOTO
IIPOCTPAHCTBA
o KomnbrotepHo-ToMorpadudeckas aHruorpadust 1ErOUYHbIX COCYA0B
o MarnurHo-pe3oHaHcHas ToMorpadus cepna ¢ KOHTPaCTUPOBAHUEM

©) MaFHI/ITHO'pe3OHaHCHa$I TOMOI‘pa(l)I/IH T'OJIOBHOTI'O MO3Tra

2.5 NHble nUarHocTuueckKyue NccJaeI0BaHus

PEKOMEHIIyeTCH BCEM IIalMUCHTAM C IIOJO3PCHUCM Ha BH BeImonHaTE 6I/IOHCI/IIO IIOYKH C
nocjeaAyromum IMIaToJIOIrOaHATOMHUYCCKUM HCCJIICI0OBaAHUEM 6I/IOHTaTa JJIA
MOATBCPIKACHUSA AUArHo3a, OUCHKH IIPOTHO3a U B},160pa TAKTUKU JICUCHUS 3a6OJIeBaHI/IH
[35].
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YpoBeHb  y0eaUTEJHHOCTH  peKoMeHIaUuii A  (YpoBeHb J0OCTOBEPHOCTH
A0Ka3aTeIbCTB — 1)

KomMeHTapum: TUCTOJIOTHYECKHE JaHHBIE COCTABISIIOT OCHOBY JUISI TEPAINeBTHYECKUX
pexkomennammii no nedenuro BH. Ilockonbky Tedenne BH norteHnmanbHO arpeccuBHO,
«TIOpOT» TIOKa3aHWA K TIPOBEACHHIO OWOIICMH TIOYKH JIOJKEH OBbITh HHU3KUM. B
OOJIBIIMHCTBE CJIydyaeB 0e3 OWONCHM TIOYKH OOOWTHUCh HEBO3MOXKHO, TaK Kak
KJIMHUYECKUE, CepOJIOTUYECKHE U J1a0OpaTOpHbIE JaHHBIE HE IMO3BOJISIOT JOCTATOYHO
TOYHO TIpEACKa3aTh pe3yibTaThl Ouomicuu. llemecoobpa3zHo kak MOXHO Oojiee paHHEe
BBITIOJIHEHHE OMOTICHU MOYKH ISl CBOEBPEMEHHOTO Hayayla WM ONTUMHU3ALUU JICYCHHS.
[IpoTuBOMOKa3aHUSMU K BBIMOJHEHUIO OHWOICUM TOYKH SIBISIOTCS TSKENIash aHEeMus,
BBIp@OKEHHAsT TPOMOOIMTOIEHHS, TUIOKOATYJISIIHs, MCHUX03, HalWYhe €IMHCTBEHHOMN
NoYKK W oTKa3 mamuenra [19-25]. Ilpu rHUCTOJOTHYECKOM HCCIEAOBAHUH OYEYHOTO
Ouomnrara 10KHA UcTosib3oBaThes Kiaccupukanus ISN/RPS 2003 ¢ orieHKO# akKTHBHBIX
U XPOHHYECKUX H3MEHEHUHl B KIyOOUYKax, MOPaKeHUH KaHAIBIEB M WHTEPCTULUS, H
HAJIMYUS TOPAKEHHS] COCYJOB, ACCOIMHUPOBAHHOTO C BOTYAHOYHON BAaCKYJIOMATHEMH,
anTudochoTUMUIHBIMU aHTHuTenaMu/anTH(HOCHOTUTHIHBIM CUHIPOMOM Win
TPOMOOTHYECKOI TpoMOOLIMTONIEHNYeCKOH My pIypoii mwin BropuyHbIM ['YC (cM. paznen
1.5) [4,14,19-25]. Beisisnenue BH ximaccoB |l u V cootrBercTByeT 8 Gayuiam, a BbISIBICHUC
BH xmaccoB Ill u IV — 10 OGannam mnpu HCHONB30BaHMM KJIACCH(UKAIMOHHBIX

nuarnoctryeckux kpurepueB CKB EULAR/ACR 2019 roaa [10].

3. JleyeHue, BKJIKOYAS MeTUKAMEHTO3HYI0 M HEMEIMKAMEHTO3HYI0 Tepanuu,
AMeTOTEPaANuIo, 00e300/1UBaHNE, MEAUIIUHCKHE IOKA3AHUS H

IMPOTUBONMOKA3aHUA K IPUMEHCHHUIO METO/I0B JICHCHUSA

Beeoenue

[TonpoOunoe wuznoxxenne MmetonoB JsiedeHuss CKB 0e3 mopakeHHs TOYEK JIEKHT 3a

npezenaMu JaHHbIX pekoMenaaruii. O6rmme npuaiwe tedeHus CKB [36-39]:

» MyJabTUIHCIUILTHHAPHBIA WHIUBUIY ATU3UPOBAHHBIN TIOJIX0/1 K BEJICHHUIO MAIIUCHTOB
¢ CKB

» Jleuenue Tsoxensix Gopm CKB, npencTaBisfommX yrpo3y JUIsl COCTOSHHS OTISIBHBIX
OpraHoB M cHcTeM (B MEPBYIO OdYepelb — IMOYEK), WIM IS JKU3HHU [allheHTa,
BKIIIOYAET B ceOsl MHUIMATIBHBIH MEPHO]] BBICOKOMHTEHCUBHONW IMMYHOCYTIPECCUBHOM

teparui (UCT) ans KOHTpOJs aKTUBHOCTH 3a00JIeBaHUS, U JJIMTEIBHBIA MEPUO]T
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NOCJeNyIoIell MeHee WHTEHCHBHOW Tepamuu Il KOHCOJHIAIMU JIOCTHTHYTOTO
OTBETa M NPEJOTBPAIICHHS PEIUINBOB

Lenmu neyeHuss BKIIOYAIOT B CE0S UTHTENBHYIO BBDKHBAEMOCTH TIAlMEHTOB,
NpPEOTBPAIICHAE OPTaHHBIX TMOBPEXIECHUA M ONTHUMH3ALUIO0 CBSA3aHHOTO CO
3I0pPOBBEM KadeCTBa )KU3HU

HenocpencteennsiMu 3agauamu JieueHus: CKB sBisieTcs qoCTKeHHE pEMHUCCUN WITH
HU3KOW aKTUBHOCTH 3a0o0JieBaHUs U TNpEeJOTBpalleHHe OOOCTPEeHHH CO CTOPOHBI
a000r0  OpraHa ¢ HUCHOJIb30BAaHWEM  HAWUMEHbBIICH  BO3MOXKHOW  JI03BI
rimrokokopTukou10B (I'K)

» Jlomnas pemuccus CKB - orcyTcTBHE KIMHMYECKOW aKTMBHOCTH 03
ucnons3zoBanus 'K u ummynocynpeccanros (MC) nocturaercst penko

* B mnHacrosiuiee BpeMsl HCIOJB3YETCS MOHSATHUE «CTaTyca HU3KON aKTUBHOCTH
3abosnesanusd» (low disease activity states/LDAS), koTopsiii COOTBETCTBYET
aktuBHOCTH 1o mmkane SLEDAI <3 Ha ¢oHe npumMeHeHus: aHTUMaIs pUHHBIX
npenapatoB, uwiu akTuBHOCTH mo mkaie SLEDAI <4, u PGA<I] na ¢Qone
npumenenuss ['KC ¢ nosoii mpeanmzonona (I13) <7.5 mr/cytku u HUC c
XOPOILIEH IEPEHOCUMOCTBIO.

» OOmenpunsitoro omnpenenenus ob6octpenuss CKB He cymecTByer,
000CTpeHHEM CUYHMTAETCSI 3HAUMMOE MOBBIIICHHE AKTHBHOCTH 3a00JIeBaHUS,
00bI4HO Tpedytomiee n3MeHeHus euenus. O0ocTpenus HaOII0Jar0TCs 4acTo,
BEAYT K OPTaHHBIM TOBPEXKIEHHAM W YXYIIIAIOT NpOrHO3. DaKkTopbl pHcKa
obocTpeHusi  BKIIOYAIOT  MOJIOAOM  Bo3pact jAebroTra  3aboJeBaHws,
MEPCUCTUPYIOUIYIO KIMHUUECKYIO U CEPOJIOTHUECKYI0 akTUBHOCTH (aHTH-/|HK
AT, TUTIOKOMIUIEMEHTEMHUsI), U OTCYTCTBHE NPUMCHEHHS AHTUMAISIPUAHBIX

npenapaTos

3.1 O01mue npUHIHMIBLI HMMYHOCYIPecCHBHOIO Jeyenus BH

Beeoenue

HaHI/IeHTBI C BBICOKHMM PHUCKOM IIOPAXKCHUSA IMOYCK (My>KCKOI>i I10J1, FOBCHUIBHBIN

neOr0T, BbICOKasl ceposiormyeckas akTHUBHOCTh, B ToM uucie AT k ClqQ) momiexar

THIATCJIBHOMY MOHHUTOPHUPOBAHUIO [JII PAHHETO BBIIBJICHUA IIPU3HAKOB IIOPAXKCHUA

nouek (e pexxe 1 pasa B 3 mecsa) [21-27,36,37].

HpI/I YCTAaHOBJICHUU JHUAIrHO3a, IMOATBECPIKACHHOTO ouorcuen IIOYKH, JICUCHUC BH

BKJIIOYAET B ce0s1 MHULMAIbHYI0 HHAYKIMOHHYIO (a3y, 3a KOTOpOil cieayeT AnuTenbHas
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noanepxkuBaromas  ¢asza. KonkperHas Taktuka Jedenuss BH  3aBucur  or
rucTojiorndeckoro kiacca BH [21-27,36,37] (cm. pasznen 3.2).

Henu UCT mpu BH [36-39]:

» VHunuanbHas/MHAYKIMOHHAS — Teparms (HT): OCTaHOBUTb  pa3BUTHUE

MOBPEXICHHUS, BOCCTAHOBUTH (PYHKIMIO TOYEK M HWHAYLUUPOBATH PEMHUCCHIO

MyTeM KOHTPOJISI IMMYHOJIOTHYECKON aKTUBHOCTH TpoIiecca

» TMonnepxuBaromas/mocnenytomas tepanust (I1T): 3akpenurs pPEMHCCHIO |
OpelynpelnuTh pa3BUTHE OOOCTPEHHI MyTEeM HCIOJIb30BAaHUS MpenapaToB WU
PEXUMOB JICUEHUS, IMEIOIINX MEHBIINI PUCK OCI0KHEHUIN

» Kpurepun oTBeTa Ha Tepanmio/pemuccun BH:

» Tlonubiii otBer/pemuccus: nporeunypusi <500 Mr/CyTkM W KpeaTHHHH
CBIBOPOTKH B Tpenenax HopMbl wian He Oosiee 10% ot mcxomuoro. Jlms
TOCTIDKEHHS MTOJTHOTO OTBETa MOXKET MoTpedoBarhbes oT 12 1o 24 mecsue™

* UYactuunelii orBer/pemuccusi: >50%  CHIWKEHUE NPOTEHHYpPUM; IpU
NPOTEeHHYPUH HEPPOTHYECKOTO YPOBHS 00 YIIyUIIEHUH CBHUJIETEIBCTBYET
CHIDKCHME TIPOTEMHYPUH HHXXE HE(PpPOTHYECKOTO ypOBHS; CHIKECHHUE
KpeaTuHHHa 10 YpoBHs He 6onee 10% oT ucxomuoro k 6-12 mMecsiyy JiedeHusl.

* VYXyJIIeHue - HeT onpeaeneHus yxyamenus npu BH, koTopoe 051 mo3Bonmio
KOHCTAaTHPOBATh OTCYTCTBHE OTBETa Ha TEPaNui0 W OBUIO OBl OIICHEHO B
IPOCHEKTUBHBIX UCCIEI0BaHUAX B KaU€CTBE MOKa3aHUsI K N3MEHEHUIO CXEMBbI
uHuIMaapHOW Tepanuu. Illupoko wucnonb3yercs coxpanstomeecs 25%-e
HOBBIIIEHHE KPEaTHHUHA, HO 3TOT MOKa3aTeb He ObLT BaJTUIUPOBAH.

*IIpu yny4mieHuu Wiy cTabMIbHOM (PYHKIMH MOYEK, HO B OTCYTCTBUE IOJHOTO OTBETA
(mepcuctupyromas npoteunypus >0.8-1r/cytkn) uepes roa nocie Havana UT noBropHas
Ouorcusi MOYKM MOKET MO3BOJUTh uddepeHInpoBaTh AaKTUBHBIE U XPOHUYECKUE

U3MCHCHUA.

Pexomenayercsi Bcem mamuentaM ¢ CKB u BH gns mpegoTBpamenuss HeoOpaTUMBIX
OPTaHHBIX TOBPEXKICHUN W YJIYUYIICHUS BBDKMBAEMOCTH Ha3HAYaTh aHTHUMAJISIPUIHBIC
npemnapathl (THAPOKCHXJIOPOXHMH) B MAaKCHMAJIBHOM 03¢ SMI/KI MacChl Tella MpH
OTCYTCTBHH MpOTHBOMOKa3auuii [40].

YpoBenb  yOeauTeIBLHOCTH  pekoMeHAamHMd A  (YPOBEHb  IOCTOBEPHOCTH

A0Ka3aTeabCTB — 1)
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KoMmenTapum: 1npu  HazHayeHUM  TUAPOKCUXJIOPOXMHA  CIEAYeT  MPOBOJUTH
0 TaTBPMOIOTHYECKOE HCCIIEIOBAHNE 10 HAa3HAYCHUS Iperapara, 4epes S5 JIeT, U aaee
€XKErO0JIHO.

Pexomennyercs npu nposenennn MT miist Bcex manmentoB ¢ BH onpenenats 103upoBku
'K u cnoco® ux BBeneHUS B 3aBUCHUMOCTH OT TSDKECTH MOPAaXEHHUS C IEJIbI0
MPEO0TBPAICHUS CEPhE3HBIX MOOOUHBIX dhdexToB [41,42].

YpoBenb  yOeauTelbHOCTHM  pekoMeHaauuii A  (YpoBeHb  J1OCTOBEPHOCTH
JA0Ka3aTeJbCTB — 1)

KommenTapmii: craproBas no3za 'K g npuema BHYTph B 3KkBHBajieHTe [I3 Moxer
coctaByAth 0,3-0,5Mr/Kr/cyTKH

Pexomenayercst npu nposeaennu UT y manuentos ¢ aktuBHbIM BH BHYTpuBeHHOE (B/B)
BBeneHue Mmetwinpenuusonona (MII) B Buae «mynbcoB» B go3e 250-1000mr/cyTku B
TeyeHue 1-3 mHel ¢ menblo ycuneHus 3QQerra Tepanuu U 00ecrnedyeHus: BO3MOKHOCTH
penyuupoath 103y I'K miis npuema BayTps [43].

YpoBenb yOeauteabHOCTH  pekoMeHaamuii B (ypoBeHb  jJ0cTOBEpHOCTH
10Ka3aTeIbCTB — 3)

Pexomenayercst nipu nposenenuu 1T nmanumenramu ¢ pemuccueit BH camxars no3y I'K
no <7,5vr/cytkn (B oskBuBanente II3) nana ymenbmieHus noO04YHBIX 3(PdekTon
autensaoro npuema 'K [44].

YpoBenb  yOeauteabHOCTH  pexkoMeHaamuii B (ypoBeHb  jJ0cTOBEpHOCTH
A0KA3aTeIbCTB — 3)

Pexomennyercss npu nposeaeann MT nanmentam ¢ aktuBHeiM BH wucnonbs3oBats
MuKo(eHoaThl —MuKo(eHosaTta Modernn u MuKkodeHonoByr kuciaoty (MMO/MOK)
WU HU3KHUE 10361 ukiodochamuaa (LID) /B [45-47].

YpoBeHb  y0eauTeIbHOCTH  pekoMeHIamuii A (YpPOBeHb  J0CTOBEPHOCTH
A0KA3aTEIbCTB — 2)

KommenTapmii: pexxuM ¢ npuMeHeHueM HU3KuX 1103 [1d nonpasymeBaer B/B BBEICHUS B
no3e S00mr 1 pa3 B 2 Hefenu B T€YEHUE 3 MECSAIEB C IOCTHXKEHUEM CYMMApHOU J103bI
3000mr. Jlo3upoBka MuKOpeHomaToB B dKkBHBaIeHTe MM® cocraBiser 2000-
3000Mr/cyTKH

Pexomenayercst y nanueHtoB ¢ BH 1 BBICOKUM pHCKOM OBICTPOTrO MPOTPECCHPOBAHUS
XBIT (camwkenne pCK®, THCTONOTHYECKHE MpPHU3HAKK — Hanudue (HUOPO3HBIX
NoJyiayHul, GuOpUHOUIHOTO HEKpo3a, (pudpo3a MHTEPCTHLUS) MCHOJIB30BaHHE Ooiee

BbICOKHX 103 11D [48,49].
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YpoBenb  yOenuTelbHOCTH pexkoMenHaamuii B  (ypoBeHb  /10CTOBepHOCTH
A0KA3aTEIbCTB — 2)

KomMeHTapmii: pexxuM ¢ mpuMEeHeHHEM BBICOKHX 1103 LD moapasymeBaeT B/B BBENCHUSA
B 103¢e 0,5-0,751/M2 exkeMeCsIIHO B TeUeHNE 6 MECSIIEB.

Pexomennyercest nanmentam ¢ BH u nepcuctupyrommv HC nnn HENMoOaHBIM OTBETOM Ha
UCT, nns noctwxkenuss pemuccuun B kadectBe WMT BTOpoil JHHMM UCMOJIB30BAaTh
uHrHoutopsl KansimHeBpruHa (KHM) B couerannu ¢ 'K [50-53].

YpoBenb  yOeauTeNbHOCTHM  pekoMeHaauuii A  (YpoBeHb  J1OCTOBEPHOCTH
JA0Ka3aTeJIbCTB — 1)

Kommentapuu: KHU He cienmyeTr MCnonab30BaTh y MAIMEHTOB C HEKOHTPOJHUPYEMOM
apTepuaNbHON THUMEPTEH3UEH, TMMOYEeUYHON HEAOCTAaTOYHOCTBIO U TpeodiagaHueM
XPOHUYECKUX NU3MEHEHHH 10 JaHHBIM OUOTICUH MTOYKH.

Pexomennyercsi nauuentaMm ¢ BH u nepcuctupyromum HeQpOTHYECKHMM CHHAPOMOM
win HenosnHbIM oTBeToM Ha UCT, nns poctwxkenust pemuccun B kauectse UT BTopoi
JMHUY UCTIONIb30BaTh MyJbTUTpareTHyto tepanuto (KHU B kom6unaimn ¢ MM®/MOK)
[54-57].

YpoBenb yOeauteabHOCTH  pekoMeHaamuii B (ypoBeHb  jJ0cTOBEpHOCTH
10Ka3aTeIbCTB — 2)

KomMmenTapuu: mnpu wucnoss3zoBannn KHUM npeamoudreHue otnaercs TakpOJIMMYCY
(TAK) xak B pamkax MyJbTHUTApreTHON Tepanuy, TaK U B KaueCTBE aJIbTEPHATUBBI
Hd/mukodenonatam. CraproBeie mo3upoBku TAK cocraBmsitor 0, IMr/kr/cyTkn c
KOppEeKIMend I03bl JUIsl MOJACpKaHHUs IEIeBOW KOHICHTpanuu 6-9Hr/Mil, CTapTOBBIE
no3upoBkH 1ukiIocnopura A (LIcA) cocTaBisitoT 2Mr/KI/CyTKH ¢ KOPpPEKIUEn T03bI JJIs
noiiep kanus 1esneBoi kouneHrpammu 90-140u1r/mi.

Pexomenayerces manueHtam c pedpaxrtepHsiM TedeHueM BH (otrcyTcTBHEM oTBera Ha
nBe u 6oisiee nuanu UT) unu HenepeHocumocTu Beex Apyrux MC, ansg npenoTsparieHus
HEOOpaTUMOTro TMOpaXKeHUsT TMOYeK M KYNUPOBAHUS JAPYTUX >KU3HEYTPOKAIOIIUX
npossiennit CKB ucmonp3oBars purykcumad (PTM) [58,59].

YpoBenb yOenurteabHOCTM  pekoMeHaauuidi B (ypoBeHb  J10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 3)

Kommentapuu: npumenenne PTM mpu BH paccmarpuBaeTcs Kak HCHOJIb30BaHUE
npenapata od-neiidn. lo3upoBku PTM B npoBeneHHBIX KIMHUYECKUX UCCIEIOBAHUSIX Y
nanuenToB ¢ BH cocrapnsnu 375mr/M? MOBEpPXHOCTH Tela eXeHeledbHO (Bcero 4

BBenenus) win 1000mr 1 pa3 B 2 Henenu (Bcero 2 BBeneHus). [lomumo pedpakrepHoro
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BH x xusneyrpoxarommmM mnposisiaerussM CKB, 11t koTopeix B ciiydae pedpakTepHOCTH
k crangaptHoii MCT mokazano wucmonbzoBanne PTM od-neiibn oTHOCSTCS TsKemnmast
ayTOMMMYHHasi TPOMOOIIMTOIICHHUSI U TeMOoJIUTHYecKast anemus [58-601.

PexoMenayercst nanueHTaM, HE JOCTUIIIHMM IIOJIHOTO OTBeTa Ha craHgapTHyro UT
(xomOuHaIMIO TuApokcuxaopoxuHa ¢ 'K u I® mu6o MM®/MOK), n/win ¢ 4acThIMH
peuunuBamu  BH  paccmoTpers  BO3MOXHOCTH — JIOMOJIHUTENIBHOTO — Ha3HAYEHHS
O6enumyMmaba ¢ 1esbio yeuneHus 3(hheKTHBHOCTH jieueHus [61].

YpoBenb  yOeauTeNbHOCTHM  pekoMeHaauuii A  (YpoBeHb  J1OCTOBEPHOCTH
JA0Ka3aTeJILCTB — 2)

KommenTapmii: npumeHenne Oenumymada, 3¢¢deKkTuBHOCTH KoToporo npu BH B
Ka4yecTBE JOTOJIHEHUs K CTaHAApTHOM Tepanuu ObLia MOKa3aHa B HEIaBHO 3aBEPIICHHOM
PaHIOMU3MPOBAHHOM  KJIMHMYECKOM  HCCIEJOBaHMM, B  HACTOAIIEE  BpeMs
paccMaTpUBaeTCs Kak UCIOJIb30BaHUE Ipenapara og-neids. Bmecre ¢ Tem, 6enumymad
onoopen FDA mna neuennss CKB, u pexomeHmyeTrcs Npu OTCYTCTBUHM aJ€KBAaTHOIO
KOHTPOJISl AaKTUBHOCTH 3alojieBaHMA Ha (OHE Tepanmuu MNepBOM JIMHUM B KayecTBe
JIOTIOTHHUTENBHOTO areHTa [62]. Jlo3upoBku OenrMymaba B IPOBEIEHHOM KIHHHYECKOM
UCCIIeIOBAaHUH y MAIMEHTOB C TspkenbiM BH coctaBmsimu 10mr/kr B 1-i, 15-if, u 29-if nHu
JeueHus u najiee kaxapie 28 aueit 1o 100-it Henenu neuenus [61].

Pexomennyercsa y mauuentoB ¢ BH, nmocrurmux orsera Ha UT, nnga nosenenus [IT
ucnoiaszoBanne MM®/MOK wunu azatuonpuna (A3A) ¢ Henbio MoaIepKaHus PeMUCCUH
[63,64].

YpoBeHb  y0eaMTeIbHOCTH peKkoMeHAamuid A  (YpoBeHb /10CTOBEPHOCTH
A0Ka3aTeIbCTB — 1)

KommenTapmii: no3upoBkr MukodeHonaroB (B dkBuBaseHre MM®) mus TIT
coctaBisitoT 1000-2000mr/cyTku, mo3upoBku A3A — 2wmr/kr/cyTkn. CTaTHCTHUECKH
3HaYUMBIX pasznuuuil B 3ddextuBHOCTH Mexay MMO® u A3A mo AaHHBIM HEJABHO

NPOBEACHHOTO METa-aHaln3a He Toxy4deHo [64].

3.2 TakTka MMMYHOCYnIpeccuBHOIO0 JeuyeHus BH B 3aBucuMocTH OT

MOP}h0JIOrHYecKoro Kjiacca n3MeHeH uii

Knacc 1 BH (MuuManeHbll Me3aHrvanbHblii) u kimacc 11 BH  (Me3aHrnanbHbBIN

npojudepaTuBHbIN)

Pexomenayercsi mamuentam ¢ kiaccoM | wnm kimaccom II BH wu mporeunypueit

<3r/cyTku Ha3HayaTb MHIMOWUTOpHI aHTMOTEH3WHIpeBpalatoniero ¢pepmenta (nu-Alld)
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win Osokaropsl perentopoB anruotensuHa (bPA) ¢ HepponporexTHBHOM Lenblo [21-
27].

YpoBenb  yOeautenbHocTH  pexomenaamuii C  (YpoBeHb  J10CTOBEPHOCTH
10Ka3aTeJIbCTB — D)

Kommentapuu: UCT mamumentam ¢ kimaccom | mnmum kmaccom II B mpooautcs mo
MOKa3aHusIM, 00y CIIOBJIEHHBIM BHENOUYeYHbIMU NposiBiieHusiMu CKB.

Pexomenayercesi mameHtam ¢ kiaaccom -1l BH u nporteunypueii >3r/cyTkn Ha3Ha4aTh
npu nposeneanu UT Beicokue no3bl 'K, wim ucnonp3oBate KHU, xak npu 0osne3nn
MUHUMAJIBHBIX HM3MEHECHHH (CM. pEKOMEHJAalMd TI0 JAWArHOCTUKE W JICUYCHHUIO
UIUOMATUYECKUX TIOMEPYIOHE(PPHUTOB) C IEIBI0 MPEIOTBPAIICHUS MPOTPECCUPOBAHMUS
BH [21-24].

YpoBenb  yOeautenbHocTH  pekoMenaamuid  C  (YpoBeHb  J10CTOBEPHOCTH
A0KAa3aTeJIbCTB — 5)

KoMmMeHTapumn: npoTenHypuss He()pPOTHUECKOTO YPOBHSI/HEDPOTUUECKHA CHHIPOM Y
6onbHBIX ¢ K1accoM |-11 BH moskeT ObITh 00yCliOBI€Ha BOTYaHOYHON MOJOIMTONIATHEN B
orcytctBun MKI'H.

Pexomennyercsa nanuenram ¢ BH u Bomyanouynoi noxouuronatued nposoauts UT ¢
ucnosipzoBanneM 'K B coueranmu ¢ MUC (LH®, MMO/MOK wiu TAK) ¢ 1nenbio
JOCTH)KCHHSI PEMHUCCUH HEPPOTHUUECKOTO cuHapoma [65].

YpoBenb  yOeautelbHOCTH pexkoMeHaamuii B (ypoBeHb  jJocTroBepHOCTH
10Ka3aTeJIbCTB — 3)

KomMmentapun: npunnuns! gosupoBanus LI®, mukodenonatoB u TAK — cMm. pazmen
3.1)

Kiacc III BH (ouarossrii) u kiacc IV BH (anddy3HbIH)

Huuyuanvnana/undykyuonnas mepanus

Pexomennyercst marueraram ¢ BH HI/IV kiacca mpoBoauts UT ¢ menpio TOCTHXEHHS
pemuccnu u HazHauath [{D B/B B 103¢ 500 Mr xaxaple 2 HeleIu B TEUCHUE 3 MECAICB
(cymmapnas no3a 3000mr) win mukodenonatsl - MM® B neneBoii 1o3e 3000mr/cyTku B
Teuenne 6 Mmecsues, win M®PK skBuBaneHTHON nmo3e, B codyetanuu ¢ I'K B BHzme B/B
«mynbcoBy MII B nmoze 200-750mr B TedeHune 3 mociieoBaTelbHBIX AHEH, U 3atem [13
BHYyTpb 0,3-0,5mr/kr/cyTku B TeueHue 4 Heneab C IOCTEIIEHHBIM CHUXCHHEM 10
<10mr/cyTkH K 4-6 mecsiam [66-68].

YpoBeHb  y0eqMTeIbHOCTH  pekoMeHAaamud A  (YPOBEHb  JOCTOBEPHOCTH

10Ka3aTeJabCTB — 1)

26



Kommenrapun: y mnammentoB ¢ BH wracca |1II/IV u  BbICOKHM  pHCKOM
MPOTPECCUpOBaHuUsl MOYeyHOU HemocTaTouyHOCTH (cHMxkeHue pCK®, rucronoruyeckue
NpU3HAKK — Haiuyue (GUOPO3HBIX MNONYIyHHH, (UOPUHOMIHOTO HEKpo3a, (udpo3a
MHTEPCTHIINA) TPEINOYTUTEIBHEE PEKUMBI JieueHus!, BKIovammme [P, B Tom yucie
6osee uaTeHcuBHOTO peskuma (LD B 1o3e 0.75-11/M? exeMecsyHO B TeUEHHE 6 MecsIIEB,
[13 BHyTph B cTapToBoi no3e 1,0Mr/kr/cyTku). Y OGOJBHBIX C HapacTarouled MmoyedHoi
HEJ0CTaTOYHOCThI0 Tpedyercs koppekius n03bl L[D. Camkenne pCKD <30 mur/mun
TpedyeT ymenbieHus 10361 LD 10 500 Mr ¢ Gosee KOPOTKMMH UHTEPBaIaMu (KaKIbIe 2
HEJICIH).

[Ipu oTcyTCTBMM HOCTHXKEHMS MOoJHOro otBera Ha WMT B TedeHwe 6 MecsleB
MHUIMAJIBHOE JICUeHHE MOXKET ObITh POJIEHO 0 12 MecsileB, B cliydasx Korga uepes 12
mecsiieB T momHbIA OTBET HE JTOCTHUTHYT, I€1€CO00pPa3HO BBHIMOJIHEHHE MOBTOPHOU
OMOICUM TIOYEK ISl OICHKH BBIPAXCHHOCTH AKTHUBHBIX M XPOHHYECKUX HW3MEHEHUH
[4,36,68].

Pexomennyercs nartuentam ¢ BH I/1V xnacca u tsxensim HC npoBoaute UT ¢ menbio
nocTkeHus pemuccuu u HazHauath KHU B coueranuu ¢ I'K, mmn KHU B xomOuHanum ¢
mukogpenonatamu u 'K (MynsruTaprernas tepamus) [67,68].

YpoBenb  y0eauTelbHOCTH  pekoMeHIamuili A  (YpOBeHb JI0CTOBEPHOCTH
10Ka3aTeJbCTB — 1)

KommenTapuu: makcumanbHas no3a L[cA MoxkeT cocraBisth 4 MI/KI/CYT, OJHAKO
1esiecooOpa3Ho HAYMHATH JIeUeHHe ¢ Oojiee HU3KOM CTapTOBOM 03I (2—2,5 Mr/Kr/c),
YBEIIMYMBAsE €€ M0 HEOOXOAUMOCTH U TPU OTCYTCTBHUHM HEXKEJIATENIbHBIX SIBICHUN C
MoJIep>)KaHueM  KOHLIEHTpalliu B Tpejaenax I1eieBoro auanazoHa 90-140Hr/mo.
CraproBas nozuposka TAK coctasnser 0,1 MI/Kr ¢ nocnenyromeil KOppeKuen 10351 s
MOJACpKaHUsl TEEBOM KOHIEHTpauuu 6-9ur/mi. B GonbIIMHCTBE TPOBEIECHHBIX
PaHIOMU3HPOBAHHBIX KOHTPOJIMPOBAHHBIX HcCClenoBaHuid wucnoib3oBasicss TAK, a Ha
LcA. ITpu ucnonszoBanun KHU HEoOXx0a1umMo MoHUTOpHUpOBaHUE KOHIIEHTpaluu LIcA u
TAK u xpeaTuHUHA KPOBU BO M30SKAHHME Pa3BUTHsI JIeKapCTBEHHOM TokcmuHocTu. KHU
HE CJIelyeT WCIO0JIb30BaTh Yy IAUUEHTOB C HEKOHTPOJMPYEMOW apTepHUaIbHOMN
TUMEepTeH3Ue, TOYEeYHOM HEJOCTaTOYHOCTBbIO U  IpeodsiagaHueM XPOHUYECKUX
U3MEHEHHI MO0 JaHHBIM OWOINCHUU MOYKU. [IpM HCHOTB30BAHMU MYIBTUTAPTETHOU
Tepanuu cienyeT MpUMEHsTh OoJiee HU3KKUE 03kl MUKOQeHnonaroB (10 2000Mr/cyTku B

skBUBajieHTe MM®).
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Pexomennyercst npu yxyamenuu teuenus BH knacca [I/1V (noBblieHre kpeaTuHUHA,
HapacTaHue NPOTEUHYPHUH) B TeueHue nepsbix 3 mecsaueB T npoussectu cMeHy pexuma
WUT Ha anbTepHaTUBHBIM PEKOMEHIOBAHHBIN, WIM BBINOJIHUTH MOBTOPHYIO OHOIICHIO
TIOYKH JIJIs1 OTIPE/ICIICHUS JalibHEHIIeH TaKTUKY JieueHus [68].

YpoBeHb  y0eauTeJILHOCTH  pekoMeHAanmuii A  (YpPOBeHb  J0CTOBEPHOCTH
A0KA3aTEIbCTB — 2)

IHocneoyrowaa/noooepicusarouian mepanus

Pexomennyercsi manwentam ¢ BH kmacca II/IV mocne nmocTmwkeHus oTBeTa H
3aBepirenus WUT mposogute IIT ¢ npumenenuem A3A (1,5-2,5mr/kr/cytkn), MM®
(1000-2000mr/cyTkn B aBa mpuema) win M®K B 5KBHBaJICHTHOW 103€, U HU3KUMH
nozamu 'K BHyTph (9kBHBaneHTHbIMH <7,5mr/cytku I13) ¢ menbio mMoaaepikaHus
pemuccur BH [66-69].

YpoBeHnb  y0eaqMTeIbHOCTH  pekoMeHAamud A (YPOBEHb  JOCTOBEPHOCTH
A0KA3aTeJIbCTB — 2)

KomMenTapmii: npuMeHeHue MHKO(EHOJATOB IO CpaBHEHHIO ¢ A3A 1O JaHHBIM
CHCTEMaTUYeCcKOro 0030pa UCCIEA0BAHUM aCCOLMUPOBAHO C MEHBIINM PHUCKOM Pa3BUTHUS
oboctpenuit BH [67].

Pexomennyercst nanrienram ¢ BH knacca I/1V, xotopeie He neperocsit MM®/MOK u
A3A npu nposenenun IIT ucnons3oBate KHU u Huskue no3el I'K mis nopnep:xanus
pemuccuu [67-70].

YpoBeHb  y0eauTeJbHOCTH  peKkoMeHAamuid A  (YPOBeHb J10CTOBEPHOCTH
A0KA3aTEIbCTB — 2)

KoMMmeHTapmii: B NpOBEAEHHBIX HCCIEJOBAHUSIX HCIHOJB30BAJICS MPEUMYILECTBEHHO
TAK B noze 2-3mr/cytku. Ilo naHHBIM paHIOMU3UPOBAHHOTO MHOTOIIEHTPOBOTO
WCCIIEIOBAHUSl TOJJEP>KUBAOIIAsl MYTIbTUTapreTHas Tepamus He OTIuYajach I0
3G PEKTUBHOCTH OT MOIepKUBarolei Tepanuu komOouHanueir A3A u I'K [70,71].
Pexomenayercs nocie 10CTHXEHU MOJTHOTO oTBeTa nponoxkath [IT manmentam ¢ BH
kiacca II/1V B Teuenne He MeHee 3 JIET ¢ LENBIO KOHCOJIUAANN PEMUCCHH, TTPEKIE YEM
paccMaTtpuBaTh BOIPOC O JajbHElIIeM mocteneHHOM cHmwkeHun odobema MCT mpum
COXPaHSIONIEHCs CTOMKOM peMuccuu [69,72].

YpoBenb yOeautenbHOCTH  pekoMeHaamuii B (ypoBeHb  jJocTOBepHOCTH
JA0KA3aTeJILCTB — 2)

KoMMeHTapumii: Mo AaHHBIM PaHIOMU3UPOBAHHBIX HCCIENOBaHUN IauTenbHOCTh 1T

cocTaBJsia B OOJIBIINHCTBE CJIy4dacB OT 3 o 5 JICT, 4 4aCTb IMAalIUCHTOB TTOJIYUaJIN IIT mo
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10 ner. bonpmas anurensHocTh IIT nenecooOpa3Ha y MalUeHTOB C BBICOKUM PHUCOM
pa3BUTHsI 000CTPEHMIA (MY>KCKOH IM0JI, MOJIOJION /IeTCKUI BO3paCT Ae0I0Ta, MPOTEHHY PHS
>A4r/CyTKM Ha MOMEHT YCTAHOBKH JIMArHO3a, MEPCHCTHPYIOMIAs TUIOKOMIUIEMEHTEMHS,
Boicokne Tutpel AT x JJHK um Clgq, A®C/nocurensctBo adJI, rucrosoruyeckue
npusHaku DKI'H, TMA, w/winu Tsokenoro TyOyIOMHTEPCTUIIMATIBHOTO TIOBpexaeHus) [4,
69,72-74].

Pexomennyercsi maruentam ¢ BH kmacca I/IV, y KOTOphIX B mMepHoa yMEHBIICHHS
oobema IIT y wnaGmiomaercs yxyamenue GyHKIIMA TIOYEK W/WIA HapacTaHUE
NpOTEUHYpHUH, BO300HOBUTH TOT ypoBeHb WCT, KOTOpPBIM MO3BOJISIT KOHTPOJIUPOBATH
npossienns BH ¢ 1ienbio koHconmuaamy oTBeTa Ha Tepanmto [21-24].

YpoBenb  yOenuteibHOCTH  pexkomenaanuii C  (YpoBeHb  /10CTOBEPHOCTH
JA0KAa3aTeJILCTB — D)

Kinacc V BH (MeMOpaHo3HBIH)

Hnuyuanvnasa/unOyKyuoHnas mepanus

Pexomenayercsi mnanuentaMm ¢ BH kmacca V' coxpaHHOM (QyHKIMeH moYeK u
NpOTeHHYpHUEH, He JocTuraronieil HeppoTuiueckoro ypoBHs, HazHauaTh U-All® nnu BPA
¢ HepoOmpOTEeKTUBHOH 1enbio, U TpoBoauTh MCT B 3aBHCHUMOCTH OT BBIPaKEHHOCTHU
BHenoueuHbIX nposiBiennit CKB [21-27].

YpoBenb  ybOeaureabHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
A0KA3aTeIbCTB — 5)

Pexomenayercs nauumentam ¢ BH V kmacca u nepcuctupyromeid npoTEeHHYpUeH
Hepporuaeckoro ypoHss/HC npu npoBenennn UT ¢ 1Henbi0 JOCTHKEHUS PEMHCCHU
Ha3Haudath [13 BHyTph (B 103e 0.5Mr/kr/cyTku) B koMOuHaimu ¢ MM® B neneBoit no3e
3000mr/cytkn (mmn M®K B skBuUBaNieHTHOH 103¢) wiud B komOunaimu ¢ TAK c
MoJiIep>KaHreM TIeJIeBOM KOHIeHTpanuuu 6-9ur/mi (wiu LIcA ¢ moxmepxaHueM 1eneBoi
kourentparuu 90-140ur/mn) [75-77].

YpoBenb  yOeauTelbHOCTHM  pekoMeHaauuii A  (YpoBeHb  J1OCTOBEPHOCTH
J0Ka3aTeJIbCTB — 2)

KommenTapuu: no nanHeiM Meta-aHanu3a koMmOuHaiusa ['K u MM® unu KHU Gonee
sddexktuBHa nna goctwkenus pemuccuu npu Vo kimacce BH mo cpaBHeHuio ¢
moHoTepanuerd ['K. loza MM® wmoxer ObiThb ymenblieHa g0 2000Mr/cyTku mnpu

BO3HHUKHOBEHMH ITOOOYHBIX 3(1)(1)CKTOB CO CTOPOHBI KCITYJOUHO-KUIIICYHOI'O TPAKTA.
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Pexomennyercsi mamuentam ¢ coueranuem V kimacca BH ¢ II/IV wraccom BH
IPOBOJIMTH JICUCHHE COMIACHO NpHUHIMIaM, yka3zauubiM st /1V kiaccos BH ¢ menbto
JOCTIDKEeHUs pemuccuu [21-27].

YpoBenb  yOeaureabHocTH  pexkoMeHgaunuii C  (YpoBeHb  /10CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)

Kiacc VI BH (cknepo3upyviommii)

PexomMenayercsi namuentaM ¢ kiaaccom VI BH npu oTcyTCTBHM KITMHUKO-TTa00paTOPHBIX
npu3HakoB akTuBHOCTH CKB He mpoBoauts UCT ¢ 1ienbio npenoTBpamnieHus: moO0YHBIX
s¢dexToB [21-27].

YpoBenb  yOeauteqbHOCTH  pekoMenaamuii C  (YpoBeHb  J0CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

KommenTapun: npumenenue 'K u UC y naumenroB ¢ kinaccom VI BH onpenensercs

HaJlu4uMeM BHenouyeuHbIx nposisinenuit CKB.

3.3 JJeuenne pernansos BH

Pexomenayercs nauueHTam ¢ penuauBoM BH, BO3HMKIINM mocie JOCTMXKEHUS TOJIHOU
WM YaCTUYHON PEMHCCUU, POBOJUTH JieueHHe 1o teM xe cxemam UT, koTopeie Obu1n
3¢ GEKTUBHBI A JOCTW)KEHHS IEPBOHAYAIBHOW PEMUCCHM C LENbI0 KYNHPOBAaHUS
peumausa [21-27].

YpoBenb  yOenurenbHocTH  pexkomenaamuii C  (ypoBeHb  J0CTOBEpPHOCTH
A0KA3aTeIbCTB — 5)

Pexomenayercss mamueHtaM ¢ peuuauBoM BH, BO3HHMKIIMMHU MOCIE€ JOCTHXKEHUA
IIOJITHOW WJIM YaCTMYHOW PEMMCCHUM, Y KOTOpPBIX NOBTOpHOe mposenenue UT Beper k
PHUCKY HAKOIUIEHUS BBICOKOM KyMyJATHBHOM J103bl [P, uCnosp3oBaTe C LEIBIO
KyTNHUpOBaHUs pery/rBa pexumbl 0e3 LD [21-27].

YpoBenb  yOeautenbHocTH  pexoMenaanuii C  (ypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)

Pexomenayercs mamueHtaM ¢ peuuauBoMm BH, npu Hanuunu nmogo3peHus Ha U3MEHEHHE
TMCTOJIOTUYECKOI0 Kjacca, WM HE SICHO, 3aBMCHT JIM IOBBILICHUE KPEATUHUHA W/WIH
HapacTaHUe NPOTEUHYPUHU OT BBIPA)KEHHOCTH AKTUBHBIX MM XPOHUYECKHX W3MEHEHHH,
BBINOJIHUTH IMOBTOPHYIO OMOICHIO MOYEK C LIENbI0 ONpPEIeICHUs] TAKTUKU AajJbHEeHIIero
neuenus [68,78].

YpoBeHb  y0eaqMTEIbHOCTH  peKkoMeHAamuii A  (YpOBeHb  JOCTOBEPHOCTH

10Ka3aTeJIbCTB — 2)
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3.4 Jleuenue pedpakrepHbix (pesucreHTHLIX) (hopm BH

Pexomennyercst naumentam ¢ BH kmacca Il u IV wnu knacca HI/IV B coueranuu ¢
KjaccoM V ¢ HapacTaHuWEM KpeaTMHUHA W/uiu npoTenHypuu Ha ¢one UT, npoBoaumoii
COIJIaCHO OJHOMY M3 PEKOMEH/IOBAHHBIX PEXKHUMOB B Te€UEHHE 6 MECSIEB, BBINOJIHUTDH
MOBTOPHYIO OMOTICHIO TIOYKHU ISl TudPepeHnnarIbHON TUarHOCTHKH MEXKTY aKTHBHBIM
BH u cMopmmBanueM mouek, BRISIBICHUS U3MEHEHHH TUCTOJIOTHYECKOTO Kiracca /WK
Hanuuus npusHakoB TMA [4, 21-27].

YpoBenb yOenurenbHocTH  pekoMeHaanuid C  (YypoBeHb  J10CTOBEPHOCTH
A0KA3aTeIbCTB — 5)

Pexomennyercst marpientam ¢ BH kmacca Il u IV wnmm knacca HI/IV B coderanum ¢
KjJaccoM V UM HapacTaHWEM KpeaTWHHHA W/WIM MPOTEUHYpUU Ha (hoHE MPOBOAMMOI B
teuenue 6 mecsueB UT, y kotopeix coxpansercs aktuBHocTh BH, mposoaute UT B
IbTEPHATUBHOM MPEIBIAYIIEMY PEXKHUME C LENI0 JOCTHKEHHs OTBETa Ha Tepanuto [21-
27].

YpoBenb yOenuteqbHOocTH — pekoMenaammii C  (YypoBeHb  10CTOBEPHOCTH
0Ka3aTeJILCTB — D)

KomMmentapun: BH cuuraercst pedpakTepHbIM, €CiiM MalMeHT B TeUeHne 12 Mecsies He
otBeuaer Ha MCT npu mocnenoBarenbHOM MPUMEHEHUHM ABYX CTAaHAAPTHBIX PEKUMOB
(1D u MMD/MOK).

Pexomennyercst naumentam ¢ BH kmacca Il u IV wnu knacca HI/IV B coueranuu c
KJaccoM V, HE OTBETHBILMX Ha JiBa IMOCJIEJOBATEIIbHO HCIOJIb30BAHHBIX CTaHAAPTHBIX
pexxuma UT npoBoauts nedenne PTM wmnmum KWH wnm B/B MMMYHOTIIOOYJIMHOM WITH
MYJIBTUTAPTETHYIO TEPAITHIO C IIEJIBI0 JOCTmKeHus: pemuccun BH [79-81].

YpoBenb yOeauTelbHOCTHM pexkoMeHgauuii B  (ypoBeHb /10CTOBepHOCTH
0Ka3aTeIbCTB — 3)

Pexomennyercsi manmentam ¢ BH kmacca Il u IV wnu knacca HI/IV B coueranuu ¢
KJaccoM V, HE OTBETHUBIIMX Ha JIBa MOCJEJOBATEIbHO HCHOJBb30BAHHBIX CTAaHAAPTHBIX
pexuma UT nmpoBOaUTh MYJIBTUTAPTETHYIO TEPANUIO C LEIbIO0 JOCTHXKEHUS PEMUCCHU
BH [57].

YpoBenb yOenurteabHOCTM  pekoMeHaauuidi B (ypoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJILCTB — 2)

Pexomennyercsi manuentam ¢ BH kmacca Il u IV wnu knacca HI/IV B coueranuu c

KiI1aCCOM V, HC OTBCTHUBIIMX HA ABa MOCICAOBATCIBHO HCIOJIB30BAHHBIX CTAHAAPTHBIX
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pexuma UT mnpoBOOuTh JiedeHHWE B/B MMMYHOTJIOOYJIWHOM C LENBIO JOCTHIKEHUS
pemuccuu BH [82].
YpoBeHb  yOenMTEJILHOCTH peKkoMeHAamuii A  (YpOBeHb  J0CTOBEPHOCTH

A0KA3aTEIbCTB — 2)

3.5 ConyTrcrByioniee JeyeHue

PexomMenayeTtcest 17151 medeHus apTepuainbHoi runeprensun (Al') y Bcex manuentos ¢ BH
MIPOBOJUTH TUIIOTEH3UBHYIO TEPAIUIO0 coracHO pekoMmeHaanusMm no XbIl u npumeHsTh
AQHTUTMIEPTEH3UBHBIE TMpenaparhl pPa3jUYHbIX TPYINI B pa3HbIX KOMOMHAIMAX C
ucnosib3oBanneM u-All® wnu BPA ¢ nHedpponporexkruBHoii rieanio [20].

YpoBenb  yOeautenbHocTH  pexoMenHaanmuii C  (YpoBeHb  J10CTOBEPHOCTH
JA0KAa3aTeJILCTB — D)

KommenTapun:

Pexomennyercs Bcem namenTam ¢ BH u nmporeunypueit 6onee 500Mr/cyTku MpoBOANUTh
HEPPOMPOTEKTHBHYIO TepaNHIo coriacHo pekomeraamusm no XbI1, u Haznauats u-AllD
wnu BPA ¢ anTHnpoTenHypudeckoit u HeponpoTeKkTHBHOM 1enbio [20].

YpoBenb yOeautenbHocTH  pekoMeHaamuii  C  (YpoBeHb  J10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

3.6 llpoduaakTuka MHpEeKIMOHHBLIX 0CJI0KHEHUH Ha (PJOHEe HMMVYHOCYIIPECCUBHOIQ

Jeyennss BH
Beeoenue

BH cam no ceb6e, a takxxe npoBogumasi st ero Jyedenus tepanus MC u I'KC,
ABJIAIOTCS] 3HAUMMbBIMU (PaKTOpaMH pUCKa MHPEKIIMOHHBIX ocioxkHeHu npu CKB.
Pexomenayercsi ocyIlecTBIsATh y Bcex manueHToB ¢ BH BakuuHanuioo mpoTus rpumnna,
MHEBMOKOKKa U rematuTa B ¢ 1ienpio npoduiak ik HHGEKIIHOHHBIX 0ca0KkHeHn# [83].
YpoBenb  yOeauteqabHocTH  pekoMenaanuii C  (YpoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)
Kommenrapmii: wmMyHmzanuss mnanueHToB ¢ CKB  fomkHa — OCyHIECTBIATHCS
MHAKTUBUPOBAaHHBIMM  BAaKIMHAMH; BAKLUMHALIMIO JKEJIATEIbHO IO BO3MOYKHOCTH
ocyuecTBIATh 10 Havana UCT.
Pexomenayercst npoBoauth BeceM nanuentaMm ¢ BH nepen nauanom UCT ckpunuHT Ha
xponundeckuii renatut B, xponuueckuii renatutr C, BUY-undexmio, cudpunuc, ¢ uenbo
BBISIBJICHHUSA M TIPUMEHEHUS Mep MPOQHIAKTUKU TSHKETBIX 000CTpeHU MH(GEKIIMOHHOTO

nporiecca BO Bpems jeueHus [21-27].
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YpoBenb  yOeaurteiabHOcTH  pexkoMmenaamuii C  (YpoBeHb  /10CTOBEPHOCTH
A0KA3aTeIbCTB — 5)

KovmMeHnTapuii: WHQUIIUPOBAHHBIC MAIMEHTHl JOJDKHBI OBITh B CPOYHOM TOPSJIKE
KOHCYJIBTUPOBaHbl MH(MEKIIMOHUCTOM, TOCKOJIBKY TpoBeaeHrne MCT B03MOXKHO THUIIB
MIPY OJTHOBPEMEHHOM Ha3HAYE€HUU dTHOTPOITHOTO JICUCHHUS.

Pexomennyercsa mnpoBoauth mnamueHtaM ¢ BH, nonywaromum snedenne LD, B
OTCYTCTBHE  aOCONIOTHBIX  MPOTHUBOINOKA3aHWH,  MNPOQUIAKTUYECKOE  JICUCHUE
cyTb(haMeTOKCa30JI0M/TPUMETOTIPUMOM (KO-TpUMOKca3osioM) B o3¢ 400/80 mr/cyT (wim
800/160 mr 3 p/Hen) nepopalibHO, C KOppeKiuen 1036l npu cHmkeHun pCK® B Teuenue
BCEro Kypca Tepanuu, a TaKkKe B TEUYEHHE 3 MecC. TOcjie €€ 3aBepILICHHs C IEJbIo
IpeI0TBPAICHNs pa3BUTHA HH(EKIMH, BRI3BaHHOM Pneumocystis jirovecii [21-27].
YpoBenb  yOeautenbHocTH  pekoMenaamuid  C  (YpoBeHb  J10CTOBEPHOCTH
A0KAa3aTeJIbCTB — 5)

KommenTapmii: y mnamuentoB ¢ pCK® 15-30 mu/mMuH 103y mnpemapara ciemyer
ymenbuth 10 400/80 mr 3 p/men. Pexum nosupoBanust y naumentoB ¢ XBIT 5 we

U3y4EH.

3.7 HIpopuiaakTuka cepaevyHO-COCYIUCTBIX 0CJI0KHEeHU v 00abHbIX ¢ BH

Begeoenue

BH (ocoGenno mpu nepcuctupytomeid nporeunypun u/minu pCK® <60mn/mun)
ABIsIeTCS (PAKTOPOM pHUCKA CEpJIEIHO-COCYIUCTHIX 3aboseBanmii y manueHToB ¢ CKB,
Hapsly € TPaJWUUOHHBIMU (akTOpaMH U JAPYTUMH 00JI€3Hb-aCCOLUMPOBAHHBIMU
dakTopaMM, TaKUMH KaK HEpCUCTHpYIOLIas aKTUBHOCTb 3abojeBaHus, OoJbllas
JUIMTENBHOCTh ~ 3a0osieBaHMsA, cpenHue/Beicokue tutpa adJl, u  nanurtenbHOE
ncnonb3zoBanue ['KC.
Pexomenayercss maunuentam ¢ BH B 3aBucumoctd OT HMHAMBUAYAIBHOTO NpOGMIIsL
CEpJICYHO-COCYIUCTOTO  PHCKA  OCYLIECTBIATh  NPO(PUIAKTUUECKHE  CTPATEeruy,
aHaJOTUYHBIE TAaKOBBIM B OOIIEH NOIYJIALNY, BKIIOYas HU3KUE 103bl aClIUpPHHA W/UIH
AHTWJIMIHMIEMUYECKHE Tpenaparbl C LENbI0 NPEAYNPEXACHUS CEpAEeYHO-COCYIUCTBIX
ocnokuenui [21-27,36,37].
YpoBenb  yOeautenbHocTH  pekoMenaamui  C  (YpoBeHb  J10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)
Pexomenayercsa BceM mnamueHraM ¢ BH mnpu coxpaHeHMM IUCIHIUAEMHM IIOCIIE
kynupoBanuss HC Ha3zHauaTh CTaTHHBI C LEJIbIO NPOGUIAKTUKU MPOTPECCUPOBAHUS

aTepockiieposa [21-27,36,37].
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YpoBenb ybOenuteqbHOocTH  pexkoMenaamumii C  (YpoBeHb  10CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

3.8 HMpoduiaakruka npoYnx 0caoxkHeHui Jeuenuss BH

Pexomennyercs manvenram ¢ BH, nonyuaromum neuenne [{®, Ha3HauaTe npenaparsl 2-
MEpKaITO3TaHCYJIL(OHOBOM KUCIOTHI B BUJ€ HAaTPUEBOU coM (MECHA) B JHH BBEACHUS
L® c uenpto mpodUIaKTUKA TOKCHYECKOTO MOBPEKICHUS CIU3UCTON MOYEBBIX IyTEH.
[IpenapaTt MOXeT NPUMEHITHCS KaK BHYTPb, TAK M BHYTPUBEHHO. J[03a paccuuThIBaeTCs
B COOTBETCTBHH C HHCTPYKIIMEH B 3aBUCHMOCTH OT BBOAMMOIi 10361 L[ [21-27,36,37].
YpoBenb yOenurenbHocTH  pexoMenaaumii C  (ypoBeHb  J1OCTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

Pexomennyercs BceM mnamumeHntram C BH, nonyuaronmum nedenne I'K, perymnspHo
NPOBOJIUTh CUCTEMATHYECKYIO OIIEHKY pHCKa pa3BUTHS OCTEONOpO3a U Ha3HayaTh
npouIakTUYecKyr0  Tepamuio  MpernapaTaMud  Kaublus, BuTamMuHa D wim
AHTHPE30POTHBHBIMU TIperaparaMd [0 WHIWBUAYAIbHBIM TIOKA3aHUSM C IENBIO
npoQHITaKTUKY U JIe4eHus ocTeonoposa [21-27,36,37].

YpoBenb yOeautenbHocTH  pexoMenHaanmumii C  (YpoBeHb  J10CTOBEPHOCTH
0Ka3aTeIbCTB — D)

Pexomenayercs nanuentam ¢ BH, nonyuaronmm nedenne 'K, Ha3HauaTh MHIHOUTOPBI
IPOTOHHOW TIOMIIbI, & MPU HUX HENEPEHOCUMOCTH — AHTAarOHUCTHI H2-rMCTaMHUHOBBIX
pELEenTopoB C LEIbI0 NPO(PUIAKTUKYA MOPAKEHUS CIU3UCTON IKEITyJ OYHO-KUIIEYHOTO
tpakra [21-27,36,37].

YpoBenb  yOeauteabHocTH  pexkoMmenaamuii C  (YpoBeHb  /10CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

3.9 3amecTuTeabHas noyeynas repanusg v nammenTos ¢ BH u XBII 5 craauu

Pexomenayercesi mammenram ¢ BH, mocturmmum 5 cragum XbII ucnons3oBaTh Jr00bIE
METO/IbI 3aMECTHTEIIbHOM ToueuHo#t Tepamuu (3I1T) [84,85].

YpoBenb yOenureabHOCTHM  pekoMeHaauuii B (ypoBeHb  10CTOBEpPHOCTH
JA0Ka3aTeJIbCTB — 3)

Pexomennayercs s nauvento ¢ BH, qocturmmx 5 cranuu XbII npunumats penieHue
0 BBIOOpPE MOJANBHOCTH MOJACPKUBAIOLIETO AHATU3HOTO JIEUEHHS, OCYIIECTBISAThH
NOATOTOBKY M HAyuMHATh M NPOBOJAUTH JHAIU3HOE JIEYEHHE B COOTBETCTBUU C
pexomenaanusimMu o XbII ¢ nenpio nepcoHuUKAIY JIEYSHUs] U YIy4IIeHUs] UCXO/I0B

31T [20].
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YpoBenb  yOeaurteiabHOCcTH  pexkoMmenaamuii C  (YpoBeHb  /10CTOBEPHOCTH
A0KA3aTeIbCTB — 5)

KomMenTapmii: BppKHBaeMOCTh mHamueHToB ¢ BH Ha nmanmse comocraBuma c
BBDKMBAEMOCTBIO OOJIBHBIX JApYrUMHU HedpomnatusiMmu u Bapbupyer ot 70 no 90% (5-
JIeTHSSI BBDKUBAEMOCTh). [Ipu BeIOOpEe MeToa TUATU3HOTO JICUCHUsT HEOOXOIUMO UMETh
B Buay uto npu Hamuuuun A®PC/HocutenbctBa ad®Jl moBwIIeH pUCK TpoMOO30B
COCYMCTOrO J0CTyna JJjis TeéMOJUAIN3a, a y MAalMEeHTOB HA NEPUTOHEAJIBbHOM JIHAIN3E
MOBBIIICH PUCK HMH(EKIIMOHHBIX OciHoxHEeHW. Y yactu nanmumeHtoB ¢ BH u XBIT 5
CTaAuM BO3MOXXHO COXpaHeHHe BbIcOKOW akTtuBHoctu CKB, mpezacraBieHHOR
JKCTpapeHaJbHbIMU  CHUMIOTOMaMd  (WIM  HM30JHUPOBAaHHBIMU  JIaOOpAaTOPHBIMU
HApYUICHUMH, KOTOpble oTMeuatoT npumepHo y 30% OGonbubix Ha 3I1T), uTo TpeOyeT
nponoskenust UCT.

Pexomenayercst y naruentoB ¢ BH u XbII 5 ctaanu ¢ oTCyTCTBHEM aKTUBHOCTH (WM
HU3Ko#i akTuBHOCTHIO) CKB B TeueHue mo KpaiiHeil Mepe 6 MeCAICB paccMaTpHUBATh
BO3MOYHOCTb BBIMIOJIHEHUSI TPAHCIUIAHTAIMM TIOYKU C IIEeJIbI0 YJIYUIIEHUs KayecTBa
xu3Hu [86].

YpoBenb yOeauteabHOCTH pekoMeHaamuii B (ypoBeHb  jJ0cTOBEpHOCTH
J0KA3aTeJbCTB — 3)

KomMenTapuu: nporsHo3 manueHroB ¢ BH 1nocie TpaHCIulaHTanuu II0YKH HE
OTIIMYAETCSI OT TAKOBOIO y MALMEHTOB C APYTMMH INIOMEPYIAPHBIMU 3a00JIEBAHUSIMM,
WIH JaXe SIBISICTCS Oosee OIaronpusiTHBIM; UCXOJ Oosiee OJIaronpusiTCH TPH TIepecaIKe
OT ’KMBOTO JIOHOpa U MpHU yHpexaaromend Tpanciuiantauuu. Yacrora o6octpennit CKB
Hocjie TpaHCIUIAaHTAallMM MOYKH cOocTaBisieT okojio 5%, peuunusbl BH B Tpancruianrate
oTMeuaroTcs MeHee deM B 20% ciywyaeB, MOTEpHM TPAHCIUIAHTaTa, CBS3aHHbBIE C
peuunuBamu BH, nHe mpespimator 2%. [locne TpaHCIUTaHTalMM MOYKH MAI[UEHTHI
JOJKHBI TIPOAOJKATh IpueM TuapokcuxiopoxuHa u noaydate MCT Ha ocHOBe
MM®O/M®K u KHU. Tlpu BO3HMKHOBEHUHU JIETKMX PEIMIMBOB JICYEHHUE TPOBOJIHUTCS
I'KC BHyTph; mpu penuauBax cpemHel TspkecTw nokasano npumeHeHue ['KC B/B m
yBenuueHnue 10361 MM®; mipu TspKenbIX penuauBax nokasaHo npumeHenue ['KC B/B u
L@ (c BpemenHo# orMeHoit MM®).

Pexomennyercs onpenensats yposeHs a®JI npu noaroroske nmauuenros ¢ BH u XbII 5
CTaJuM K TPAHCIUIAHTAIIMU TIOYKH C LIEJbI0 IPEAYNPEXKACHUS TOCTTPAHCIUIAHTALIMOHHBIX

TPOMOOTHUECKUX OCiIoXKHeHuit [23-25,37].
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YpoBens  yOenureabHocTH  pexkoMengaumuii  C  (YpoBeHb  /10CTOBEPHOCTH
A0KAa3aTeJIbCTB — 5)
Kommenrapmii: y naunentoB ¢ AD®C/HocurenscrBoM adJI moBeimIeH pucK COCY IUCTBIX

OCIIOKHEHHUM MOCTIEe TpaHCIUIaHTAlluX IMOYKH

3.10 Jleuenue nauuenToB ¢ BH u TpoM00THYECKO MUKPOAHTHONIATHEH

Beeoenue

TMA y mnamuentoB ¢ BH Owith oOycnmopinena nHammuwem ADC, TTII, wmm
ATUIIMYHOTO TE€MOJIMUTUKO-YPEMHUYECKOTO CHHAPOMA, JIEUEHHWE 3aBUCUT OT HPHUYUHBI
pazButusi TMA.
Pexomenayeres namentam ¢ BH mro0oro kinacca u nebnaronpusitieiM npoduiem adJl
(cpennue/BrICOKHE TUTPBI WIHM TMPUCYTCTBUE Oosee oaHoro kinacca adJI), ocobenHo mnpu
HAIMYUHM JpYrux (akTOpOB pHUCKAa TPOMOO30B, B JIOTIOJTHEHHE K COOTBETCTBYIOIIEH
knaccy BH UCT, HazHayaTh HU3KUE 03I acCIMpUHA (AIUTUI-CATUIIMIOBOM KUCIOTHI) —
75-100Mr/cyTKH € 1IeTBbIO IpoHIakTHK TpomMO0o30B [87,88].
YpoBenb  y0eauTeIbHOCTH  peKoMeHIamuid A (YPOBeHb  J0CTOBEPHOCTH
10Ka3aTeIbCTB — 2)
Kommentapuu: nanmentam ¢ adJl, He uMeBIIMM TPOMOO30B B aHAMHE3€, B OTCYTCTBUU
HC nenecoobpasHo (¢ y4eToMm pucka KpOBOTEUYCHHI) HAa3HAYCHHE AIleTHJICATHIIMIOBOM
kucnoTsl. [Tarmentam ¢ HC, 0co6eHHO MpH CHIKEHUH CBIBOPOTOYHOTO aNbOyMUHA HUXKE
20 1/n, wammuumem adJI, He3aBHUCHMMO OT HAJIWYUS WIH OTCYTCTBHS TPOMOO30B,
1esiecooOpa3Ho Ha3zHauaTh HHU3KOMoJieKyisipHble renapunbl (HMIY). Jlozy npenaparos
cienyer KoppekTupoBaTh B 3aBucumoctd oOT ypoBHI pCK®. IIpumenenune K-
BUTAMHH3aBUCUMBIX OpaJbHBIX AaHTHUKOATYJSHTOB (BapdapuH) y MaHHOW TpyNIIbI
MAIEeHTOB Helle1eco00pa3Ho, B CBSA3H C BHICOKUM PHCKOM Pa3BUTHS KPOBOTEUEHUH MPU
BBIPKEHHOW THIOAIOYMHUHEMHH, HE MPEBBIMIAOIINM BO3MOXHYO M0Jb3y [36,37].
Pexomenayercsi mammentram ¢ BH miobGoro wmacca u ADC, B 1momoinHEHHE K
cootBercTBytomei kinaccy BH MCT, naznauats anTukoaryssintel - HMI™ win Bapdapun
(¢ memeBeiM MHO 2-3) ¢ 1enpio MOpeaoTBPAIIEHHS PEHUAMBOB TpPOMO030B [4,21-
27,36,37].
YpoBenb  yOeautenbHocTH  pekoMenaamui  C  (YpoBeHb  J10CTOBEPHOCTH
J0KA3aTeJILCTB — D)
KoMmMeHTapmii: mprMeHEHHE HOBBIX OPAIbHBIX AHTHKOATYJISTHTOB Manod(h(GEeKTUBHO
npu ADC [89]. [Nammenrtam ¢ pedpaxrepasim ADC u ¢ TTII moxer paccmarpuBaThes

npumeHenue tiazmooomenoB [4,90]. KomriuieMeHT-OOKHpYOMIAs TEparus MOXKET
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paccmatpuBatbes npu katactpopuaeckom ADC, TTII, koMIUIEeMEHT-aCCOUUPOBAHHOM

TMA, u npu peruBax TMA B Tpanciuianrate [4,91].

3.11 Jleuenue naueHTok ¢ BH B nepuoa 0epeMeHHOCTH

Beeoenue

3aboneBator CKB wyame Bcero >KeHIIMHBI JIETOPOJHOTO BO3pPACTa, TUIMYHBIM
Bo3pact nedrora — oT 15 mo 40 ner. Hanmumune CKB u BH camo mo cebe He sBisieTcst
aOCOJIIOTHBIM TPOTHUBOIOKA3aHUEM K BBIHAIIMBAHUIO OEPEMEHHOCTH, HO NPECTaBIIseT
cepbe3Hbli (pakTOp pucKa HEOIArompUATHBIX UCXOJ0B OEPEMEHHOCTH Kak JJIsi MAaTepH,
Tak u i 1wiona. JKeHmmHam —peroponHoro Bo3pacta ¢ BH  Heo6xomumo
NpEeArpaBUIapHOE KOHCYJBTUPOBAHUE JJISI OLEHKA BO3MOXHOCTH BbIHAIMBAHUS
OEpEeMEHHOCTH U COMPSIKEHHBIX ¢ 0EPEMEHHOCTHIO PUCKOB.
Pexomenayercs okeHImuHaMm naeropogHoro Bospacta ¢ BH, nomywarommum HCT,
COBETOBATh OTJIOKUTh HACTYIJIEHHE OEPEMEHHOCTH 10 JOCTH)KEHHs MOJHOW PEeMUCCHU
BH u coxpanennu ee no kpaiiHell Mepe B TeueHue | roga ¢ Leiblo yIy4dIlleHUs UCXOA0B
o6epemennoctu [21-27].
YpoBenb  yOeautenbHocTH  pekoMeHaamuii  C  (YpoBeHb  J10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)
Pexomenayercs nmanupentkaMm ¢ BH, nomywaromum UT m He DOCTUrIIMM peMHCCHH B
TedeHue 12 mecsieB, COBETOBATh OTCPOUUTH OEPEMEHHOCTD Ha ele 0oJiee TUTETbHBIN
nepuo (He MeHee 2 JIeT) C IEJIbI0 YIYUIIeHUs] HCX010B Oepemennoctu [21-27].
YpoBenb  yOenurteiabHOcTH  pexkoMmenaanmuid C  (YpoBeHb  /10CTOBEPHOCTH
A0KA3aTeIbCTB — 5)
KoMmenTapuu: nporsos ans Matepu U 1uioja OoJiee OnaronpusTeH, €Cli K MOMEHTY
3auatus pemuccusi CKB u BH ¢ coxpanHo#t ¢pyHKIIMeH movyeK T0CTUTHYTA U COXPaHSAETCs
HE MEHee 4eM B TeueHue 6-12 mecsieB. Puck HeOmaronpusaTHRIX UCXOI0B OEpEeMEHHOCTH
MaKCHMaJIbHO BBICOK y maiieHTok ¢ BH, ecnu 1o HactymieHus 6epeMeHHOCTH UMEIOTCS
AT, w/vnu TPOTEHHYpHUs, W/WIM TOYEYHAss HEAOCTATOYHOCTh (PHCK TOTEpH IUIOJA
coctaBisier 75%). Kenmmuam ¢ BH mgns moarBepxknenms pemuccun BH m CKB,
HEOOXO0IMMO 10 3a4aTHs IPOBECTU KIIMHUKO-UMMYHOJIOTHYECKOE 00CIeI0BaHHE.
Pexomennyercst sxenmuHaM ¢ BH, nonyuarommm u-Alld win BPA, u nmnanupyrommm
OepeMeHHOCTb, OTMEHHUThb 3TH IMpemnapaThl 10 HACTYIUICHUS OEPEeMEHHOCTH C IEINbIO
HpeaynpexXICHHs TEPATOTCHHOTO BO3ACHCTBIS TUX MpenaparoB Ha mwiox [4,21-27].
Yposenr  yOenuTeabHOCTH  pexkomenaamui  C  (YpoBeHb  10CTOBEPHOCTH

10Ka3aTeJIbCTB — D)
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Pexomenayercss npu HacTyIUIEHUHM OepeMEHHOCTH Yy mauumeHTok ¢ BH, momyuarommx
TEpanul0 TUAPOKCUXJIOPOXUHOM, IMPOJOJIKATh 3TO JIEUEHHE HA MPOTSHKEHUU BCEH
OEpeMEHHOCTH U IMOCNI€ POAOpAa3pElIeHUs, C LENIbI0 MPEeayNpexIeHUss 000cTpeHUi
3abonesanus [4,21-27].

YpoBenb  yOeauteabHocTH  pekoMenaamuii C  (YpoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)

Pexomenayetcest sxxenmmuHam ¢ BH, momydaronum I1T ¢ ucnonszoBannem MMO/MOK, u
IUTAaHUPYIOIMM OE€pPEMEHHOCTh, Tpou3BecTH cMmeHy pexnma [IT Ha A3A ¢ nensio
peAyNPEKACHNS TEPATOTEHHOTO BO3ACHCTBUS MUKO(eHO0aaTOB Ha miof [4,21-27].
YpoBenb yOenureabHocTH  pexkomMeHmanmid C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJIbCTB — 5)

Pexomenayercst Ipu HACTYIUICHUHU OepeMeHHOCTH Yy nanmeHTok ¢ BH, monywatonmx I1T
¢ wucnons3zoBanueM I'K m A3A He cHwKaTh 03Bl 3THX IPENapaToB B MEPHOJ
OEepeMEHHOCTH M TNPOAOJDKUTH JICUeHHE KaK MUHUMYM B TeueHHE 3 MecsleB Iocie
poIopa3peleHus C IEeNIbI0 MPeaynpexIeHus o0ocTpeHuii 3adoneBanus [4,21-27].
YpoBenb  yOeautenbHocTH  pekoMeHaamuii  C  (YpoBeHb  J10CTOBEPHOCTH
10Ka3aTeIbCTB — D)

PexomMenayetcst ipu pa3Butuu oboctpenust BH Bo Bpems OepeMeHHOCTH y KEHIIUH, HEe
noayyaromux MCT, u npu HexenaHUM JKEHIIUHBI IPEpBAaTh OEPEMEHHOCTh, BO30OHOBUTH
neuenne 'K, u, B 3aBHCHMOCTH OT TsiKecTH oOocTpeHus, A3A ¢ IeIbl0 KyIUpPOBAHUS
permauea BH [4,21-27].

YpoBenb  yOenurteabHOCcTH  pexkoMmenaamuid C  (YpoBeHb  /10CTOBEPHOCTH
A0KA3aTeIbCTB — 5)

KomMmenTapuu: Bo3MoxHO npumeHenne KHW nna nedenmss BH Bo  Bpems
OepemeHHOCTH pu HenepeHOCUMOCTH A3A, B gomnosiHeHne K A3A B TSDKENBIX Cydasx,
WK nipu jedenuu kiacca V BH ¢ HedpoTrueckum cuHIpoMom

Pexomennyerca BceM mnanumeHtkam ¢ BH wu  HocutensctBoM a®JI BO Bpems
OepeMEeHHOCTH Ha3HadaTh MaJlble J03bl aCMUpPHMHA C LEJbI0 NPO(UIAKTUKU Pa3BUTHS
npeskiamicu [87].

YpoBenb  yOeauTelbHOCTHM  pekoMeHaauuii A  (YpoBeHb  J1OCTOBEPHOCTH
JA0KA3aTeJIbCTB — 2)

Pexomenayercss BceM marueHtkam ¢ BH Bo BpeMs OepeMEHHOCTH Ha3HauaTh Majble

71031 aCTIMPHHA C LETbI0 NPOQIIAKTHKY Pa3BUTHS Mpedkaamicuu [37].
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YpoBenb ybOenuteqbHOocTH  pexkoMenaamumii C  (YpoBeHb  10CTOBEPHOCTH

A0KA3aTeJIbCTB — 5)

4. MeauuMHCKAsi pea0UIHTAUS U CAHATOPHO-KYPOPTHOE JieueHne,
MeIUIMHCKUE MOKA3AHUA U MPOTHBONOKA3AHNS K IPUMEHEHUI0 METO/10B
MeIMIMHCKO peaduJIuTAIlMM, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUM

NPUPOJAHBIX JiedeOHbIX (PAKTOPOB
Beeoenue

Cnenmduyeckas MeaWIMHCKas peaOwnuTamus i namueHToB ¢ BH  He

paspaboTaHa.

e Pexomenayercs BceM nanueHTaM ¢ BH npoBoanTh METUIIMHCKYIO pPEaOUIUTAIIUIO 110
MOKa3aHUsIM U B 00BbeMe, peaycMOTpeHHOM pekomeHnanusaMu no XbIT aist ynydmeHus
ucxo 108 3a0oneBanus [20].

YpoBenb  yOeautenbHoctH  pexoMeHaamuii C  (ypoBeHb  [10CTOBEPHOCTH

10Ka3aTeJIbCTB — D)

5. lIpodpuiaakTuka U JUCNaHCEPHOE HADIIOeHUe, MeIMIIMHCKHIE MOKA3AHUSA U

IPOTHBOIOKA3aHNUS K IPUMEHEHHIO METOA0B MPOPHIAKTHKH

Beeoenue

Mertonbl nepsuunoil npodpunaktiuku CKB u BH He pa3pabortanbl. Y nanueHTosB ¢
yKe yCTaHOBJIEHHBIM Juarao3oM BH ciexyer peanu3oBatrh psiji Mep, HalpaBlIeHHBIX Ha
NpeIOTBpalcHHe WH(EKIIMOHHBIX, CEePJICYHO-COCYUCTBIX M TPOYHX OCIIO0KHEHUH,
KOTOpbIE H3JIOXKEeHBI B pasfgenax 3.6, 3.7 wm 3.8. TlomMumo o0OImMX TNPUHIMIIOB
JUCTIAHCEPHOTO HAOJIOIEHNS, HM3JI0KEHHBIX B pekomeHmammsax mo XbIT [20], mis
narueHToB ¢ BH uMeroTcs nonoyiHUTENbHBIE pEKOMEHAAINN:

e PexomeHnayercsi oCylIeCTBIISITh AUCIAaHCEpHOE HaOr0/eHHe Bcex mauueHToB ¢ BH: B
Te4YeHHe NepBbIX 2-4 MecAleB MalMeHToB ¢ akTUBHBIM BH cnenyer o6cnenoBars kaxabie
2-4 Henenu, a 3aTeM — C Y4€TOM OTBETa; IOCJIE JOCTIKEHHS PEMHUCCHHM MAIUEHTOB
cienyeT HabI01aTh €KEKBAPTAIbHO B TEUCHUE MEPBBIX 3 JIEeT, B MmocieacTBuu 1 pa3 B 6

MCCALCB; MOHHUTOPUPOBAHUC AKTUBHOCTHU HNPOAOJIKAOT IMOKU3HCHHO (Ka)KI[BIe 6

mecsteB) [23,24,37].

39



YpoBenb  ybOeaureabHocTH  pexoMenaaumuii C  (YypoBeHb  J0CTOBEPHOCTH
A0KA3aTeIbCTB — 5)

Pexomenayercsl npu KakK10M BU3UTE MaMEHTa ¢ akTuBHBIM BH koHTpoOsMpoBaTh Mmaccy
tena, AJl, cpIBOpOoTOUHbIE YpOBHM KpeaTnHHMHa M anbOymuHa, CK®, nporeunypuio,
ocanok MouH, ypoBHu C3/C4 u antuten k JJHK, oOmuit ananus kpoBH, MEPUOTNIECKH —
aHTH(hOChHOTUITHIHBIE aHTHTENA U TUIHIHBINA Tpodmis [92,93]

YpoBenb  yOeauteqabHOCTH  pekoMenaamuii C  (YpoBeHb  J0CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)

KommenTapun: y Oepemennbix ¢ BH B mepBbIx [ByX TpumecTpax HEOOXOAHMO
€KEMECAYHO BBIMOIHATH OOIIME aHAJIU3bI MOYH U KPOBU € 00s3aTEIbHBIM ONpeIeTICHUEM
yucina TpoMOOIMTOB. B KOHIE Kaxmoro TtpumecTtpa HeoOxoaum KoHTpoib pCKD,
cytoudoi nporeunypuu, adJI, kommiementa u AT xk JAHK. Ilpu Hanuuuu npusHakoB
uMMmyHoJoruueckoi aktuBHOCTH CKB B 0TCyTCTBHE KIIMHUYECKHX MPOSIBICHUN OONe3HU

MOKa3aHo OoJiee TIIATCJIIBHOC MOHUTOPUPOBAHHC.

6. OpraHn3auuﬂ OKazaHusd MeI[I/IHHHCKOﬁ nmomMomu

[Toka3zanus 1J1s1 roCIUTANU3AMK B MEAUIIMHCKYIO OPraHN3aLUIO

dopma — HIKCTpEHHAas1, HEOTJIOKHAS; YCIOBUS — CTallMOHAP

1) HedpoTudeckuii cHHAPOM, OCTPOHEYPUTHYESCKUI CHHIPOM;

2) BeicTpomporpeccupyromiee  yXyduleHue —(QyHKIMH — [OYEK, JUaTU3-TOTpeOHas
IIOY€YHAasl HEJIOCTaTOYHOCTD;

3) Ununmanus  MMMYHOCYNPECCHBHOW  TepamMyd NPH  HAJWUYUM  OpPraHo- W
JKU3HEyTrpokatomux nposiBiennid  3aboneBanust (BIIIH, mwmronmenus, Tsokenbie
nopakenus cepana, [THC);

4) HeoOX0oaMMOCTh MPOIODKCHUSI AKTHBHOW HWMMYHOCYIPECCHBHOW —Tepamuu y
HALMEHTOB ¢ UHPEKIIMOHHBIMHU OCJIOKHEHUSIMHU

®dopma - 1aHOBast; yCIOBHUSA - CTAlMOHAP

1) HeoOX0AMMOCTh BBINOJHEHHsT OWOICHM IOYKH IIPH OTCYTCTBUH OpraH- H
KHU3HEYTPOJKAIOIINX MIPOsIBICHUH 3a00J1€BaHus,

2) Vuunuanusi HMMMYHOCYIPECCHMBHOW Tepamdd OpPU  OTCYTCTBHM OpraHo- H
KHU3HEYTPO’KAIOIINX MPOsIBICHUH 3a00J1€BaHus,

3) HeoOxomuMOCTh HM3MEHEHHs CXEMbl HMMYHOCYIPECCHBHOW  Tepamud MpH
pedpakTepHOM TeUeHUH 3a00JIeBaHMsS WM Pa3BUTHM HEXKEJIaTeNbHBIX SBJICHUI

TCpaIuu,
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TToxa3zaHms K BBEITIMCKE IIarueHTa u3 MG[IHHI/IHCKOﬁ OopraHu3anuvunu

1)

2)
3)
4)

Croiikoe yny4llleHHe COCTOSIHHUS, KOIZIa MAalMEeHT MOXKeT 0e3 yuiepOa s 340pOBbA
NPOAOKUTE  JIEdEHHE B  amMOyJIaTOPHO-TIOJUKIMHUYECKOM  YUYPEXKIECHUH WU
JIOMAIITHUX YCIIOBHUSX;

[Tpu HeoOX0AMMOCTH NEepeBO/ia MALMEHTA B IPYTYIO OPraHU3ALIMIO 3/[PAaBOOXPAHEHMUS;
['pyb6oe Hapy1IeHHe o CUTaIbHOTO PEeKUMa;

[To mucpmMeHHOMY TpeOOBaHMIO MAIMEHTA JTUOO €ro 3aKOHHOTO MPEICTaBUTENS, €CIU
BBINIMCKA HE YrpOXKaeT >KU3HHU MallMeHTa M He OMacHa AJisd OKpyskaroumux. B atom
Cllyyae BBINMCKAa MOXKET OBITh MPOU3BEACHA TOJBKO C pa3pelieHus] INIaBHOTO Bpada

OOJIBHUIIBI WJIW €r0 3aMECTHUTEIS 10 JeueOHOM padoTe.

7. JonoaHuTeAbHAsA HHPopManus (B TOM unciie GaKTOpbl, BJUSIONINE HA

HUCXO0J1 3200J1eBAHUSA UJIN COCTOSTHUSA)

CxpuHHMHT

Cxpununr CKB He npoBoAT.

Cxpununar BH crnenyer npoBoauts y Bcex namueHToB ¢ CKB He3aBuCcHMO OT moJia u

BO3pacTa. Pekomenayemble MEeTOAbI CKPUHUHTA:

o

o

paccnpoc ¥ yTOYHEHUE aHaMHe3a (XapaKTepHBIE KAIO0O0bI)

OCMOTD (BBISIBJIEHHE OTEKOB)

uzMepenue AJl

o0mmii aHanu3 MOYM (IPOTEUHYpPUs, AKTHUBHBIM MOYEBOW OCAJOK - 4Yalle
SPUTPOLUTYPHUSL, PEXKE JTEUKOLUTYPHUS )

bruoxumuueckuii aHanu3 KpoBU (KpeaTMHUH, MOYEBHMHa, oOwmwmil OemoxK,

aTbOYMHUH)

dakTopbl, BIAUSIONINE HA UCX0/1 3200/1€BaAHUSA

[Tpyn ompeneneHuy mMporHo3a HEOOXOAUMO MPUHUMATh BO BHUMAaHHUE KIMHUYECKUE,

naboparopHbie U MopdosorTndeckue (HaKTopbI

OcHoBHbBIE (GaKTOPBI HEOIATOMPHUSATHOTO MOYEIHOTO MporHo3a y 6onsusix BH [4,17-19]:

@)

o

o

IMOBBINICHUE CBIBOPOTOYHOI'O KpCAaTHHWHA B z[e6}0Te 0ose3Hn
apTepuajibHasd ruICcpPTCH3UA

BBICOKas IPOTCUHYPUS B ,Z[G6IOTC

B kadecTBe TOMOJIHUTEIBHBIX MPOTHOCTUYCCKUX (I)aKTOpOB pacCMaTpUBarOT:

o

OO0JIBIIYIO 1TaBHOCTh HEPpUTa
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O OTCPOUYEHHOE Hauyajlo MMMYHOCYIIPECCUBHOM T€paniu

O BBICOKHMI ypOBEHb POTEHHYPHUHU WIH HEPPOTHUECKHINA CHHIPOM

O HaJIM4yue, 4acToTa M XapakTep 000CTpeHuit

O TPYIHOCTH JOCTHXXEHMS PEMHCCHUU (HE JOCTHKEHHE PEMHMCCHU B TeueHue |1 rojna
aKTHBHOH TepaIum)

[Toueynasi BBDKMBAEMOCTh 3aBUCUT TakKe OT THCTOJoTMYeckoro kiacca BH (mporHos

ayyqmre ripu |, 1 wmm V kmaccax, |1, IV u VI xnaccer otnngaeT Xyamias BBDKUBAEMOCTB ).

Mopdonoruueckre NpU3HAKH yXyALICHHUS TOYEUHON BHKUBAEMOCTH:

O MHTEPCTULHATIBbHBIN PUuOpPo3

o arpodus KaHAIbLEB

O BBIPAXEHHBIE COCYUCTBIC H3MEHEHHsI, B TOM YHCJIe O0YCIOBIECHHbIE MPUCYTCTBUEM
aHTU(HOCHOTUIHMIHBIX AaHTUTE

K skcTpapeHanbHbIM (pakTopaM HEOIaronpusTHOTO MPOrHO3a OTHOCHT:

O TPOMOOIUTOTICHUIO

O TUIOKOMIUIEMEHTEMUIO

O HH3KHMH ypOBEHb FeMaTOKpUTa

Hemorpaduueckue u coruanbibie pakTopsl nporuo3a BH:

o ne6ior CKB B nercTBe

O MYJKCKOM IO M HU3KMHA COLMAIBHBIA CTaTyC CBs3aHbl C XyJUIEW IOYE€YHOH
BbIKMBAEMOCTBIO.

OTBeT Ha MMMYHOCYIIPECCUBHYIO TEpaluio, ONPEIENsseMbli uepe3 roja M0 JUHAMHKE

NPOTEUHYPUHU SIBISIETCSI HAWIYYIIUM MPEAUKTOPOM JIOJITOBPEMEHHOTO IMOYEYHOTO

NpOrHo3a.

K npuunnam cmeptu 60apHbIX BH oTHOCST:

O UH(EKLUH, B TOM YHCIIE CEeTICUC

o cocynuctsie 3aboneBanus (MbC, nepedpoBacKysipHbIE OCIOKHEHUS )

O TpPOMOOIMOOIIMUECKHE OCTOKHEHNS, YaCTUIHO cBsizaHHbIe ¢ ADC.
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KpuTtepuun oneHkH KayecTBa MeAU IMHCKOW ITOMOIIH

Kpurepun kauecrBa

Onenka BBINOJIHEHUS
(1a/ner)

[lanmeHTty ¢ mo03peHreM Ha BOJTYAHOYHBIM HEQPPUT BBIMOTHEHO
MMMYHOJIOTHYECKOE 00CIIeOBaHUE

Ha/mer

[lanmeHTty ¢ moo03peHreM Ha BOJTYaHOUYHBIM HEPPUT NpHU
OTCYTCTBHMU NPOTUBOIIOKA3aHUM BBINOJIHEHA OMOIICHS TTOYKH C
HOCJIEIYIOIIUM NIaTOJI0T0AHATOMUYECKUM HCCIIEI0BAaHUEM
OMOIICHITHOTO MaTepHaja

Ha/mer

[TarueHTy ¢ BOJTYaHOYHBIM HE(DPUTOM HA3HAYEHO JICUCHUE
TUIPOKCUXJIOPOXHUHOM B MAKCUMAJIBHOM J103€ SMI/KI/CYTKH

a/aer

HaI_II/IeHTy C BOJIYaHOYHBIM He(pr/ITOM Ha3HauyCHa WHUIIMAJIbHaA
TCpaIus rNrOKOKOPTUKOUAAMHU B 3aBUCUMOCTU OT BBISABJICHHOT'O
110 JaHHBIM OMOIICHH MMOYKH KJIACCOM BOJIYAHOYHOIO Hed)pI/ITa

a/aer

[lanmeHTy ¢ BOJT4YaHOYHBIM HE(PPUTOM Ha3HAUEHA MHUIMATbHAS
Tepanusi UMMYHOJEIPECCAHTAMH B 3aBUCUMOCTH OT
BBISIBJICHHOTO TIO JJAHHBIM OMOTICHU MOYKH KJIaCCOM
BOJTYAHOUYHOTO HedpuTa

Jla/aer

[TareHTy ¢ BOT4aHOUYHBIM HE(PPUTOM /10 Hayasa
MMMYHOCYIIPECCUBHOM Te€paIuu POBEICH CKPUHUHT Ha
BUpYCHBIH renatut B, Bupycuslit renatut C, BUY-undekuuto,
cupuInC U TyOepKyJIie3

Ha/uer

[TareHTy ¢ BOTYaHOYHBIM HE(QPUTOM I10 TOCTHKECHUH
pPEMHCCHH Ha3HAYCHA MOCIEAYIOIasl Tepanus CO CHUKECHUEM
103l TIIFOKOKOPTHUKOWJIOB

Ha/uer

[lareHTy ¢ BOITYaHOYHBIM HE(QPUTOM T10 TOCTHKECHUH
PEMMCCHY Ha3HAYEHA MOCIEAYOIAs TepaIus
MMMYHOJENPECCAHTAMU B 3aBUCHUMOCTH OT BBISIBJIEHHOTO 110
JTAaHHBIM OMOTICHY TIOYKH KJIACCOM BOJIYAHOYHOTO Hedpura

Ha/uer

[lareHTy ¢ BOT9aHOYHBIM HE(PPUTOM, MOTyJAIOIIEMY
[IIFOKOKOPTHUKOUABI, MPOBOJIUTCS NPO(UIaKTHKA 0CTEO0IOpO3a

Ha/uer

10.

[lanueHTy ¢ BOJT4aHOYHBIM HEQPUTOM, MOTYHAIOLIEMY
[JIFOKOKOPTUKOUABI, POBOJIUTCS MPO(UIAKTUKA TOPAKEHUS
YKEJTy JOUHO-KHMIIIEUHOTO TPAKTa HHTMOUTOpaMU MMPOTOHHOM
MOMIIbl WJIM @HTarOHUCTaMU H2-THCTaMHUHOBBIX pELENTOPOB
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XPOHUYECKOTO  IeMOJUalM3a KJIMHUKM  HAy4YHO-HUCCIIEOBATEIbCKOTO  MHCTUTYTa

He(poJIoruu, acCUCTeHT Kadeapbl MPONENeBTUKY BHYTPEHHHX OOJe3HEeW C KIMHUKOM,
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[lepBbiit Cankr-IleTepOyprckuil rocy1apCTBEHHbIM MEIUIMHCKUN YHHUBEPCUTET HM.
akan. W.I1. T1anoBa, Cankt-IlerepOypr. Unen Acconmanuu HeQppoIoroB.

7. Kozmosckass Hartanbst JIbBOBHa — 1.M.H., TIpod., PYKOBOAUTENH IEHTpa IOMOIIA
OepeMeHHBIM C matojiorueil mouyek u moueBbiBoasAummx myrted, I'bY3 «I'Kb nm. AK.
EpamumanneBa» Jlemapramenra 3apaBooxpaHeHus I. MockBbl, npodeccop kadeapsl
BHYTPEHHUX OO0Je3Hell ¢ KypcaMu KapJIuOJIOTUU U (PYyHKIMOHAJBbHOM JNMAarHOCTUKHU HM.
akanmemnka B.C. Mowuceea PYJIH, MockBa. Unen Acconmammu He(PpOIOTOB.

nkozlovskaya@vyandex.ru

8. KoporuaeBa IOnua BsueciaBoBHa — K.M.H.,, JOLEHT Kadeapbl BHYTPEHHHX,
npodeccuoHanbHbIX Oose3Hel U peBMaTosoruu MHCTUTYTa KIMHUYECKOW MEIUIMHBL,
OI'AOY BO Ilepeoiit MIMVY um. U.M. CeuenoBa Munzapasa Poccun (CeueHoBckuit
VYHuBepcuTeT), Bpau-He(posor HeHTpa MOMOUIM OEpEeMEHHBIM C MAaTOJOTUEH MouYeK U
moueBbBOmAIMX myTed, I'bY3 «I'Kb um. AK. EpamumanneBa» Jlemapramenta
3npaBooxpaHeHus T. MockBel, MockBa. Unen Accormariy Hedpororos. lumis-j@bk.ru

9. CmupHoB Aunekceit Bnanumuposuu (conpenceaarens pabodei rpynmsl) — A.M.H., Ipod.,
JUPEKTOP HAyYHO-KJIMHUYECKOIO HCCIIEOBATENbCKOIO LEHTPA, AMPEKTOP HAyYHO-
UCCIIEIOBAaTENIbCKOTO ~ MHCTUTYTa  He(poJoruH, 3aB. Kadeapod MponeaeBTUKU
BHYTpEHHUX OoJie3Helt ¢ knuHukoi, IlepBoiii Cankr-IleTepOyprekuii rocy1apcTBeHHBIH
MeauuuHCKuii  yHuBepcuter wuMm. akaa. W.II. TlaBnoBa, Caukrt-IlerepOypr. Ynen
[IpaBnenust Accounanuu He(hpOIOTOB.

10.YebGoTtapesa H.B. — nmH., kadempa kadeapsl BHYTpPEHHHX, NPO(ECcCHOHATIBHBIX
Oose3Helr u peBMmarosioruu, llepBblii MOCKOBCKMI TOCYIapCTBEHHBIH MeEIUIMHCKUNA
yHuBepcurer uM. M.M. CeuenoBa (CeueHoBckuii yHHBepcuTeT), MockBa. UYien

Acconmanuu He(poIoTOoB.

Konpnukt wuHTEpEecOB: HM y KOTO W3 WICHOB pabodeil Tpymmbl Tpu paspaboTke
HACTOSIIMX KIMHUYECKHX PEKOMEHJAlMid He BO3HHMKIO KOH(IMKTA WHTEPECOB, a HMEHHO
MEPCOHAIBHON 3aMHTEPECOBAHHOCTHU B MOJYYEHUH JIMUHO JTHO0 Yepe3 MpeICTaBUTENs] KOMIaHUN
MaTepUaIbHOM BBITOAbI UM WHOTO MPEUMYIIECTBA, KOTOPOE MOBIHSIO Obl WM MOTJIO MOBIUAThH

Ha HaJUICXKallee UCIIOJIHCHUE UM HpO(l)eCCI/IOHaJIBHBIX 00s13aHHOCTEIA.
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Ipuioxkenune A2. MetonoJi0orusi paspadoTKu KIMHUYECKHX PEKOMEHAAl Ml

Vka3zaHus, TpeACTaBICHHbIE B  HACTOSIIMX  PEKOMEHJAMAX, OCHOBaHBI HA
CUCTEMAaTUYECKOM 0030p€ JTUTEepaTyphl, BHIIOJHEHHOM 4JIeHaMu rpymisl. 11 0030pHOTO
W3y4eHus] ObUIH TIPEACTaBJIICHBI BCE CTaThb, omyOnukoBanHble 10 2020T. DKCnepTsl B
COCTaBe IPYMIIbI BBIMOIHWIN 0030 3THUX AAHHBIX M OTAEIbHBIX CTaTe ¢ MaKCUMaJIbHbIM
YPOBHEM JI0KA3aTEIBHOCTH.

IegeBast ayiuTOpUs JAHHBIX KIHHHYECKHX PEKOMEHIAIIMN:

1. Bpaun-nedponoru
2. Bpauu-peBmarosioru

3. Bpauu-tepaneBTsl

Ta6auuna 1.110kana oueHkH ypoBHE# 10cTOBepHOCTH oKazaTenscTs (Y I/)ans meronos

JANAarioCTUKHU (,I[I/IaFHOCTI/I‘IeCKI/IX BMeH_IaTeJ'ILCTB)

Y0 Pacungpposka

1 Cuctemaruueckue 0030pbl HCCIETOBAaHUN C KOHTPOJIEM pePEepeHCHBIM METOJOM HIIU
CHCTEMAaTUYeCKH 0030p paHIOMHM3MPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUNA C
IMPUMCHCHUECM MCTa-aHaJIn3a

2 OTnenbHbIE HCCIEIOBAHUS C KOHTPOJIEM pe(hepeHCHBIM METOJOM WM OTAEIbHbIC
PaHIOMHU3UPOBAHHBIE KIMHUYECKHE HCCIEAOBAHUS U CHUCTEMaTHYECKHe 0030pHbI
UCCIIeI0BaHMi 1I000TO Mu3aiiHa, 32 UCKIIOYEHHEM PAaHIOMHU3UPOBAHHBIX KIMHUYECKUX
UCCIIEJOBAaHUM, C IPUMEHEHUEM METa-aHaJIN3a

3 HccnenoBanust 0e3 MOCIENOBATENBHOIO KOHTPONSA pe(PEpEeHCHBIM METONOM WM
UCCIIEIOBaHUA C pe(QEepeHCHBIM METOAOM, HE SBISIONIMMCS HE3aBUCHMBIM OT
UCCIIElyeMOT0 METOJla WM HEPaH/IOMU3UPOBAHHbIE CPaBHUTENIbHBIE HCCIEIO0BAHUS, B
TOM YHCJIC KOT'OPTHBIC UCCICAOBAHUA

4 HecpaBuurenbHble Uccne0BaHNs, ONMMCAHUE KIMHUYECKOTO Cydast

) Nmeercs nuis 060CHOBaHME MEXaHU3Ma JICUCTBUS WIM MHEHHE YKCIIEPTOB

Taoauna 2.11Ikana oneHKy ypoBHEH JOCTOBEpHOCTH aoka3arenbcTB (Y 1 J1)mis MmeTomoB

poUITAKTUKH, JICUCHHUS U peaduauTanuu (IpoQrIakTHIeCKuX, JIEUeOHbIX, PeaOMIIUTAIIMOHHBIX

BMEIIIATEIILCTB)
Y1 PaciundpoBka
1 CucreMmarnueckuii 0030p PKU ¢ npuMmeHeHremM MeTa-aHaimn3a

2 Otnensabie PKU u cucremarnveckue 0030pbI MCCIEAOBAaHUM JOOOTO au3aiiHa, 3a
nckimouenrneM PKU, ¢ npumeHeHneM MeTa-aHanu3a

3 HepaHnnomMu3upoBaHHbIE CPAaBHUTEIBHBIC UCCIICAOBAHUS, B T.4. KOTOPTHBIE MCCIICIOBAHUS

4 HecpaBaurenbHble Uccaeq0BaHus, ONMUCAHUE KIMHUYECKOTO Clydasl WU CEPUM CIIy4yaes,
WCCJICJIOBAHUS «CIy4ail-KOHTPOJIbY

5 HMmeercst b 000CHOBaHWE MEXaHHM3Ma JCHCTBHS BMEIIATENIbCTBA (JIOKIIMHHYECKHE
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’ WCCJICIOBAHUS ) WJITM MHEHHE DKCIIEPTOB

Tadauua 3.1lIkana ouneHku ypoBHeH yOenutenbHOCTH pekoMeHami(YYP) nns
METO/I0B MNPO(UIAKTUKY, IUATHOCTUKH, JIeUeHHs M peadwinrauuu (mpouiakTHUECKUX,

JTUATHOCTUYECKUX, JIEUCOHBIX, PEaOMIINTAIIMOHHBIX BMEIIATEIILCTB)

YVYP PaciundpoBka

A CunbHass pexkoMeHmamnusi (Bce paccMarpuBaeMmbie KpuUTEepUU A(H(HEKTUBHOCTH
(ucxompl) SIBISIIOTCS BaKHBIMH, BCE WCCIEAOBAaHUS HMEIOT BBICOKOE WU
YIAOBIECTBOPUTEIIFHOE  METOJIOJIOTHYECKOE  KauyecTBO, WX  BBIBOJBI IO
UHTEPECYIONIMM HCXO0JIaM SIBITFOTCS] COTTIACOBAHHBIMH)

B YcnoBHas pekoMeHJalus (He Bce paccMaTrpuBaeMble KpuTepuu 3PGEeKTUBHOCTH
(McXonbl) SIBJISIIOTCS BaXKHBIMH, HE BCE HCCIEAOBAHUS HMMEIOT BBICOKOE WU
YAOBIETBOPUTEIBHOE METOJIOJIOTUYECKOE KAauyeCTBO W/MIM HMX BBIBOABI IO
MHTEPECYIOIIMM UCXOJIaM HE SIBJISIIOTCS COTTIACOBAHHBIMU)

C Crnabas pexomeHaamus (OTCYTCTBHE J10Ka3aTeNbCTB HAJIEkKAIIEro KauecTBa (Bce
paccMmarpuBaeMble KpUTepuH d(PPEeKTHBHOCTH (HMCXOMABI) SIBISIOTCS HEBAXKHBIMU,
BCE HCCIIEIOBAHUSI UMEIOT HU3KOE METOHOJOTHISCKOE KQUeCTBO U MX BBIBOJEI 110
HMHTEPECYIOITUM MCXO0aM HE SIBJISTFOTCS] COTJIACOBAHHBIMHM)

Mopsinok 00HOBJIEHUSI KIIMHUYECKHX PeKOMEeHIaluIii.

Mexanu3mM  OOHOBIICHHS  KIMHHYECKMX  PEKOMEHIAIMK  TIpeaycMaTpWBaeT  UX
CUCTEMAaTUYECKYI0 aKTyaTH3alii0 — HE PEeKe YeM OJIUH pa3 B TPH rojia, a TAKKe MPH MOSBICHUU
HOBBIX JAHHBIX C IMO3WIIMU JOKA3aTEIIPHON MEIWIMHBI M0 BOTPOCAM JIHATHOCTUKH, JICUCHUS,
NpoQUIaKTUKH U peadWauTalMd KOHKPETHBIX 3a00ieBaHMid, HAIWIUM OOOCHOBAHHBIX

JIOTIOJTHEHHI/3aMe"anunii K panee yrBepka¢HueiM KP, HO He yame 1 pasza B 6 mecs1es.
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IIpuioxkenue A3. CipaBo4yHbIe MAaTEPHAJIbl, BKIKOYas COOTBETCTBHE

NMOKAa3aHUI K NPMMEHEHHUIO U IPOTUBOINOKA3aHMIl, CIIOCO00B NNPUMEHEHHUS U

1)

2)

A03 JJEKAPCTBCHHBIX NMMpeNnapaToB, UHCTPYKIUHU IO IPUMCHCHUTO

JJEKAPCTBCHHOI'0 mIpemaparTa

I'mapoxcuxaopoxux

Cnocob npumenenus. BHyTPb.

Peowcum 0osuposanus: cieayeT NIpUMEHSITh TOJBKO MHUHUMANIbHbIE YQ(PEKTUBHBIE 103bI.
Jlo3a He moiKHA TMPEBBINATh 6.5 MI/KI/CyT (paccuMThIBaeTCS IO "uacaibHOW" Macce
Tena, a He TI0 peanbHON Macce Tena) u MoxkeT cocTaBisiTh 200 unu 400 mr/cyr. Cxemy
NPUMEHEHUsI, JJIUTEIBHOCTh T€pPanuy OMPECISIIOT WHAUBHUIYAIbHO, B 3aBUCUMOCTH OT
MOKa3aHUM, KTMHUYECKOHN CUTYallMy ¥ BO3pacTa MaryeHra.

Ioxa3zanus: peBMATOUIHBIN apTPUT; IOBEHWIBHBIH PEBMATOUAHBIA apTPUT; KpaAcHAsA
60/14aHKa (cucmemHas u OucKkouonas); oToaepMaTur.

Ilpomueonokaszanus: TOBBIIIEHHAs] YYBCTBUTEIBHOCTh K THIPOKCUXJIOPOXMHY U K
MIPOU3BOJIHBIM 4-aMUHOXWHOJIMHA; PETUHOMATHUSA (B T.4. MAaKyJIONATHs B aHAMHE3E).
[Ipennuzonon

Cnocob npumeHnenus . BHyTPb.

Peoicum 0osuposanus’ 103a ¥ TPONOIKHUTEIBHOCTh JICUCHUSI TOJOMpaeTCs BpadoM B
WHIUBUyAJIbHOM TOpPS/AKE B 3aBUCHMOCTH OT TIOKa3aHMH M TSKECTH 3a00JIeBaHUS.
[logGop 103bI M JUIMTEIBHOCTU JIEUEHHsI ONpEeNeisieTcss B 3aBUCUMOCTH  OT
MH/IMBU/yaJIbHOTO OTBETA Ha Tepaliuio. Bcio cyTouHyo 103y npenapaTa peKOMEHyeTcs
NpUHUMAaTh OJIHOKPAaTHO WM JIBOWHYIO CYTOYHYIO J03y - 4Yepe3 JeHb C Y4YETOM
UpKajgHoOro putMa sHjIoreHHoi cekpeumn I'KC B uHTEepBanme ot 6 1o 8 4 yTpa.
CyTouHy10 103y cleqyeT NpUHUMATh MOcie bl (3aBTpaka). BhICOKYI0 CyTOUHYIO /103y
MO>KHO pacIpeieuTh Ha 2-4 puema, pu 3TOM 10 yTpaM ClielyeT MPUHUMATh OOJIBIIY IO
703y .

Ilokazanusa: cucteMHble 3a00JIEBaHUS COEAMHUTENIBHON TKaHU (cucmemnas KpacHas
60/14AHKA; CKIIEPOJIEPMHUS; Y3EIKOBBIM MOTHMAPTEPUUT; AEPMATOMHUO3HUT; PEBMATOUTHBIN
apTPUT), OCTPbIE U XPOHUUECKHE BOCHAIUTENIbHbBIE 3a001€BaHNUs CyCTaBOB, 3a00JIeBaHUA
MOYEeK AayTOMMMYHHOTO TeHe3a, NpoduiIakTUKa OTTOPXKEHUS  TpaHCIUIAHTATa,
OpoHXManpHasi acTMa, OCTpble M XPOHHYECKHE aJljIepruueckue 3a0oJieBaHUs,

3a00JICBaHMS KpPOBH U CUCTCMbI KPOBCTBOPCHUS U AP.
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3)

4)

Ilpomueonokasanus: TUNEPUYBCTBUTEIBHOCTh K NPEIHU30JIOHY WIM K JHOOOMY U3
BCIIOMOTATEJIbHBIX BELIECTB; ACPUIUT JIaKTa3bl, HENIEPEHOCUMOCTD JIAKTO3bI, INIFOKO30-
rajlakTo3Has MajibaOCoOpOIMs; CUCTEMHBIH MUKO3; OJTHOBPEMEHHOE NPUMEHEHHE JKUBBIX
1 0ci1a0JeHHBIX BaKIMH C IMMYHOCYIIPECCUBHBIMH J]03aMU Ipenapara; HHPEeK1us rias,
00yCIIOBJIE€HHAs BUPYCOM MPOCTOTO reprieca.

C ocmopoorcnocmoio . 3ab6oneBanus JKKT; napazutapHbsie 1 MHOEKIIMOHHBIE 3a001€BaHU
BUPYCHOHM, TpHOKOBOW WM OakTepuaabHOW mNpUpOnbl (TEKyIIMe WM HEIaBHO
IIEpEHECEHHbIE; MPUMEHEHHUE NMPU TSKEIbIX MH(MEKIUOHHBIX 3a00JIEBaHUSX JIOIYCTUMO
TOJIbKO Ha (oHe crneuupuyeckoi Tepanmuu); Npe- M INOCTBAaKUMHAJIBHBIN nepuon (8
Helenb 1O M 2 HeAeNu IOcie BaKUUHAILMK); 3a00JeBaHMs CepJIeYHO-COCYIUCTOM
CHCTEMbI; SHIOKPHHHBbIE 3a00JI€BaHMS; CYJOPOXKHBIM CHHIPOM; MOXKHION BO3pacT;
TPOMO0IMOOINYECKUE OCIOKHEHUS] B aHAMHE3€ WIH MIPEIPACIIONIOKEHHOCTh K PA3BUTHIO
JTAaHHBIX COCTOSIHMHM; HapyLIeHUs NCHUXHKH B aHaMHE3€, OCTPBIM ICUX03; CHCTEMHBIH
0CTEOTOPO3, OTKPHITO- U 3aKPBITOYTOJIbHAS TJ1ayKoMa; O€peMEHHOCTb.
MeTunnpenHn3oa0H

Cnoco6 npumeHnenus . BHyTpb, BHyTPUBEHHO.

Pestcum 0ozuposanus’: Npu Ha3HAYEHUU BHYTPb TO XKE YTO JJIS NPEIHU30JI0HA.

Peoicum 0o3upoeanus: npyu Ha3HAUCHUM BHYTPUBEHHO (B (hopMe HATPHs CyKIMHATA) /1032
U NPOAOJIKUTEIBHOCTD JICYEHUSI M0A0UpAEeTCsl BpauoM B MHJMBUIYaJbHOM MOPSJIKE B
3aBHCUMOCTH OT MOKa3aHUH U TsokecTH 3abosieBanus. ComepxuMoe (iakoHa pa3BOIUTCS
CHELMaIbHBIM PACTBOPUTEJIEM, JlaJee MOTYT HCIOJIb30BaThCs pPa3BEIECHHbIE PACTBOPHI,
HOJIyYEHHbIE IYTEM CMEIIMBAHMSA HCXOJHOTO pacTBopa mpemnapara ¢ 5 % BOJHBIM
pPacTBOPOM JIEKCTPO3Bbl, € (PU3HOJIOTUUECKUM PAaCTBOPOM, € 5% pacTBOPOM JEKCTPO3bI B
0.45% wnu 0.9% pactBope xnopuaa Hatpus. [IpurotoBneHHble pacTBOPHl PU3UUECKU U
XUMHUUYECKH CTaOWIBHBI B TeueHue 48 yac.

Ilokazanusa u npomusonokasanus . TO K€, 4TO IJIsl IPETHU30JI0HA.

[ukmodochammn

Cnocob npumenenus: BHyTPUBEHHO.

Peoicum 0o3uposanus:. ycTaHaBIUBAIOT UHIUBHUYyallbHO, B 3aBUCUMOCTH OT IOKa3aHUN U
CTauM 3a00JI€BaHMsl, COCTOSIHUS CUCTEMBbl KPOBETBOPEHHUSI, CXEMBbI TEPAITUH.

Ilokazanus. pPeBMAaTOMIHBIA apTPUT, PACCESHHBIM CKIEPO3, CUCHEMHAA KPACHAA
6o1uanka, HeppoTUUECKUHl CcHHIpPOM, JuMdonposndepaTuBHble 3a00€BaHMs, pak

SANYHHUKOB, MOJIOUHOM JKCJIC3BI, JICTKOT'O U IP. OHK03a00JICBaHHS .
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5)

6)

7)

Ilpomusonokasanus’. KaxeKCHs, aHEeMHs, JEHKOICHHS, TPOMOOLMTOICHHUS, CepJeuHast
HEJIOCTaTOYHOCTb, TSKEIbIe 3200 IeBaHUs TIEYCHU, OEPEMEHHOCTb.

A3zatuonpuH

Cnoco6 npumenenus: BHyTpPb.

Peorcum 0osupoeanus: Y CTaHaBIMBAIOT UHIUBUAYAJIBHO C YUETOM IMOKAa3aHUM, TAKECTH
TedeHus 3a0oyieBaHMs, JO3UPOBKH OJHOBPEMEHHO Ha3zHauyaeMbIX mpernapaToB. OObIMHO
HazHayaT 1.5-2 mr/kr/cyt B 3-4 nmpuema. B ciydae HEOOXOAMMOCTH CyTOYHAs 703a
MOXeT ObITh yBenuueHa 10 200-250 mr B 2-4 npuema.

Tokaszanus: npodunakTuka OTTOPKEHUs TPAHCIUIaHTaTa (B COCTaBE KOMOMHUPOBAHHOMN
Tepanun); peBMaTOUIHBIM apTPUT; CUCHEMHAA KPACHAA 8014AHKA; HECTICLIN(PIYECKHii
SI3BEHHBIN KOJUT; AEPMAaTOMHUO3UT; MUACTECHUS; Y3€IKOBBIN MOJIUAPTEPUUT; BYJIbrapHas
My3bIpYaTKa; ayTOMMMYHHBIN riioMepyJjaoHedpur; UAMONaTHYecKas
TPOMOOLIMTONIEHNYECKas Iy pILypa; copuas.

Ilpomusonokasanusa: TIOBBIIIEHHAas  YyBCTBUTEIBHOCTb K  a3aTUONPHUHY  W/MIU
MEpKamnToIypHHY.

MukodeHonata ModeTnit, MUKO(eHOT0Bas KUCI0Ta

Cnocob npumeHnenus . BHyTPb.

Peoicum  O0osuposanusa: yCTaHaBIMBAIOT HMHAMBUAYaJIbHO. PeXuM  103UMpOBaHMA
KOHKpPETHOTO Ipernapara 3aBHCAT OT ero (hOPMBI BBIITyCKa U APYTUX (HAKTOPOB.
Tlokazanus: npopUIaKTUKA OTTOPKEHUSI TPaHCIUIaHTaTa (B COCTaBe KOMOMHUPOBAHHOMN
Teparuu), CHCHeMHAasn KpacHas eonvanka [94].

Ilpomusonokasanus’ TIOBBIIICHHAs YyBCTBHTEIBHOCTh K MHUKOQEHOoJaTy ModeTuiy;
neuIUT TUIOKCaHTUHTYaHuHpochopudosuntpancdepassl (cunapomsl Jlema-Huxena u
Kemnu-3urmummnepa). OqHOBpEMEHHBIN TIPUEM C a3aTHONPUHOM. bepeMeHHOCTh, mepuoy
TPYAHOTO BCKapMIIMBAHHS.

C ocmopooscnocmoro: 3a0oneBanans  KKT B ¢asze oboctpenus. Ilepexom ¢
KOMOMHHMPOBAHHOW Tepamuy, BKIIOYAIOIIEH HMMMYHOCYIIPECCAHThI, OOJaaaroIme
BJIMSIHUEM Ha MEYEHOUYHO-KUIEUHYI0 perupkyisiunio MOK, nanpumep, HMKI0CHOpHUH,
Ha TEpanuio IpenapaTaMmu, JUIICHHBIMU JaHHOTO 3(ddekTa, HanmpuMep, TAKPOIUMYC, U
Hao0opoT. OJHOBpEMEHHOE IPUMEHEHHE MPEernapaTroB, OKAa3bIBAIOLIMX BIHMAHUE Ha
NEUYCHOYHO-KuIIeyHbld 1wk MOK, Hampumep, KOJIECTUPAMHH, AHTUOMOTUKH, U
TIIIOKY POHUPOBAHUE, HATIPUMED, UCABYKOHA30JI.

bennmymat

Cnocob npumeneHus: BHyTpUBEHHO
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8)

Pesxcum ooszuposanus: pexkomenayemast no3a — 10 MI/Kr ¢ MHTEpBaJIOM 2 HEAETU TPH
NEepBBIX TpeX MHQY3UAX, TPU MOCIETYIOMUX HHDY3USIX UHTEPBAJI COCTABISET 4 HENIENH.
[Tepen nndysueit 6enumymada MOKET OBITH IPOBEACHA MTPEMEIUKALINS C TPUMEHEHUEM
AQHTUTMCTAMUHHOIO Tpernapara B COYETaHWU C >KapOTNOHMKAIOIIUM CPEACTBOM WM Oe3
Hero. IIpemapar BBOAWTCS BHYTPUBEHHO WH(Y3UOHHO, TMe€ped BBEACHHUEM €ro
HE0OXO0JMMO BOCCTAHOBHUTH (PacTBOPHUTH) U paszBecTu. MH]y3us Genmmymada goiKHA
OCYILECTBIAAITbCSL B TedeHWe | wyaca, mpemapar HE AOJDKEH BBOJUTHCS BHYTPHBEHHO
6omocHo. [Ipy BOSHUKHOBEHUH y TAllUeHTa WHPY3UOHHBIX PEaKIUil CKOPOCTh BBEACHUS
MOKET OBITh YMEHBIIIEHA WJIM BBEJCHUE Ipernapara MOXKET ObITh MPUOCTAHOBIIEHO.
Nudysuio cnenyer HEMEUICHHO MPEPBaTh, €CIU Y MAllUEHTa Pa3BUBACTCS YIPOXKAroIIas
JKU3HU HEXeNaTelIbHAs peaKus.

Tlokazanus: Jleuenue cucmemmoili KpAcHOUl 6014aHKU B aKTUBHOW (aze NMPH HATUIHH
ayTOAHTUTE - Y B3POCIBIX, MOJNYYaIOLIUX CTAHJAPTHYIO TEPAMHIO.

[IpoTrBOMOKAa3aHUs: MOBBIIIEHHAS] YyBCTBUTEIBHOCTh K OeNUMyMaly.

[Muxinocnopun

Cnocob npumeHnenus: BHyTPb.

Pexxcum  O0osupoeanus:  yCTaHAaBIMBAIOT HHAMBUIyalIbHO. PeXuM  103upOoBaHMsS
KOHKPETHOTO TMpemnapara 3aBUCAT OT ero ¢GopMbl BBITyCKa W JAPYTHX (DaKTOPOB.
[Tpu HeppoTHUECKOM CUH/IpOME NpHU YCIIOBUU HOPMAaJIbHOM byHKIHN
MOYEK PEKOMEHIyeTCsl Ha3zHauaTh Ipermapar B CyTOYHOW J03¢ He Oojee 5 MI/KT;
CYTOYHYIO 103y CJ€AyeT BCerja JAeauTh Ha JBa pueMa; /lJisi nalueHToB ¢ HapyUIeHUsIMU
(GYHKIMHM TOYEK HaYaIbHAS 032 ITUKIOCHOPUHA HE JOJDKHA TPEBBIMIATH 2.5 MI/KT.
[Ipu ypoBHE  CBIBOpOTOUHOTO  KpeaTuHMHa Oosiee 200  MKMOJIB/J MPUMEHEHUE
LUKJIOCIIOPUHA  NPOTHBOINOKA3aHO.  YPOBEHb  TepaneBTUYECKH  A(PPEeKTUBHBIX
KOHIIEHTpalMil LMKIOCIOpHMHAa B KpoBU cocrapiaser oT 60 po 160 Hr/mi.
KonrponupoBaTe KOHUEHTpaluu TIpenapara cjieayeT CcHadajla [0 BO3MOKHOCTH
€XEIHEBHO, a 3aTeM - Kaxaple 2 Hemenu. B mepBble 3 Mecsla JieueHUsT HEOOXOIUMO
peryJsipHO  KOHTPOJUPOBAaTH  COJEp)KaHHE  CBHIBOPOTOYHOTO  KpeaTHHHWHA  (IpH
HOpPMaJIbHOM (YHKIMM MOYEK - KaXKAble 2 HENelH, MPU HAPYUICHHOHN - €KEHEIENBHO).
[Tpu cTaOuiabHOM YpOBHE KpEaTHMHHHA MOKHO IMPOBOJUTH KOHTPOJIb C MHTEPBAJIOM 2
Mecsla.

Ilpenapamei, nosviwarowue KOHYeHMpayuro YUKIOCNOPUHA 6 KpOBU: KETOKOHA30Il,
¢dyKkoHa301, UTPAKOHA30J, HEKOTOpbIe MAaKpPOJIWAHbIE aHTHOMOTHKH (Hampumep,

OPUTPOMHIHNH, KIAPpUTPOMHUIHH, [KO3aMUIIUH, MMO3MHOMHIHWH U HpI/ICTI/IHaMI/IHI/IH),
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9)

JOKCHUIIUKIIMH, TIEPOpAIbHBIE KOHTPAIENTHBHI, NpOomadeHOH, METHINPEIHU30JI0H (B
BBICOKMX [103aX) METOKJIONMpPAaMuUA, JaHa30ll, aMHUOJApOH, XOJIEBas KHUCIOTa W e
NPOU3BOJHBIC, & TaKXXe AHTArOHUCTHI KaJbIMs (HAaIpuMep, AWITHA3eM, HUKApIUINH,
BepanaMui, Mudedpamn).

IIpenapamui, CHUDdICaroujue KOHYEHmMpayuio YUKIOCNOPUHA 8 niazme
Kpoeu: 6apoutypatsl, kapbamazenuH, PEeHUTOUH, METaMU30J1, PUPAMITUIIMH, OKTPEOTH/I,
pOOYKOJI, TPOTIIMTA30H, CYJIb(aAUMUINH U TPUMETONIPUM TP B/B BBEACHUH, 8 TAKXKE
npenaparsl 3Bepo0os.

Ecnu  HeBO3MOXXHO  m30ekaTh KOMOMHHUPOBAHHOTO  NPUMEHEHHs, HEOOXOINM
TIIATEBHBIA HHIUBHUILY JTbHBIN 1T0100p 703 MUKJIOCIOPHHA.

Tlokazanus — npo(UIAKTHKA OTTOPKECHUS TPAHCIUIAHTaTa (B COCTaBe KOMOMHUPOBAHHOU
Tepanuu), Heghpomuueckuit curnopom, 3aBucumbiii 0T 'KC u pe3uCTeHTHBI K HUM;
TSDKENBIN TIcopuas; TsoKenble (OPMBI PEBMATOMIHOTO apTPHTa aKTHBHOTO TEYCHUS;
TsDKENbIe (POPMBI aTOMTMYECKOTO JIEPMaTUTA.

Ilpomusonokasanus: TOBBIIIEHHAs YyBCTBUTEIBHOCTh K ILUKIOCIOPUHY U K APYTUM
KOMITOHEHTaM Ipernapara.

Takponumyc

Cnocob npumeHnenus: BHyTPb.

Peoicum  O0osuposanusa. yCTaHaBIMBAIOT HMHAMBHUAYaJIbHO. PeXuM  J03UMpOBaHMA
KOHKpPETHOTO Ipernapara 3aBHCAT OT €ro (popMbl BBITyCKa U APYTUX (HaKTOPOB.
Illokazanus: TpOPUIAKTUKA OTTOPXKEHMS TPAHCIUIAHTATa, JICYCHHE OTTOPKEHHS
TpaHCIUIaHTATA.

Kommenrapmii: FDA yxa3piBaeT BO3MOXXHOCTh TPUMEHEHMs TaKpoOJIUMyca MpH
Hedporuueckom cunapome Off-label. O6ocHoBanme npumenenus TakposuMyca npu BH
Oasmpyercs Ha pe3yibraTax psaa KIMHHYECKHX HCCICIOBAHUN W OIMyOJIMKOBAaHHBIX
MEXIyHAPOIHBIX W HAIMOHAIBHBIX pekoMenmarmii [4,36,37,52-57,95], ucrnonp3oBanue
npenapata npu BH Bo3moskno 0ff-label Ha ocHoBanun ®@enepaiabHoro 3axkoHa P® ot
21.11.2011 Ne 323-®3 (pea. ot 27.12.2019, ¢ u3m. ot 13.01.2020) «O6 ocHoBax
OXpaHbI 310pOBbsl rpaxaan B Poccuiickoii @eaepanun» . Haznauenue u npruMeHeHHE
JICKAQpCTBEHHBIX MpENapaToB, MEAMIUHCKAX HU3JCIUA M CHCIHATH3UPOBAHHBIX
NPOAYKTOB JIeYEOHOTO TIMTaHHs, HE BXOJISIIMX B COOTBETCTBYIOIIMH CTaHAAPT
MEIMIIMHCKON TOMOIIM WM HE TPEIYyCMOTPEHHBIX COOTBETCTBYIOIICH KIMHUYCCKOU

peKOMeHﬂaHHeﬁ, AOIMYCKAarTCd B Cliyda¢ HaJlu4iusgd  MCIUIHUHCKUX MoKa3aHui
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(MHAMBHUAYaTbHON HETIEPEHOCHUMOCTH, 10 >KU3HEHHBIM TIOKa3aHUSIM) II0 PEIICHUIO
BpaueOHON KOMHUCCHUM.
Ilpomueonokasanus: TIOBBITIICHHAS qyBCTBUTEIBHOCTb K TaKpOJIUMYCY,
BCIIOMOTATENIBHBIM ~ KOMITOHEHTaM TpenapaTta, Makpoiunam. Jlebumur makrassbl,
HEMepEeHOCUMOCTb JIAKTO3bl, MTI0K030-TaJlaKTO3Has! MaIbaOCcopOIHs

10) Purykcumad
Cnocob npumenenus: BHyTPUBEHHO
Peowcum  0o3zuposanus: Pexum [03UMpOBaHUS yCTAHABIMBAIOT WHAMBHIYaJIbHO, B
3aBUCUMOCTH OT TIOKa3aHMW U craguud 3a00JeBaHMs, COCTOSIHUS  CHCTEMBI
KpoBeTBOpeHusi, cxeMbl Tepanuu. llepen wunHdy3uelr purykcumadba MOXKET OBIThH
IPOBEJICHA NPeMEeUKalUs C IPUMEHEHHEM aHTUTHUCTAMUHHOTO Ipernapara B COYETaHUU
C JKapOIOHMKAIOIIUM CPEACTBOM MU O€3 HEro.
Toxazanus: HEXOIXKKUHCKas auMdoma, XpOHMYECKUH IHMQOIEHK03; pEeBMATOUIHBIH
apTpuT;  IpaHyJeMaro3 ¢  [OJUaHruuTOM  (rpaHyjiemaro3  Berenepa) u
MUKPOCKOTIMYECKHUNA TTOJIMAHT UUT.
KomMmenrtapmii: Putrykcumal® B HacTosmiee BpeMs Oojiee 4eM B IOJIOBHHE CIIydaeB
npumensiercst Off-label, nmpeumymecTBenno npu ayroummyHHBIX 3a0oneBanusix [96].
ObocHoBanue mpuMeHeHHs purykcumaba npu BH Oasupyercst Ha pesynbraTax psiia
KJIMHUYECKUX HCCIIEIOBAHMI M OIyOJMKOBAHHBIX MEXKIYHAPOIHBIX M HAIMOHAIHHBIX
pexomennarmii [4,29,30,52,53], ucnons3zoBanue npemnapara npu BH Bo3moxuo off-label
Ha ocHoBaHuu PegepanabHoro 3axkoHa P® or 21.11.2011 Ne 323-®3 (pea. ot
27.12.2019, ¢ w3m. ot 13.01.2020) «O6 ocHOBax oOXpaHbI 310POBbSl TPAKIAAH B
Poccuiickoit ®@enepanum»: HazHaueHne M NpUMEHEHHE JIEKAPCTBEHHBIX IPENaparos,
MEIUIMHCKUX W3JIEIHHA W CIENUAIM3UPOBAHHBIX TPOJIYKTOB JIEYEOHOTO TNUTAHUS, HE
BXOIMIIIUX B  COOTBETCTBYIOIIMI CTaHAApT MEIUIMHCKOH TIOMOIIM WM  HE
MPETyCMOTPEHHBIX COOTBETCTBYIOIIECH KIMHMUYECKOW PEKOMEHIAIMEH, TOMYyCKalTCI B
Cllyyae HalIW4yus MEIUIUHCKHX IOKa3aHWW (MHAMBUAYATbHOW HENEPEHOCUMOCTH, IO
KU3HEHHBIM MOKa3aHUsAM) 110 PEIICHHUIO BpaueOHOM KOMUCCHH.
Ilpomueonokasanus: TOBBIIICHHAS YYBCTBUTEIBHOCTh K PUTYKCHMMaly WM K Oeiakam
MBIIIIK; OCTPbIe HHPEKIIMOHHbIE 3a00I€BaHMs, BIPAXKEHHBIN IEPBUYHBIN HUIW BTOPUYHBIN
UMMYHOeUINT; TsKenas cepiaeyHas HepoctaTodHocTh (IV kiace mo kinaccudukanuu
NYHA); 6epeMeHHOCTb, IEPUO TPYTHOTO BCKAPMIUBAHUS.
C ocmopoorcnocmyio: 1bIXaTelbHas HEOCTATOYHOCTh B aHAMHE3€; HEUTpomneHus (MeHee

1.5 TBIC/MKIT), TpOMOOTITOTIEHHS (MEHEE 75 THIC/MK); XpOHUUECKHE NHPEKIIHUH.
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IHpuaoxenue b. AiropuT™MBI 1elCTBUIA Bpaya

Cxema — anropuTM JIeYEeHUs BOITYaHOYHOTO HedpuTa

Knacc I

Her MY: UCT no
BHENOYE4HbIM NOKasaHUAM
Ny <ir/cyr: u-AN®/EPA
Ny >3r/cyr: TKC

OTBeT JOCTUTHYT
nr:
TKC+A3A
unu
TKC+MMO
unu
TKC+KHU

[AuarHo3 BH nogreepxaeH
6Guoncueit NoOYKK, YCTaHOB/EH
Knacc BH

Knacc llI/IV

WT: UCT o BHenoye4HsIM
TKC+U® TOKasaHuAM

nm MY <3r/cyT: u-Afd/EPA
TKC+MM®

OTBeT He AOCTUTHYT UK
yXyALieHue

Ny >3r/cyr
WUT:
TKC+MM®
i
TKC+U®
niu
KC+KHU

WUCT no sHeno4e4HbiM
noKasaHMAM

.
CMEeHa peXxuma Ha

alleepHaTMBHblﬁ

OTBeT He JOCTUTHYT/yXyALIeH e

OTBeT AOCTUTHYT WUT:
TKC+KHU

wim

PTM

wm

MynbTUTapreTHas repanua
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Ipunaoxenue B. Undopmanus 1A nanmeHTa
Ymo maxoe eonuanoynwlli Heghpum?

Bomuanka npencraBisier co0oi «ayTOMMMYHHOE» 3a00j€BaHHE, 3TO O3HAYaerT,
YTO UMMYyHHasl CUCT€Ma, B HOpME 3allMIIAI0IIas OPraHu3M OT Pa3IMYHBIX UHPEKIHUI U
JIpYTUX BO3IEUCTBUI, paboTaeT MPOTUB COOCTBEHHBIX OpPraHoB M TKaHed. CucremHas
kpacHas Bosiuanka (CKB) — popma BomuaHku, KOTOpast MOKET MOPakaTh KOXKY, CYyCTaBhl,
MOYKH, TOJOBHOM MO3T U APYTHE OpPTraHbl U MOXKET IMPEACTaBIATh YIpO3y IS >KU3HU.
[Topaxenne mouek npu CKB Ha3zeiBaeTcs BosuaHouHbIM HedpuToM. [Ipu BoaTyaHOUHOM
HepuTe HMMMYHHas CHCTEMa aTaKyeT T[IOYKH, BBI3bIBas BOCHaleHHe (OTEK WK
obpaszoBanue pyOIIOB) B MeIbUalIIMX COCyJax MOYEK, 0Opa3yroOIIUX TaK Ha3bIBACMBbIil
«KITyOOYeK», U OCYIIECTBISIONMX (WIBTPAIMIO KHUIKOCTH U MPOAYKTOB OOMEHa
BELIECTB.

B uem npuuuna sonuanounoeco negppuma?

[Ipyuuna Oone3Hu moka He ycraHoBJieHa. OmpeneneHHyl pOoJib B Pa3BUTHU
3a00JIeBaHUsI MOTYT HUrpaTh T€HETHYECKas NPEeApacHoOKEHHOCTb U Takue (PaKTopbl
BO3/ICHCTBUS BHEUIHEH Cpeabl Kak OaKTepuH, BUPYCHl, XHUMHUYECKHE BEIIECTBa,
3arps3HeHUe BO3JyXa. Bosgankoit MoryT OofieTh W MYXXYMHBI W JKEHUIMHBI JI00OTO
BO3pacTa, HO 0K0o0 90% GOTBHBIX — MOJIOIBIC KEHIIIUHBI.

Kaxue cumnmomwl 6onuanounoco neppuma?

BonuaHOYHBIE HE(PPUT MOXKET BBI3BIBATH MHOXKECTBO CHMIITOMOB, y pPa3HBIX

JI0JIed 3TU CHUMIITOMBI MOTYT 3HAUUTEIBHO OTJIMYAThCS. OCHOBHBIE MPOSIBICHUS U

CUMIITOMBI CJICAYIOMIUEC:

@) KDOBI) B MQYEC (FCM&TVDI/IH)I MOBPCKIACHUEC MMOYCUHBIX KJ'Iy60‘IKOB MOXKCT NPHUBOAUTH
K MOSIBJIGHUIO KPAaCHBIX KPOBSIHBIX TeJsell (3pUTPOLUTOB) B MOYe, MPU ITOM MOda, B
3aBUCUMOCTH OT KOJHUYCCTBA SPUTPOIUTOB, MOKET OBITH OKpalicHa B pOSOBBIﬁ 501051
KOPHUYHEBATHIN 1[BET.

o bemok B Moye (OpOTEHHYPHs): IOBPEKACHHE TMOYCUHBIX KITyOOYKOB MOXKET

IMPUBOJHWTL B IIOABJICHUIO Oenka B MO4Y€C, IIpu 0OJIBIIIOM KOJIMYECTBE OejKa Modya
MOJKET CTaTh IICHUCTOM.

o Oreku: ecnu 0OeIOK TCPACTCA C MOYOH U €ro COACPIKAHUC B KPOBHU CHHMIKACTCA, a
INOYKH HEC MOT'YT BbBIBOOUTb HM30BITKH KHUAKOCTH U3 OpraHu3Ma, IOABJEIIOTCA OTCKH —
OOBIYHO HOT U Jinna, UHOTia ’KUBOTA, TYJIOBHUIIA U PYK.

o HDI/I6aBKa B BCCC: N3-3a 3aJICPIKKHU KUAKOCTH C OTCKaMU YBCIINIHUBACTCH BCC.
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o IloBbiiieHHue apTCPUaAJIbHOI'O JaBJICHUA (FI/IHGDTOHI/I?[): IMOBPCIKACHUEC IMOYCK MOKCT

BBI3BIBaTh HAPYLICHHUE PETYJIALMHA aPTEPUAIBHOIO TaBJICHHUS.

Kaxkue obcnedosanus HyscHbl npu n0O03peHUU HA 80NYAHOYHbIU Heppum?

Bpaq JOJIKCH BBISICHUTHE UCTOPHUIO 3360J'I€BaHI/I$I, MMPpOBECTU OCMOTP W HA3HAYHTDH

oOciemoBanus:

o

©)

AHanu3 MOYH, YTOOBI OTIPEICIIUTh HATMYKE O€TKa U SPUTPOIIUTOB

AHaJIN3bl KPOBU

Knuandyeckuii aHanu3 KpOBH, YTOOBI OMPEACIHTH YPOBEHb TI'eMOTTIOOWHA |
KOJIMYECTBO 3PUTPOIIUTOB, ICHKOIIUTOB U TPOMOOIIUTOB B KPOBH

bruoxumudeckuii aHainu3 KpOBH, YTOOBI ONPENIEIUTh YPOBEHb OeiKa, KpeaTHHUHA,
XOJIECTEPHHA U IPYTUX BEIIECTB

Pacuer ckopoctu kinyboukoBoi ¢unbrpanun (pCK®), 4ToOBI Ompenenurs,
HapylIeHa 11 OCHOBHAs (PYHKIMSA MOYEK — CIIOCOOHOCTh (PUIBTPOBATh KPOBH U
BBIBOJMTH BOAY U MPOJIYKTH 0OMEHa BEIIECTB

AHanu3bl Ha AaHTUSAJIEPHBIC AHTUTENIA U JPYTHE CIIeIUATBHBIE UMMYHOJIOTUYECKUE

noKas3aTciun

buonicust mouku, 4TOOBI HCCIENOBATh MOJ MHUKPOCKOIIOM KpPOIICYHBIA KYyCOYEK

MOYCUHOMI TKaH!, OIPCACINUTL TAXKCCTb IOBPCKACHHUA U HOI[OGpaTB HGOGXO,Z[I/IMOC

JICUYCHUC

Kaxoe neuenue nposooumces npu sonvanounom Hegppume?

[Ipu BoMYaHOYHOM HeppHUTE NPUMEHSIOT NpenapaThl, MOIABISIONIAE PaboTy

HMMYHHOﬁ CUCTEMBI, B 3aBUCUMOCTH OT TAXKCECTU 3a00JICBaHUS HCIIOJIB3YIOT Pa3jIMdIHbIC

COYCTaHMA CICAYIOIUX IMPerapaToB:

o

o

I'uapokcuxaopoxuH (TUTaKBEHIT )

['MroKOKOPTUKOUIBI (IIPETHU30I0H, METHIITIPEIHU30JI0H)

NmmyHocympeccanTsl (1ukiiodochamua, MUKo(heHOIaThl U IpyTrue Npernaparsl)

Kpowme Toro, npuMeHsIIOT METO/IbI, ACHCTBYIOIINE HA CHMIITOMBI 3a00JICBAHMUS :

Jwuera

MoueronHsle npenaparsl

I'mmoTeH3uBHBIC npenaparbl

Hedponportexktopst

[ TIOKOKOPTUKOUALI 1 UMMYHOCYIIPECCAHTHI: Ot npenaparbl UCIIOJIB3YIOTCA IS

TOTO, YTOOBI YMCHBIIUTL AKTUBHOCTH HMMYHHOﬁ CUCTCMBbI W NPHUOCTAHOBUTH €€

IMOBPCIKAAOIICE JICHCTBHE HA TIOYKHU.
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Hedponporektopsl: OTu mnpenaparhbl, CHWXKAIOIIUE apTEpUAIbHOE JIaBJICHUE,

TaKKE€ YMEHBIIAIOT TOTepH Oedka ¢ MOYOH M 3aMEISIOT Pa3BUTHE MOYEYHOU
HEIOCTaTOYHOCTH.

MoueronHslie CpcacTBa. Ot npenaparbl BBIBOJAT JIMIIHIOKO JXHUIKOCTb U3

OpraHM3Ma W TIOMOTAOT YMEHBIIUTH OTEKa, a TaKXKe CHOCOOCTBYIOT CHIDKEHHIO
apTepHaIBHOTO 1aBJICHHUSI.

JIuera: UTOOBI YMEHBIIUTH OTEKH W CHHU3HUTH apTEPHAIBHOE JABJICHUE HYIKHO
OTpaHWYCHUE TMOTPEOJICHUsT HATpHs, TO €CTh TMOBapeHHOW conu. [lpu mpueme
KOPTUKOCTEPOUIOB HY)XHO TaKKe OTrPaHUYUTh MOTPEOJICHHE YIJICBOJOB, YTOOBI
n30eKaTh NPUOABKY B BECE U PA3BUTHS CaxapHOTO quadeTa.

Kaxue nobounvie s¢hgpexmul gvizvisaem euenue 80I4AHOUHO20 Heppuma?

VY KaxI0To M3 MPUMEHSEMBIX MPENapaToB UMEIOTCS CBOU M3BECTHBIC MOOOYHBIC
3¢ dexTrl. B 00NBIIMHCTBE Cy4aeB UX MOXKHO MPEIOTBPATUTh. Y KEHIIHH JETOPOTHOTO
BO3pacTa BEIOOp MpenapaToB MPOBOJUTCS C yYETOM UX BIUSHUS HA (PYHKIIHIO SHYHUKOB.
Kakoii npoenos npu eonuanounom negppume?

B OGonpmmHCTBE ciiydaeB MPOTHO3 ONAromnpusiTHBIA, HO MHOTHM MalMeHTaM
HEOOXOMMO TPUHUMATH JICKAPCTBEHHBIC TPENapaThl B TEUCHHUE JIIUTEIHBHOTO BPEMEHU
(psima et WM Jaxe JECSITKOB JIET), M Jake NPU OTCYTCTBUU O0OOCTPEHUN HEOOXOIUMO
peryisipHOe HaOJII0ICHHUE CTICIIUATIMCTA M KOHTPOJIb 1a00paTOPHBIX MOKa3aTeseH.

Ymo npouzoudem, eciu U3-3a 60IUAHOUHO2O0 Heppuma pazoebemcs nodeuHas
He0oCmamo4Hocms?

Ecnu HecMOTpsi Ha JiedyeHHE TMOYKH HE CMOTYT BBIMOJHATH CBOKO (YHKIHIO,
NPOBOJIUTCS JICUCHUE JHATM30M FJIM TPAHCIUIAHTAIMS MOYKH, TaKKe KaK ATO JIEIaeTcs
npu JT00BIX Ipyrux 3abosieBaHusx nodyek. MuoxectBo nanueHtoB ¢ CKB mepenecna
TPaHCIUIAaHTALMIO TOYKH. [Ipemaparbl, KOTOpBIE HCIOJIB3YIOTCS JUIS TPEIOTBPALICHUS
OTTOp KEHUE TPAHCIUTAHTATa — 3TO T€ K€ MPEenapaThl, KOTOPbIE MPUMEHSIOT JUIsl JICUSHUS
BOJIMMAHOYHOTO He(puTa, pEmUIuMBBI BOJYAHOYHOTO HePpHUTa B TpaAHCIUIAHTATE

pa3BUBAIOTCA KpalHE PEIKO.
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Ipunoxenne I'l-1'3. llIkaabl OeHKH, BONPOCHUKH U IPyrue Ol eHOYHbIe
UHCTPYMEHTBI COCTOSIHUSA NMALMEHTA, IPUBEACHHbIEC B KIMHUYECKUX

pPeKOMEeHIANUAX

1. HazBanue Ha pycckoM si3bike: MexayHapoaHble KjaccupuKauMOHHbIE KPUTEPUH

CHCTEeMHOI KpacHoM Boyanku 2019

OpurunanbHoe Ha3Banue: European League Against Rheumatism/American College of

Rheumatology Classification Criteria for Systemic Lupus Erythematosus

Hcrounuk: Arthritis & Rheumatology 2019;71(9)1400-1412. 10.1002/art.40930

Tun: KnaccudukannonHsie KpUTepUn

Haznauenue: I[I/IaI‘HOCTI/IKa CUCTEMHOH KpaCHOﬁ BOJIYaHKHN

Conepxanue:
O0s3aTENBHBIM KpUTCPpUCM JUATHOCTUKU CKB saBnsieTcst BLIIBIEHUE Yy nanyeHTa Koraa-
a100 B KHM3HU aHTUAJEPHBIX aHTUTEIN (aHTUHYKIeapHoro ¢akropa/AHD) B Tutpe > 1:80
Ha HEp-2 KJIETKaX WJIN DKBUBAJICHTHBIN MOJIOKUTEIIBHBIN TECT.
HpI/I HaJIMYWUU JaHHOTO KPUTCPUA UCIOJIB3YKOTCA JOIMMOJTHUTCIBHBIC KPUTCPUHU, KAXKIOMY
N3 KOTOPLIX IMPUCBOCHBI 68..]1.]11)1, JJI1 YCTAHOBKU AHWArHo3a ManueHT DOJIZKCH HaGPaTB Ha
menee 10 6amnoB

JlonoJIHUTEIBbHBIE KPUTEPHUU:

Knuanyeckue 1oMeEHBI

Koncmumyyuonanouwiii domen
Jluxopaaka 2

Koo oomen

Anornerust 6e3 00pa3oBaHus pyoIoB

S13BBI IONOCTH pTA

[TomocTpas Ko>kKHAs WK TUCKOUTHASI BOTYAHKA
OcTpas Ko)KHasl BOJIYaHKa

OO R~DNDN

Apmpumuueckuii domen
CHWHOBHMHT KaKk MUHUMYM 2 CyCTaBOB, WJIM OOJIE3HEHHOCTh HE MEHEE 2 CYCTaBOB, WIH | 6
YTPEHHSSI CKOBAaHHOCTh HE MeHee 30 MUHYT

Hesponoeuueckuii domen

Jenupwii 2
Ilcuxo3 3
Cynoporu 5
Jlomen cepozumos

BBINOT B IJIEBpaIbHBIX MOJOCTIX WIH B ICPUKAPIIC 5
OcTphIii IepUKapIUT 6
Temamonozcuueckuii oomen

JletikorieHus 3
TpomOoruTONICHHS 4
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AyTOMMMYHHBIH FeMOJIU3 4
Ioueunwiii domen
[Iporeunypus >0,5 r/cyTku 4
Knacc Il wnu V BosruanoyHoro Hedpura 8
Kunacc Il nnu IV Bosiuanounoro Hedputa 10
NMMYHOJIOTHIECKUE TOMECHBI
Jlomen anmugocorunuonvix anmumen
Anturena x kapauonununy 19G >40 GPL win 2
K B2I'TI1 >40 Ex wnn
Boa4yaHno4HbIN aHTHKOATYJISTHT
Jlomen benkos komniemenma
Hwuzkuit C3 wim auszkuii C4 3
Hwuzkuit C3 u vuskuii C4 4
Jlomen svicoxocneyupuynvlx anmumen
Antutena k ABycnupanbHoi JIHK 6
AHTH SM aHTHUTENA 6

Iloscuenns:

o

Kpurepuii He yduThIBaeTCs, €CIM €My UMeeTCsl OOBSICHEHUE, 0ojiee BEpOSITHOE, UeM
gannune CKB

I[J'ISI IPHUCBOCHUA OannoB JAOCTATOYHO BBIABIICHUSA KPUTCPpUA OJHOKPATHO, WU HE

o
0053aTeNbHO OJHOBPEMEHHO C APYTUMHU KPUTEPUSIMU
o Heo0xoanmo, 4T00bI XOTs ObI OJHMH U3 KPUTEPUEB ObLIT KITMHUYECKUM
o JloNOJHUTEIbHBIE KPUTEPUH COCTOST U3 2 TPYIIT JOMEHOB.
o

Ecnu nmeeTcss HECKOJIBKO KPUTCPUCB U3 OAHOTO JOMCHA, YUYUTBIBACTCA TOJIBKO TOT,

KOTOPBIN COOTBETCTBYET HAaMOOJIbIIEMY KOJIHYECTBY OaIOB

2. Ha3zBanue Ha PYCCKOM HI3BIKE: ]/IH}]eKC AKTHBHOCTH CHCTEMHOM KpaCHOﬁ BOJTYaHKHA
SLEDAI 2000

OpurunanbHoe HazBanue: Systemic lupus erythematosus disease activity index 2000
Hcrounuk: J Rheumatol 2002;29:288-291

Tun: Uanekc

Ha3znauenne: O1ieHKa aKTUBHOCTH CUCTEMHOM KPACHOM BOJTYAHKH

Copepxanue:
bann [IposiBieHNE Onpepaenenue
8 Onwnentudeckuid | HemaBHo Bo3Hukmmi —(mocinegnue 10  gHed).  MckmrouwTh
IIPUCTYII MeTaboJIMdecKre, HH(MOEKIIMOHHBIC M JIEKAPCTBCHHBIC TPUIHHBI
8 IIcuxo3 Hapyuienre cnocoOHOCTH BBINOJIHATH HOPMAbHBIE JEUCTBUS B

HOPpMAJIbHOM PpEKUMC BCICACTBHUC BBIPAKCHHOI'O HW3MCHCHUA
BOCHPUATUA HeﬁCTBHTeHBHOCTH, BKJIrO4dasa BKJIrO4as
raJaronyHanum, 6eCCBSI3HOCTL, 3HAYUTCIBHOC CHMXXCHHC
ACCOIIMAaTUBHBIX CHOCO6HOCTCI71, HCTOIIEHHE MBICIUTEIILHOM
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JEATEIIBHOCTH, BBIPAKEHHOE AJOTMYHOE MBILNUICHHE; CTPAHHOE,
JI€30PTaHU30BAHHOE WIH KaTaTOHUYECKOE MOBE/ICHHUE.
HckmrounTh MOAOOHBIE COCTOSIHMS, BBI3BAaHHBIE YpEeMHUEH WU
JIEKApCTBEHHBIMHU ITpEnapaTamMmu

8 | Opranndeckue Hapymienne  yMCTBEHHOW  JESITENBHOCTHM €  HapyLICHHUEM
MO3TOBBIC OpPUCHTAIMM, TAaMAITH  WIX  JPYTUX  HMHTEJJIEKTYaTbHBIX
CHHJIPOMBI CIOCOOHOCTEN C OCTPHIM HAYaJIOM M HECTOMKUMHU KIMHUIECKUMHU

MPOSIBJICHUSIMH, ~ BKJIFOYAs  3aTYMAaHEHHOCTh  CO3HaHUS  CO
CHI)KCHHOM CIOCOOHOCTBIO K KOHIICHTPAIIMM U HECIIOCOOHOCTHIO
COXpaHATh BHUMaHHE K OKpYXKalolleMy, IJIIOC MUHUMYM 2 U3
CIIeNyIOIMX MPHU3HAKOB: HapyILIeHHE BOCHpUATHSA, OeccBsI3HAs
peub, OECCOHHUIIA WU COHJIMBOCTh B JIHEBHOE BpEMSl, CHIDKCHHE
WIM TOBBIIIEHUE TICUXOMOTOPHONW aKTUBHOCTH. MCKIIOUHUTH
MeTaboandecKue, UH(EKLNOHHbIE u JIeKapCTBEHHbIE
BO31€EHCTBUS.

8 | 3putenbHbie W3menenuss B a3y WIM Ha ceTYaTKe, BKJIIOYas KIETOYHBIE

HapyUICHUs TeNbIla, KPOBOM3IUSAHUSA, CEPO3HBIN dKCCyJaT WIH TeMOpparud B
COCYIUCTOM 00O0NIOUKE WU HEBPUT 3PUTEIHHOTO HEPBA, CKIEPHT,
snHCKIepUT. MCKIIOUNTh ciaydau NOJOOHBIX HW3MEHEHUH Mpu
TUIIEPTEH3U U, MH(MEKIMH U JICKAPCTBEHHBIX BO3/ICHCTBUSIX.

8 | PaccrpoiictBa co | BriepBrle BO3HUKINAs UYyBCTBUTEIbHAs WM JBUTaTeIbHAs
CTOPOHBI HEBpOMaTHUs YepEenHO-MO3TOBbIX HEPBOB, BKJTIOYAst
YepenHo- roJIOBOKpYkeHue, pazpusiieecs Beaeactsue CKB.

MO3TOBBIX

HEPBOB

8 | I'omoBHas 6ob BripaxkeHHast mepcUcTUpyIOLIas ToJIOBHas O0Jb (MOXKET ObITh
MUTPEHO3HOM), HE OTBEYAIOIAsi HA HAPKOTHUECKUE AHAJIbI€TUKU

8 | Hapymenue BnepBeie  BO3HuKIIee. VICKIIOYHMTH  TakoBOE  BCIIEACTBHE
MO3rOBOTO aTepOCKJIepO3a WK TUIIEPTEH3UH.

KpOBOOOpaIIeHUs

8 | Backymur SI3BbI, TaHrpeHa, OOJIE3HEHHBIE  y3€JIKM Ha  Malblax,
OKOJIOHOTTEBbIC MH(APKTHI M TEMOPPAruy MW JTaHHBbIC OMOTICUU
WJIH aHTHUOTPAMMBI, TIOATBEPIKIAIOIITNE BACKYJITUT

4 | Aptpur bonee 2 mnopakeHHBIX CYCTaBOB C IpPU3HAKaMU BOCHAJICHUS
(0071€3HEHHOCTD, OTEK MJIU BBITIOT)

4 | Muosur [TpokcumarnbHasi MblllledyHass 00Jb/c1a00CTh, ACCOLMUPOBAHHAS C
MOBBIILIEHHBIM YPOBHEM KpeaTHH(OC(hOKNHA3BI/aNb101a3bl, WIN
naraple DOMI mm OHOTICHH, O ITBEPIKAAIOIINE MHO3HT

4 | Hununapypus 3epHUCTBIE WIH APUTPOLIMTAPHBIE IIUIUHAPBI

4 | 'emarypus >5 SpUTPOUMTOB B MoJie 3peHus. MCKIIOYNTh MOYEKaMEHHYIO
00J1€3Hb, MHPEKIIMOHHBIC U IPYTHE TPUINHBI

4 | Ilporeunypus OcTtpoe Hauano WIM HeJaBHEE IMOsIBIieHWEe Oelka B MoYe B
KoiuyectBe >(0,5 rpaMM B CyTKH

4 | [Inypus >5 JEeWKONMTOB B moJjie 3peHus. VCKmounTh WHQPEKIIMOHHBIE
PUYUHBI

2 | Boicbimanus HoBble wunmm  mpopoimKaromiuecss  BBICHIIAHUA  HA  KOXKE
BOCHAJIMTEIBHOTO XapaKTepa

2 | Anoneuus BnepBeie BO3HHKIIEE WIM MPOJOIKAIOUIEECS IOBBIIIEHHOE
ouaroBoe win aAuddy3Hoe BHIMIAJCHHE BOJOC BCIEICTBUE
aktusHoctu CKB

2 | SI3Bbl cnu3ucThIX | BiepBble  BO3HHKINEE WM MPOJOJIKAIOIICECS  M3bsI3BICHUE
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000504eK CIU3UCTHIX 000JI04eK pTa v Hoca BeieacTBue aktTuBHOCTH CKB
2 | IlneBpur bonp B rpy1HOM KIIETKM C IIyMOM TPEHUS IUIEBPBI, WU BBIIIOTOM,
nn yToameHue miespol Benenctsue CKB
2 | Ilepukapaut [lepukapnuanbHas 00Jib C OAHMM U3 CIEAYIOUMX IPU3HAKOB!
ym TpeHus nepukapa, 3JIEKTPOKapAHOTpaduuecKoe
MOATBEPKICHHUE TIEPUKAPIUTA
2 | Hmkwii ypoBenb | CHmwkenne CHS0, C3 wmim C4 HmwKe TpaHHIBI HOPMBI
KOMIUIEMEHTA TECTUPYIOIIEH J1abopaTopun
2 [ToBbIIEHUE >25% cBa3bBaHMA 1o Meroay Farr  wim  mpeBblnieHue
YPOBHS aHTHUTEN | HOPMaJbHBIX 3HAUEHUH TECTUPYIOILEH 1abopaTopun
k JIHK
1 JInxopanka >38°C. UckimrounTh HHGEKIMOHHBIC TPUYHUHBI
1 TpombormTonien | <100 000 kneTok /Mm3
usi
1 Jlelikonenus <3000 x1eTok /MM° VICKITIOUHTB JIEKapCTBEHHBIE IPUYHHEI
OO6muit 6amn (cymma 6anyioB OTMEUEHHBIX MPOSIBIICHUH)

Iloscuenns:

OOBecTu 6ann, COOTBCTCTByIOIJ_II/Iﬁ MMPOSABJIICHUIO, UMCBILIECMY MCCTO HAa MOMCHT OCMOTpa
uin B TedeHun 10 npeaAmCcCTBOBABIINX OCMOTPY IlHCfI, n CyMMHUPOBATb OTMCYCHHBIC

OaJLIBl

3. Ha3BaHue Ha pycckoM si3bike: BusyasibHasi aHa/ioroBasi miKaJja o0uleil oleHKa
COCTOSIHMSI MALIHEHTA BPa4oOM

OpwurunansHoe Ha3Banue: Physician’s Global Assessment (PGA) Visual Analogue Scale
HUcrounuk: N Engl J Med. 2005;353(24):2550-2558 (Supplementary Appendix)

Tum: [Ikana oueHkn

Hasnadenue: o01miast OIEHKa COCTOSHUS MAlMeHTa

Copepxanue:

O011as OLeHKa COCTOSIHUSA 0 1| 2 3
nanyeHTa Bpauom ' 1 i i
(ommemums  coomeemcmeenno | HET JIeTKast CpeIHss BBICOKAs

cocmosnuio Bawezo nauueﬂma)

@/IBHOCTI/I aKTHB be

100 MM

70




