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TepMuHBI U onpenesIeHUs

Bojie3Hb IUIOTHBIX 1€M03UTOB («00J1e3Hb MI0OTHOro ocaaka» mo MKb-10) — kimmHuko-
Mopdosoruueckuii Bapuant C3-riomepysonaTiuy, 0COOEHHOCTSIMH KOTOPOIO SIBJISIETCS OTJIOXKEHUE
C3-¢paknum KomIieMeHnTa B 6a3aabHON MeMOpaHe KIyOOUYKOB M NEpUTYOYIISIPHBIX COCYZIOB B BUJIE
IIPOTSKEHHBIX HMHTPaMEMOPaHO3HBIX JI€NO3UTOB BBICOKON IUIOTHOCTU IPU TPaHCMUCCHOHHOM
JIEKTPOHHON MHUKPOCKOIINH, a TJIaBHOM NPUYMHON — 0Opa3oBaHue ayroanTures k C3-koHBepTase.

BoicTponporpeccupyrommuii HeppUTUYECKUI CHHIAPOM — CHU)XEHHE PAaCUE€THOM CKOPOCTH
KIy0oukoBo# (unbTpanuu >50% B Tedenue 3 mecsleB Ha (OHE MEPCUCTUPOBAHUS MPOTECHHYPHUH,
reMaTypHH B pe3yJIbTaTe aKTHBHOTO/HEKPOTU3HPYIOLIETO BOCIAJICHHUS KITyOOUYKOB.

H301upoBaHHBI MO4YEBOH CHHAPOM — COCTOSHHUE, IPOSIBIISIOIIEECS MEPCUCTCHLMEH B
o0IIeM aHalyM3e MOYM TIJIOMEPYJISIPHOW NPOTEMHYPUU W/WUIM TJIOMEPYISIPHOW TremMaTypuu IpH
OTCYTCTBHUM apTepUaIbHON TMIIEPTEH3UHU, OTEKOB U MPOTPECCUPOBAHUS TUCHYHKIINN TOYEK.

HNMmmyHocynpecuBHasi TepanMsi — JIEUEHHE, KOTOpPOE HAIpaBJIE€HO Ha IOJaBJICHUE
pPa3IMYHBIX MEXAaHU3MOB aKTUBALlMM HMMMYHHOW CHCTEMBl M BKJIKOYA€T HMMMYHOJIEIIPECCAHTHI,
IIIOKOKOPTUKOCTEPOUIBI M TIPOTUBOOITYXOJIEBBIE IIPENIapaThl.

KommiiemeHnT-0s10kMpyomas  Tepanusi — JIEYEHHME C [PUMEHEHHEM IpPEnaparos,
cnienn(pUIecKr HHTHOMPYIONINX aKTHBAIMIO KOMIUIEMEHTA Ha Pa3HBIX €r0 YPOBHSX.

MemopanonposndeparuBusblii riiomepyinoneppur (MIII'H) — s3To renepuyeckuii TepMuH
(«mopdonoruueckuii maTTepH»), 00bEUHSIIOMUN TPy 3a0071eBaHUN KITyOOUKOB, 00YCIOBIEHHBIX
KOMILUIEMEHT-UHIyLIHPOBaHHBIM BOCHAJICHHMEM (KaK OCHOBHBIM MEXaHU3MOM), HUMEIOIUX CXOJHYIO
MOP(}OIOrHUecKyl0 KapTUHY HpPHU CBETOBOM MHUKPOCKONMM: ME3aHTHAJbHYIO MHpoJaudepanuo u
yYBEJIMUEHUE MaTpUKCa, HHAOKAMUIUISIPHYIO THUIEPKIETOYHOCTh, YTOJIIEHUE/TYIIIUKATyphl CTEHOK
KaWULSIPOB, HO pa3IUYalOLIUXCSl IO OJTUOJIOTHMH, NATOreHE3y, HWMMYHOTMCTOXMMHYECKHM H
YIABTPACTPYKTYPHBIM U3MEHEHHUSAM [TOYEYHON APEHXUMBI.

MoHOK/IOHA/IbBHBIE TaMMANATHU — OHKOI'€MAaTOJIOTMUECKHUE COCTOSIHMS, CBSI3aHHBIE C
oOpa3oBaHHEM B OpraHu3Me KIJIOHa B-KkjJeToO4HON JHMHUH, NTPOAYLUPYIOLUIETO MOJEKYJIbI
MMMYHOTJIOYOJIMHA WITH €T0 YacTH (JIETKOH 1ernu/ TsHKeIoH LemH).

MOHOK/IOHAJBbHBIE MMMYHOIJIO0OYJIMH — MMMYHOIJIOOYJIMH OJIHOTO KJlacca WM 4YacTh
UMMYHOTJIOOYJIMHA (JIeTKas [eMb OJHOTO THIa WM TsDKelas [elb OHOTO THIIA), CHHTE3UPYEMBbIE C
W3MEHEHHOUN CTPYKTYPOH U B M30BITOYHOM KOJIMYECTBE KIIOHOM B-KIeTOUHOM JTHHUH.

Hedpurnyeckuii CHHAPOM — KIMHUYECKOE OTOOpaKEHHE BOCHAIUTEIbHO-IKCCYAaTUBHOTO
mporecca, JIOKAIM3YIOIIErocss B KIyOOUKax TOYKM U IPOSBISIONIETOCS TJIOMEPYISIpHBIMU
reMatypueu, NpOTEHUHypHUeW, IWIMHApYypueH, mnepudepuyeckuMu OTEeKaMH, apTepUalbHON

runeptrensueit, camxkenneM CK® u apyrumu nposiBIeHUsIMHA TUCHYHKITUN TTOYECK.



Hedporuyecknii CHHAPOM — COCTOSIHHUE, OOYCJIOBJICHHOE BBIPAKCHHBIM HAPYIICHHEM
MIPOHHUIIAEMOCTH TJIOMEpPYISAPHOro Oapbepa s IUIa3MEHHBIX NPOTEMHOB U XapaKTepU3YIOIIEecs
HaJM4YUEM JIBYX 0053aTENIbHBIX KPUTEPUEB - BhIpAXKEHHOU mpoTtennypuu (Oosee 3,5 F/CyTKI/I/1,73M2)
u runoanbOymunemueit (menee 30 1/11), KOTOpbIE YAaCTO COYETAIOTCS C THIEPIUNUIEMUEH, a TaKkxkKe
nepudepuyecKMMHU U MOJIOCTHBIMUA OTEKaMU Pa3IMUHON BBIPA)KEHHOCTH (BIUIOTH 10 @HACAPKH).

OcTtpoe noBpeskaeHHe MOYEK — [ATOJOTNYECKOE COCTOSTHUE, Pa3BUBAIOIIEECS B PE3yJIbTaTe
HETMOCPEJCTBEHHOTO0 OCTPOTO BO3JEHCTBHS PEHAIBHBIX /MM 3KCTPAPCHAJBHBIX MOBPEKIAIOIINX
(bakTopoB, MNpoJoOJDKaroUleecs 10 7-MH CYTOK U XapakTepusyrolieecs OBICTPbIM (4Yachl-IHN)
pa3BUTHEM AUCHYHKIMM OYEK PA3IUYHON CTEIEHN BBIPAKEHHOCTH.

Octpbiii HeQpUTHYECKHI CHHAPOM — CHUMITOMOKOMIUIEKC, OTpaXarollUil OCTPBIA
BOCHAJINTENbHBIN MpoLIECC B KIIyOOUKaX M XapaKTEpU3YIOLIUICS OCTPBIM (JIHU-HEAEIH) MOSIBICHUEM
reMaTypuu (Makpo- U MUKpPO-), IPOTEUHYPUH, UMIUHIpYpuH, cHkeHneM CK®, nepudepuueckumu
OTEKaMHM, apTepUAILHOM TUIIEPTEH3UEN, OJIUTYPHUEH.

IlepBuunblii MeMOpaHonpoJHupepaTuBHbINA riaomepyjaoHeppur — Bapuant MIITH,
OOYCJIOBJICHHBI TEHETUYECKH JETCPMHUHUPOBAHHBIMH WJIM AyTOMMMYHHBIMH MEXaHHU3MaMHU
JUCPETrYJISIIUM  CHCTEMBbl KOMILIEMEHTA, IPEUMYILIECTBEHHO 10 aQJIbTEPHATUBHOMY IIyTH, BHE
OUEBUJHON CBA3U C DKCTPApEHAIbHBIMU IATOJOTMYECKUMH MPOLIECCAMU, U XAPAKTEPU3YIOYLIUICS
Ko-zaeno3zunuen C3 ¢pakuuu KOMIUIEMEHTAa M MMMYHOIJIOOYJIMHOB B CTPYKTypax KiIyOOdka, He
SIBJIAIOIMMUCS UMMYHHBIMH KOMJIEKCAMHU B UX KJIACCUYECKOM BapHaHTeE.

Bropuunblii MmemOpanonposaundgepaTtuBHblii riiomepyjgonegpur — Bapuant MIIIH, npu
KOTOPOM BOCHaJeHHE KIyOOUKOB Ha (POHE aKTUBALMM CHCTEMbl KOMIUIEMEHTA SIBIISETCS
pe3yJIbTaTOM 3KCTPAapEeHANbHBIX MMATOJOTHYECKUX IPOILECCOB (HAMpUMEpP, AEHNO3UIMH HNMMYHHBIX
KOMIUIEKCOB ~ MPH  AyTOMMMYHHBIX  3a00J€BaHMSIX W MHQEKUUSAX, MOHOKJIOHAJIBHOTO
MMMYHOTJIOOYJIMHA MPH MIa3MOKJIETOYHBIX AUCKPa3suX U Mpod.).

CxopocThb KJIy004YKOBO# (IrJIOMepYJIsIpHO) (PHIBTPANMH — 3TO KOJUYECTBO MUJUIUIUTPOB
1a3Mbl KPOBH, MPOoGUIBTPOBABIIEHCS BO BCeX KIyOOuKax Mmoyek 3a oJHy MuHyty. Bennunna CK®
oTpesieNsieTCsl BeIMYMHAMU TIOYEUHOT0 TIa3MaToKa, (UIbTPAIMOHHOTO AaBJIEHUs, GUIBTPAIIIOHHOM
MOBEPXHOCTHU U 3aBUCHUT OT Macchl IeHCTBYIOIINX HEPPOHOB; B KIMHUUYECKON MPAKTUKE UCIOIB3YIOT
KaK HMHTETpajbHBIN IMOKa3aTelb (YHKIHMOHAIBHOTO COCTOSHUS IOYEK, CTaHAAPTH3UPOBAHHBIN Ha
IIJIOIIA/Ib TOBEPXHOCTH TeENA.

TepMHHAJIBbHAS MOYEYHAsT HEAOCTATOYHOCTH — OTO IMATOJOTMYECKOE COCTOSIHUE,
oTpakaroliee HeoOpaTUMYIO0 MOTepro (YHKIHMU MOYeK M XapakTepusyromeecs BenuunHol CKO

2 . .
menee 15 mu/mun/1,73M°, 4TO COOTBETCTBYET S5-i cragmu xpoHmdeckoi Oonesnu mouek (XbBII) u



aHrnos3buHeiM TepmMuHaM «End-stage renal disease (ESRD)» wmmu «End-stage kidney disease
(ESKD)».

XpoHuueckasi 00/1e3Hb NOYeK —  MEPCUCTUPYIOIIEE B TEUCHHE TPEX MECALEB Wi Oolee
MOpaXeHHe  IMOYeK  BCIEACTBHE  JCHCTBUS ~ pasNUYHBIX  ITHOJOTHYECKHX  (haKTOPOB,
[1aTOJIOFOAHATOMUYECKOW OCHOBOM KOTOPOrO SIBJIIETCS IPOLECC 3aMEUIeHUs HOPMaJIbHBIX
AHATOMHYECKHUX CTPYKTYp (PUOPO30M, MPUBOAIINI K TUCHYHKIUU OpTaHa.

XpoHn4yeckuii HePPUTHYECKHMH CHHAPOM — CUMITOMOKOMIUIEKC, OTPAKAKOLIUN
MOCTETIEHHOE MPOrPEeCCUPOBAHUE BOCHAIMTEIBLHOTO MATOJOTHYECKOro TMpollecca B KIYyOOUYKax u
XapaKTepU3YIOIIMICS TepcucTeHIuell He@PUTHUECKUX CHUMIITOMOB (TeMaTypusi, MpPOTEUHYpHS,
UWIMHIPYPUSI, apTepuaibHas THUIEPTEH3Us, OTEKH) Ha IMPOTSHKEHUH Oojiee TpeX MeECcALEB HU
nocreneHHbIM cHrkeHneM CK®, kak rmpaBuiio, B TEYEHHE HECKOJIbKUX JIET.

C3-riomepyJjonatuss — rpynmna 3a00JeBaHUM, KOTOpBIE OIMOCPEIOBAHBI IMOBPEKICHHEM
CTPYKTYp KIYyOOYKOB B pe3ylbTaTe AaKTHUBALIMU KOMIUIEMEHTa, KaK OCHOBHOI'O MEXaHH3Ma, M
XapaKTepU3yIOTCS JTOMHHUPYIOMICH HJIM W30JMPOBaHHOW nenoszunueil C3-(pakimum KomIuieMeHTa
(Bkirouaet 2 BapuaHTa — 00JIC3Hb IUIOTHBIX Je103UTOB U C3-riomepynoHedpur).

C3-rnomepyJioneppur — BapuanT C3-rioMmepyionaTud, Mpu KOTopom Jgeno3utsl C3
JOKAIMU3YIOTCA B ME3aHTUU, CYOdHJ0- U CYOdMUTEIHAbHO M XapaKTepHbI MpoirdepaTuBHbIC

peaKkIuu B KIyOOuKe.



1. Kpartkas undopmarust no 3a00Ja€BaHUIO WA COCTOSHUIO (TpyIINe 3a00JeBaHU WU

COCTOSIHUI)

1.1 Onpenenenue 3a00JeBaHNUs MM COCTOSIHNS (TPVIIILI 3200J1€BAHUI MJIN COCTOSTHHI)

MemopanonposngeparuBubiii  riiomepysaoneppur (MIII'H) n  C3-riaomepyonarus
(C3I'Tl) — KOMIUIEMEHT-0NIOCPEIOBAHHBIE TTIOMEPYJIONATHH, B MEXAaHU3ME KOTOPBIX OCHOBHYIO POJIb

Urpaet AUCperysaius (THIepakTHBAIUsI) CUCTEMbI KoMIuteMeHTa [1-6].

MIITH - 5»TO TeHEpUYECKHH TEpMHUH, OOBEIUHSIONIMK Tpymmy OOJe3HEH KIyOOUYKOB,
OIIOCPEIOBAaHHBIX AKTUBALIUEN KOMIUIEMEHTA, UMEIOLUX CXOAHYI0 MOP(OJIOTUYECKYIO KapTUHY IIPU
CBETOBOM MUKPOCKOIIHH, HO pa3IUYaoIIUXCs 1o ATUOJIOTHH, [IaTOreHE3Y,
UMMYHOMOP(OJIOTHYECKMM ~ H  YIBTPacCTPYKTYypHbIM  m3MeHeHusm  [1-8].  Omnpenencnue
«MeMOpaHONPOIU(EPATUBHBII)  CBSI3aHO C  XapakKTepHbIM  MOPQOJIOTUYECKHUM  MaTTEPHOM,
MIPOSBIISAIONIEHCS YTONIEHUEM U AYIUIMKAlUeill riaoMmepyisipHoi Oa3anbHoi MeMOpanbl (I'BM);
WHTEPIO3UIMEH ME3aHTHOLMTOB; NposMdepanieil Me3aHTHATbHBIX KIETOK, JHJIOTEIHOIHNTOB,
YBEJIMYEHUEM ME3aHTHANIbHOTO MATPUKCA, a TaKXKe aKKyMYJS[uedl B Kammuisipax KIyOO4YKOB
BOCIATUTEIIBHBIX KJIETOK ¢ (DOPMHUPOBAHMEM THIIEPKICTOYHOCTH U JIOOYIIPHOCTH KiyboukoB [7, 8].

Nmmynomopdonorunuecku MIIT'H nogpasnenstor Ha 2 Tuna.

[lepBblii ™M — ¢  gomuHMpyrouied  genosunuei C3 B cTpykTypax kiyOouka (mpu
MUHUMaJIbHON Aeno3urmu uMmyHornoOynuaoB (M) A, M, G wmu 6e3 TakoBoif) M ompeaessieMblii
kak C3I'TI. Mopdonoruueckue nposinenus C3I'T1 He orpannunBaroTcs Tobko narrepaom MIITH u
MOT'yT BKJIFOYATh APYrHe M3MEHEHHs KiyOooukoB (cM. Tabm. 3) [2, 4-6]. C3I'TI Bo3HMKaeT u3-3a
TeHETUYECKUX aHOMAJIMH, HapyIIalMmuX (yHKIIMY KOMIIOHEHTOB KOMIUIEMEHTa (TJI1aBHBIM 00pa3oM,

aIIbTEPHATUBHOIO MTyTH), WJIK 00pa30BaHMsI K HUM ayTOAHTHUTEI.

Bropoii Tun — ¢ Ko-ZOMUHUPYIOLUIUMHU OTJIOKEHUsAMHU B Kiyooukax C3 u UI', uctopuuecku
Ha3zBaeMblll «uMMyHOKOoMIUIeKCHBIM» MIIIH (MK-MIITH). TepMmuH <« MMMYHOKOMITJIEKCHBIN
Ipe/roiaraeT, YTo aKTHBAllKs KOMIUIEMEHTa B KIIyOOUKax orocpepoBaHa 00pa3oBaHMEM UMMYHHBIX
komriekcoB (MK) in situ wnmm penosummeirt nupkyaupytomux WK [7-9]. Tak mpoucxomut npu
BropuuHoMm MIII'H, korma WK, oOpa3oBaBmmecs B paMkax Jpyroro (3KCTpapeHAIBHOTO)
MAaTOJIOTUYECKOTO MPOLIecca, aKKyMYJIHPYIOTCS B CTPYKTypax TIJIOMEpPYJI M aKTHUBHPYIOT CHUCTEMY
KOMILIEMEHTA M0 KJIACCUYECKOMY WM JIEKTUHOBOMY IyTH. B pe3ynpTare, 607IbIIMHCTBO BTOPUUHBIX

¢dbopm MIIT'H mpencrasmistor coboit «uctunnbiiny MK-MITTH.

OcHoBHOI NaToOMEXaHU3M IIEPBUYHOTO MIITH - aKTUBAalUs KOMILIEMEHTAa
NPEUMYILECTBEHHO 110 anbTepHaTuBHOMY 1yt [4]. [lemo3utsl UT', BeisiBisiembie (B couetanuu ¢ C3)
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B kiyoouke npu nepeuuHom MIITH, we smastores UK u MoryT mpencraBisate coOoi aHTHTENa K
¢dakTopaM KOMIUIEMEHTa Ha MOBEpXHOCTH sHAoTenus (Hanmpumep, C3 u C5 HedpuTHUecKHe
¢daktopsl) win ObITh dnUpeHomMeHoM Oosie3ru [10]. B 3To# cBsI3u MO OTHOLICHUIO K MEPBUYHOMY
MIITH wucnonb3oBaHWE TEPMHUHA «OMOCPEIOBAaHHBIH WUMMYHHBIMH Komiuiekcamu» (MK-MIIIH)
(immune complex mediated) siBisteTcst HEBEPHBIM, HO IO TPAJUIIUH HUCIOJIB3YETCS B JINTEPATYPE 10
HACTOSIIIETO BPEMEHH. DTO BHOCUT IIyTaHUIy B TNOHHMMAaHHE CyTH TNaToreHe3a OOJIE3HW U ee
knaccupukanuio. YtoObl n30exaTh BO3MOXHBIX MPOTHBOPEYMH M HEIOMOHMMAHUS B KOHTEKCTE
JTAHHBIX KIMHAYecKuX pekoMeHanuii (KP) mbr nanee:

1) He mpumensiem TepMunbl «uauonatudeckuii MIII'H» u «MIK-MIIT'Hy;

2) MCHOJb3yeM MOIX0J K TepMuHOJoruu U Kiaccuukanuu MITTH/C3ITI, ocHOBaHHBINH Ha
npejcTaBieHusIX 00 3trosioruu 6onesnu [2, 5] (ecm. puc.l).

Mgi onpenensiem Bropuunbie Bapuantel MIIT'H/C3I'TI, kak Bocanenue ki1y0oukoB Ha hoHE
aKTUBAllMM CHCTEMbl KOMIUIEMEHTa B PE3yNbTaTe IKCTPAPEHAIBHBIX MATOJOTHYECKHX MPOIECCOB
(mampumep, nmeno3uimu WK mpw  ayrOMMMYyHHBIX — 3a00JCBaHUSX ¥ WHQEKIHUAX WM
MOHOKJIOHaJIbHOTO UMMYHOTr100yanHa (MUI) npu mia3MoKIeTOYHBIX UCKPA3sIHX ).

[Ton mepBuunbiMu MIITH u C3I'TI Ml moHuMaeM 0oJe3HU KIyOOUYKOB, BO3HUKAIOIIUE B
pesynbrate JedcTBUs reHeTuueckux (ok. 20%) unam ayTouMMYyHHBIX (akTopoB (oK. 80%),
MPUBOJIANINX K AaKTHBAIIMA KOMIUIEMEHTA, TIPU MCKIFOUYSHUN BTOPUYHBIX BAPHAHTOB OOJIE3HU (CM.
ta61.1) [2, 9]. IlepBuunsiii MITT'H dopmansro otnudaercs ot C3I'TI otueiuBbiMu aeno3utamu UIT
npu HUMMyHOMopdoioruu. Bwmecrte ¢ Tem, 3T OO0JIe3HHM TMPEJICTABISAIOT €000 enuHYIo

MaTOTeHETHYECKYIO CYIIHOCTH [2, 4].



MMrH/C3IM — KoMnaemMeHT-
onocpefoBaHHble [IOMepynonaTum

l

MMNrH arm
Ko-geno3uuma C3 u Ul JdomunHupyroutaa aenosuuma C3
l A v
/ \ MepBuuHbiiA MIMTH/C3IT1 \ BropuuHaa C3IT1
o) lMepBuyHaa akTMBaUUA KOMIM/IeMeHTa AKTMBauma
BropuuHbin MIIH P " .
KOMIJIEMeHTa
AKTUBauumA l l
KOMIJIeMeHTa MMy HHbInY
Kl'ene'muecm‘le aHomanuN /Al-n'wrena K ¢am’opam\ KOMMJIEKCaM¥H Uin
MMMyHHbIMM KomnnemeHTa KOMNeMeHTa OﬁpaBOBaHMe
KOMIMJIEKCaMM: - MyTauuu perynaTopHbixX - QHTUTE/a K KOHBEPTa3am e ¢aKTO i
- UHdekuum Genkos CFB, CFH, CFl, (C3, C4 u C5-HedpuTUuECKHME P
AVOWMmMEITSTS CFHR1-5, DGKE, MCP, v ap. dakTopb!) KOMIMJIeMeHTa:
y y - MyTauuu pakTopos C3, C5 - @HTUTENA K PErYIATOPHBIM - WHbekuuun
3abonesanun - Nonumopdmambl CFH, C3, 6enkam komnnemenTa (CFH, - AYTOUMMYHHbIE
- Onyxonu CFB, MCP CFI,CFB) 6
- muUr - Nepectpoiiku CFH-CFHR1-5 - aHTMTENa K C3b dpakumm 3a00/ieBaHUA
K(,qeneuvm, rbpuaHbie FEHbl)j \ KOMMNemeHTa - Onyxonu
\ mur

L y, I\

Puc.1. Iloaxon k Tepmunonoruu U kiaccupukanuu MIITH/C3ITI. [Ipumeuanus. C3 — C3 dpakuus

A

komiuiemenTta; C3I'TI — C3-rnomepynonarus; UI' — ummyHornoOynunsl; MU — MOHOKIIOHATBHBIN
MIITH - DGKE -

diacylglycerol kinase epsilon; CFH — ¢aktop H komruiementa; CFI — daktop I xomruiemenra;

MMMYHOTJIOOYJINH; MeMOpaHonpon(epaTUBHBIA  TTIOMEPYJIOHEDPUT;

CFHR1-5 — Genku, cBsa3annble ¢ pakropom H xommiementa (complement factor H related proteins);

CFB — ¢akrop B xommnementa; MCP - membrane cofactor protein.

1.2 JTHoJOrMS M NATOreHe3 3a00JeBAHUS MM COCTOSTHHUS (rpynnbl 3200J1€BaHNIi_ N

COCTOSIHMA)

Ortuonoruuecku MIII'H/C3I'TI HeoOxoauMo mojapa3fensTh Ha TEPBUYHBIM U BTOPUYHBIM,

MOCJIEHNI BapuaHT sBisiercst npeodnanaromum [1, 10, 11]. Bropuunsie Bapuantst MITTH u C3TTI
HUMEIOT Pa3HYI0 3THOJIOTUYECKYIO CTPYKTYPY U MEXaHU3MBbI IaTOreHe3a.

Bropuunenii MIII'H Bo3HMKaeT npu akTUBALMM KOMIUIEMEHTA B PE3YJILTATE ITIOMEPYIIIPHON
neno3uin MK, chopmupoBaBimxcs B pe3yiabrare HHPEKIHMA, ayTOMMMYHHBIX O0JIe3HEH, a Takxke
MUD' mpu mapanporennemusix [3, 7-12] (tabmuma 1). Hdemozutet UK wim MU akTHBHpYOT

KJIACCUYECKHI/IEKTUHOBBIN 1yTH KomiuiemeHTa [/]. Takue BapuanTel 0oJe3HU (paHee BTOPUUHBIN

NK-MIIT'H) nposiBiisitoTcss  IeMO3UTaMM NOJIMKIOHATIBHOrO nMMyHorinooynuHa (19G, 1gA, 1gM, o
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OTICIBLHOCTH WM B coueranusx) wiu MUIDT, Bmecte ¢ orinoxenusmu C3 um Clq w/wmmm C4d
KOMITOHCHTaMU KOMIUIEMEHTA TIPU PYTUHHBIX KMMYHOMOP(OJIOTHISCKUX HCCIETOBAHUSX.

Kak npennonaratot, Bropudnas C3I'T] Bo3HMKaeT mpu cTaOMIM3alMK/aKTUBAIIMA KOHBEPTa3
KOMIUIEMEHTa B pe3ylbTare B3aumojeicTBuss ux ¢ MUIT (vame) wim oOpa3oBaBIIMXCS K HUM
ayToaHTHTE]I Ha (DOHE TCUEHHS ayTOMMMYHHBIX Ooie3Helt, omyxosei, uadekmun (pexe) [10-14].
Mopdonorust Bropuunoit C3I'TI He oTnu4aeTcst OT MEPBUYHOTO BapuaHTa OOJIEC3HH.

Crnenyer y4uThiBaTh, uT0 Hamumuue ssBHOU mpuumabl MIITH/C3ITI (Tabn.l) He uckitouaeT
HaJIM4YUs TEHETUYECKOM aHOMaluM WM ayTOaHTUTEd K (akTopaM KOMIUIEMEHTa, IOCKOJIbKY
uHpekunu, ayTouMMyHHUTeT 1 MUT" MOTYT OBITh TpUTTEpaMU aKTUBALIMA KOMILJIEMEHTA Y MMallME€HTOB
C TEHETUYECKO MpeIpacookKeHHOCThIO [13].

Tabmuua 1. HanGonee wacteie mpuunnsl Bropuanoro MITI'H/C3TTI.

OTHONIOTHYECKUI (I)aKTOp AKTHBAIlMM KOMILUICMCHTA. HauOoJIee yacTast STHOJIOT U

Jenosunusi UK (anTHreH-anTures10), 00pa3oBaBIINXCH B pe3y/bTaTe MepcHCTHPOBAHUS
uHpexmuu (MIITH):

- Bupycer: renarur B, renatur C, BUY

- bakrepun: MH(EKUMOHHBIM >HIOKAPAUT, MH(OUIMPOBAHHBIM BEHTPUKYJIOATPUAIbHBIN U
BEHTPHUKYJIONEPUTOHEATIbHBIM IIYHTHI, BHUCLEpalbHbI abcuecc, Jenpa, MEHUHTOKOKKOBBIN
MEHHHIUT, CENTULEMUS

- IIpocreifmme/ apyrue Bo30OyIUTENU: MalspHsi, IIMCTOCOMO3, MUKOIUIa3Ma, JIEHIIMaHua3,

¢bugpuas, rucTonaazMo3, MUKOOaKTepuu

Jeno3unus UK (MIIT'H) niau oOpa3oBanue ayTOaHTUTE K KOHBEPTa3aM KOMILJIEMEHTA
(C3I'Tl) na ¢oHe ayTOMMMYHHBIX 3200JI€eBAHUIA:

- CucremHas kpacHas Bomdanka (111 u IV kmaccer)

- Cungpom Cherpena

- PeBMaTonansIil apTpUT

- CMmemianHble 3a00JI€BaHUS COEIMHUTENBHON TKAaHU

- KpuornoOynuuemus 2 u 3 TUIIOB

Jeno3unusi MOHOKJIOHAABHBIX UI' B kaybouxkax (MIII'H) wim ux cBs3bIBaHHME C
KoHBepTazamu komiiemeHTa (C3I'Tl) npy MOHOKJIOHAJIBHBIX FTAMMANIATHAX

* B-xnerounas numdoma

* JIumdoneiiko3

* MoHOKIIOHaIbHAs! TaMManaTHsl HEONPEIeJICHHOTO 3HaYeHUs

* MHOXECTBEHHAass MUEJIOMa

* MakpornoOynmuaemus: Banbaencrpema
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JNeno3unusa UK, o6pa3oBaBmmxcs B pe3yiabTate nHbIX mponeccos (MIITH):

- MEJIaHOMa

- CIUICHOPEHAJbHBIN IIYHT NPU XUPYPrHYECKOM BMELIATEIbCTBE IO MOBOAY MOPTAIbHOM
TUIIEPTEH3UU

- CapKou103

- paK OYKH

- KAPUHUHOMBI APYTIrUux J'IOK&JIH?)&HHﬁ (J'ICFKI/IC, KEIYAOK, KHINICYHUK, ITUTOBUIHAAL meﬂeza)

[Tpumeuanusi: BUY — Bupyc ummynoneduiura yenoseka; I — ummyHornooynunsr; UK —
umMmyHHBIe KoMmIuiekcsl; MIIT'H — memOpanonponudepatuBHbiii rnomepynoneppur; C3ITI — C3-

TJIOMEPYJIOTaTHsI.

[lon mnmepBHMYHBIM BAapHMAHTOM  KOMILIEMEHT-ONOCPEIOBAHHOM  IJIOMEpPYJIONATHH
MIOHUMAIOT T€ Ciy4yau, KOIJla, HECMOTpS Ha TILATENbHYIO JUAarHOCTUKY, HE Y/aeTcsi BBISBUTH
KOHKpETHBIE JTHOJIOTHUECKHE (akTopsl Oone3Hu (T.e. Japyrue OONE3HW, TMPHUBOISIINE K
TUIIEPAKTHBAIMK KOMIUIEMEHTa, cM. Tabi.1). OCHOBHBIM MEXaHM3MOM pPa3BUTHSA W IEPBHYHOIO
MIIT'H, u nepsuunoii C3I'TI siBisieTcs akTUBalUsl aJbTEPHATUBHOIO KOMIUIEMEHTA B pe3yJbTare
TCHETUYECKUX HapylmieHHH (aKTOPOB CHCTEMBI KOMIUIEMEHTa WM OOpa30BaHUS ayTOAHTHUTEI,
CTAOMIM3UPYIOMUX (aKTUBHPYIONIUX) KOHBEPTa3bl CHUCTEMBI KOMIUIEMEHTa («HE)PUTHUECKUX
(bakTopoB») UK OIOKUPYIOMINX (AKTOPBI, PEryIHpYIOLHe KoMIUIeMeHT (Tabmuua 2) [2- 5, 14-16].
C3TI'II siBrsieTcst KIIacCMUeCKUM MOP(OIOrHYECKUM MPOSBICHUEM aKTHBAIUU AJIbTEPHATUBHOIO ITYTH
KOMIUIEMEHTA, Janle B Buje tunuyHoro narrepHa MIII'H u pexxe ¢ M30aMpOBaHHBIM MOpPaXKEHUEM
ME3aHTHs W/WIK MepuTyOyIsapHbIX cocynoB [6]. B penkux cinyuasx C3T'TI HaOmogar0T MpU3HAKH
CUCTEMHOM WWIM NOYe4YHOM KomruieMeHT-onocpenoBanHol TMA (atunuunoro I'VC). [pyrum
penkum nposiBienueM C3I'TI sBisieTcst mogonuTonaTus no TUIy 00JI€3HU MUHUMAIbHBIX U3MEHEHHH
[17].

[Tpu nepsuunom MIITH (panee mepsuunblii/uanonatuueckuii UK-MIITH), B ortnuume ot
BropuuHblx MIII'H, He nmpoucxoaut aktuBanus komruiementa MK, 4yTto moaTBepkaaer oTcyTrcTBUe
neno3utoB C1lg m C4d (B OONBIIMHCTBE CiIydaeB) MU BO3MOXKHOCTH TpaHC(hOpMaluu MEPBHYHOTO
«MK-MIIT'H» B C3ITI, u HaoGopor [2]. KommiekcHble KIMHUYECKHE, MOPQPOJOTHUECKUE U
MOJIEKYJISIPHO-TEHETUUECKHE HCCIIEIOBAHMS ONPEIEIICHO YKa3blBalOT HA TO, YTO ITHOJOTHYECKHE
¢daktopsl u narorene3 nepBuuHbIXx MIIIH u C3I'TI cxoxwu, a 3T O0Jie3HH MPEACTaBISAIOT COOOM

€IMHYI0 CYITHOCTh ¢ OOIIMMH TIOJX0/IaMH K TUArHOCTUKE U JieueHUIo [4].
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Tabnuna 2. dtronorus nepsuunoro MITT'H/ C3TT1 [2, 4, 5, 9].

OTHOoJIOTUYECKUE Otuonoruyeckue GpakTopsl
BapHUaHTHI
- MyTanuu peryiasaTopHeix OenkoB komrmuiementa (CFB, CFH, CFI,
'enernueckue
CFHR1-5, DGKE, MCP, u ap.)
(bakTopsl (6onee

- MmyTtanuu ¢paxkropoB komiuiemenTa (C3, CS)

4acTbl€ BApUAHTHI)
- [Tomumopdusmer CFH, C3, CFB, MCP

- Ilepectpoiiku CFH-CFHR1-5 (neneruu, ruOpuIHbie TeHbI)

- anTHTeNa K KoHBepTasaM (C3, C4 u C5-nedputnueckue HakTopsl)

AyTOMMMYyHHBIE
- aHTHTeNa K peryasTopabiM 6enkam kommiementa (CFH, CFl, CFB)
(hakTOophI

- antutena k C3b ¢pakimu KoMIuieMeHTa

IMpumeuanus: DGKE - diacylglycerol kinase epsilon, CFH — ¢akrop H xomruiementa; CFI —
daxrtop | kommnementa; CFHR1-5 — Genkwu, cBszanubie ¢ pakropom H xommiaementa (complement

factor H related proteins); CFB — ¢akrop B xommiementa; MCP - membrane cofactor protein.

IlaToreHes KOMIUIEMEHT-ONPOCPEIOBAHHOIO IOBPEKICHUS KIYOOUKOB TMpPH  Pa3HbBIX
Bapuantax MIITH/C3TI'TI umeer obuiue uepThl U cBA3aH ¢ 0Opa3oBaHHEM aHA(QUIATOKCHHOB U
MeMmOpaHoartakyomiero komiuiekca (C5b-9) [7]. AxTuBarusi KOMIJIEMEHTa 1O TOMY HJIH HHOMY
OyTH WIM HMX COYETAaHWIO MPHUBOAUT K oOpa3oBaHuio C5b-9 u IUTHUYECKUM MOBpPEXKIECHUIM
PE3UIEHTHBIX KJIETOK KIIyOOUKa, HAPYIIEHHEM MPOHULAEMOCTH CTEHKH KalWUISIPOB U €€ 0YaroBbIMU
Hekpozamu [18]. Cy0Odpakmuu xommiementa C3a u CS5a (aHaQHUIOTOKCHHBI) aKTHBHUPYIOT
Makpodaru v HeUTpo(uiIbl, KOTOPBIE 3a CYET MPOBOCTIAIUTENBHBIX IUTOKUHOB U MPOTEOTUTUYECKUX
HH3UMOB 00YCIIOBIMBAIOT (POPMUPOBAHHE B IIIOMEPYJIe 3KCCYAATUBHO-BOCIAIUTEIBHON pPEeaKkLuu U
OYaroBbIX HEKPO30B CTEHKH KalmWUIIpOB. Pe3njeHTHble KIETKH KiIyOouka (3HIOTEIHOLUTSHI,
ME3aHTHOILIUTHI) B OTBET Ha MOBPEKJIEHUE MPOBOCHAIUTEIbHBIMU IIUTOKMHAMU M LIUTONATHYECKOE
neificTBe MeMOpaHO-aTaKyIoLero KOMIUIEKCa OTBEYAloT Mpoirdeparyieif, CHHTE30M OCHOBHOTO
BemectBa (I'BM,  Me3aHruanbHBIi ~ MaTpuKC) W NPOAYKIHMEH  POCTOBBIX  (DaKTOpPOB
(Tpanchopmupyromuiit paktop pocra PBl, TpomOouuTapHslii ¢akTop pocra). B koHeyHOM wHTOTE
dbopmupyrorcss MopdoJIOTHYECKHE TpPHU3HAKH B BUAE «peHoTHHAa MemOpaHOTpOIudepaTHBHOTO
rioMepynoHedputa»y - yaBoeHus ['BM, mnponudepanuu ME3aHTHOIUMTOB U PACIIMPEHUEM
ME3aHTHAIBHOTO  MaTpuKca, JIoOynu3anmuu  KiIyOouka, 30H  ckjiepo3a  (KIyOO4YKH |

TYOYJIOMHTEPCTHUIIHI), 3a49aCTYI0 C (HOPMHUPOBAHHEM IOy TyHUi» [8, 17].
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B penapaTtuBHO# (haze TpOMOOTHUECKOM MHUKPOAHTHOTIATHU M MHBIX BAPUAHTOB MTOBPEKICHUS
supotenus [ 7, 17, 19] usMeHeHus B KIIyOOYKe JIMIIb BRITISIAAT cCBeTOONTHYECKU 1ogoouo MIITH, He

SIBJISISICh TJIOMEPYJIOHE(PUTOM M OCTaBasICh 332 paMKaMH 3TUX KIMHUUYeCKuX pekomeHnaanuii (KP).

1.3 DnuaemMuoJiorusi 3a00JeBaHUs  WJIHM cocTOssHMS (rpvnnbl  3a00J1€eBaHUN  HWJIH

COCTOSIHM )

B cBsa3u ¢ tem, uro C3I'Tl kak OTHENbHBIM BapuaHT TIIOMEPYJIONATHH BbIJEJIEHA HEIABHO,

snuaemMuoiorundeckue nanusie kacaroress MIIIH B nenom. [1o gaHHBIM KpyTHBIX MOP(HOTOTHIECKUX
peructpoB B cTpaHax 3amagHoi EBpombr goms MIITH cpeau nepBUYHBIX M BTOPUYHBIX
rioMepyaoHeGpuToB BapsupyeT oT 4 % mo 11,3% [20-24]. B crpanax Boctounoii EBporisl, Adpuku
u Aszun pacrnpocrpaneHHocTh MIII'H no HexkoTopsiM gaHHbIM pocturaer 30%, 4To CBSI3BIBAIOT C
OoJbIIIel PACIIPOCTPAHCHHOCTHIO MH(EKINH, Mpexkae Bcero, BUpycHBIX renatutoB B u C [25]. B
POCCHUHCKON TOMYNALMA IO JaHHBIM HEJaBHEro KIMHUKO-MOP(OIOTUYECKOTO HCCIeI0BAHUS
pacripoctpaHeHHocTb MIIIH  cocraBuna 8,6% cpean Bcex MEPBUYHBIX M BTOPUYHBIX
romepynonatuii  [1]. B 3TOoM wHccinenoBaHuM, BBIOJIHEHHOTO Ha 0a3ze  KpyHHEHIIEro
Hedponorudeckoro cramuonapa Cankt-lIlerepOypra, 3a 17-meTHuii mepuon ObUIO BhIsBICHO 214
CllydaeB 3TOT0 BapuaHTa riomepynoHedpura (Bkitouas 21 cioygait C3I'TI), To ects 12 ciiydaeB B roj
(mepBuunoro MIITH — 3,9 cinyuaes B ro).

[Mepeuunbiit MIITH — penkoe 3aboneBanue [1]. [To maHHBIM MEXIYHAPOIHBIX PETUCTPOB
3a0051eBa€MOCTh COCTaBIsieT MeHee 5 cinydaeB Ha | muiH HaceneHus B Coeaunensbix lllTarax
Awmepuku u oxono 0,2-1 ciyuaeB Ha 1 muiH Hacenenust B EBnporne [9]. B Poccuiickoit deneparuu
3aboneBaemoctb MIII'H 6nm3ka k TakoBoi B apyrux crtpanax [1], a MIII'H/C3I'II Bkito4eHsl B

[Tepeuens penkux (opdanubix) 3a0oneBanuit M3 PO.

1.4 OcobeHHOCTH KOJUPOBAHUSA 3200/1€BaHUs] WJIH COCTOSIHHS (rpynnbl 3200J1€BaHMI _HJIH

cocTosinnii) mo MeKAYHAPOAHOW CcTaTHCTHYeCKON Kkaaccupukanum 0oje3Heil W mpodJem,

CBA3AHHBLIX CO 310POBbHEM

OcobeHHOCTH KOIUPOBaHUs 00ycioBieHbl TeM, 4To: 1) xknuHudeckun MIITH/C3TTI moxer
MaHU(ECTUPOBATh B BUJE JIOOOTO TIOMEPYIIpHOTO cuHApoMa (cM. pazzen 1.5); 2) stromorus
MIITH/C3T'T1 pasnuuna (cm. pasmen 1.2); 3) B MKB-10, paspaboranHOl 3a10iro Ji0
UMIUIEMEHTAlMM B  KIMHUYECKYI0 MPAKTUKYy JuarHo3oB nepsuuHoro MIITH wu  C3ITI,
COOTBETCTBYIOIIME 3TUM 3a00JIEBaHUSIM KOJIbI OTCYTCTBYIOT.

KomupoBanne mnepsuunoro MIII'H nomxkHO BKIHOYATH CHUHAPOMANBHBIM  YPOBEHB

(I'momepynspusie 60e3uau — N 00-07) ¢ yrounenuem mopgonoruueckoro tuna MIII'H (moapyOpuku
.0,.3, .4,.5, .6, .7) (tabnuma 3).

14



Tabnuua 3. Ocobennoct koauposanus MIITH no mexnynapoaHoi kinaccudukanuu 6onesnei 10.

Kimmanueckue nposiBieHust Kox no | Mopdomnoruueckue nposiBIeHUs Konx no
MKB- MKB-
10 10
Octpsiii Hepputnueckuit cuaapom | NOO HesnauntenbHbie TJIOMEPYJIIpHbIE 0
Hapymenust (boje3Hp MHUHUMAaIBHBIX
BricTponporpeccupyroriuit NO1 U3MCHCHHH)
He(PUTHIECKUN CHHIPOM Huddy3uprii ME3aHTMaJIbHbII 3
npoiauQepaTUBHBIN rIOMepyIoHEDPUT
XpoHuueckuit Hepputnueckuii | NO3
CUHIPOM Huddy3Hbrii SHIOKATTWJUTSIPHBIN 4
nponudepaTuBHBINA TIOMEPYITOHEHPHUT
HedpoTtuyeckuii cuaapom NO4
Huddy3Hplii  Me3aHTHOKAHIUIAPHBIN 5
W3onupoBannas mporeunypus c | NO6 rIIoMepyJlIoHedpUT (MeMOpaHO3HO-
YTOYHEHHBIM  MOP(}OIOTHYECKIM nposinpepaTuBHBINA TIOMEPYIOHEPPUT
MOpaXeHHEM 1 u 3 TumoB wumm 0Oe3 JApyrux
yKa3aHuM)
HacnenctBennas nedpomnarus, He | NO7
KJIacCH(QUUUPOBAaHHAS B  JIPYIHX bonesnn IJIOTHOT'O ocanKa* .6
pyOpuKax (MemMOpaHO3HO-TTpONIU(EePATUBHBII

rIIOMEpYIoHePUT THUII 2)

Huddy3Hbiii CEPIIOBHIHBIN A
TJIOMEPYJIOHEPPUT
(9KCTPKAMUIUTSIPHBIHA
JIOMepyJIOHEDPUT)

t- COOTBETCTBYEeT COBPEMEHHOMY TEPMHHY «O0OJI€3Hb IUIOTHBIX jaerno3utoBy (dense deposit
disease)

C3I'TI me ynomsnyra B MKbB-10, mostomy ans ee KOAMPOBAHUS ClEAyeT HCHOJIb30BaTh
pyOpuku cunapomansHoro ypoBHs (I'momepymspubie Oonesun — N 00-06) ¢ yrouHeHuem
MopdoJoruueckoro Tuna nopaxenus (tabmuna 3) m pyopuxy N 08* mns Bropuunoit C3ITI c
oApyOPUKO, COOTBETCTBYIOIIEH IEPBUYHOMY 3a00JI€BAHUIO.

I'enetnueckue cimydam MIITH/C3ITI cnenyer o6o3nauath kogom NO7 ¢ yrouHeHuem
Mopdonorudeckoro Tumna nopaxenus (nmoapyopuku .0, .3, 4, .5, .6, .7, .8).

MIII'H moxer wmanugectupoBath B BHJE ocTporo mnospexiaeHus modek (OIII)  wmm
xponnyeckoit 6onesnu mouek (XBII). s o6o3nauenus craguu OIII ciaeayeT ncmoab30BaTh KOJIBI

pyopuku N17. [lns o6o3navenns cragun XbII cienyer ncnons3oBars koabl pyopukn N18.

1.5 Kaaccudpukauus 3a00/1eBaHUs WIN _COCTOSAHUS (Tpynnbl _3200JIeBAHUN _MJIH

cocTosinnii) B cooTBeTcCTBMM ¢ TEKYIIMMH O3THONATOI€HETUYECKUMH  IPEACTABICHUSIMU,
KoMIUIeMeHT-onocpenoBanHble riomepynonarun (MIIIH u C3I'TI) cnexyet xinaccuduuupoBaTh Ha
nepBUYHBIC W BTOpHuHbIe (cM. pasmen 1.2.) [2, 4, 5, 9]. [Ipumensiembie paHee KiaccuHKaIuu,

OCHOBaHHbIC Ha JAHHBIX UMMYHOMOP(}OJIOTHYECKOTO W/WIIM YIBTPAaCTypKTYpHOTO aHanu3a [7], Ha
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TeKyIIMA MOMEHT HOCAT B OONbIIEH CTENEeHW HCTOPUYECKUH  XapakTep. 3HadeHHUE
yIBTPACTPYKTYPHOTO aHain3a (TPAaHCMUCHUOHHAS 3JIEKTPOHHAs MUKpocKomusi, DM) coxpansieTcs AJis
ciyqaeB C3I'TI, xotopbie mo DM MoOryT ObITH MOApPA3ACICHBl HA OOJIE3Hb IUIOTHBIX JEMO3UTOB
(aKKyMyJsiusi 3JIEKTPOHHOIUIOTHBIX JIETIO3UTOB HMHTpameMmMOpaHo3HO) U npyrue BapuanTel C3ITI
(Me3aHTHAIBHOE W/WIKM CYOIHIOTENNAIBLHOE U/WIIK CYOIMUTEIHIBHOE PACIIONIOKEHHE IETIO3UTOR). B
TAKUX CIydasx JaHHbie DM MO3BOJSIIOT KiIacCH(UIMPOBATH ciydail 3a0oJeBaHUS, YTO HMEET
3HAYEHHE JIJIsl TepaIliy | IporHo3a [26].

1.6 KumHuuyeckasi KAapTHHA 3200J1eBaHHMS WJIH _COCTOSIHMA (rpynnbl 3200J1¢BaHUN MM

COCTOSIHM )

Penanbuble mnposiBienus. Kmuanyeckas wmanudecranms MIITH/C3TTT moxer ObITH

NPEJCTaBIeHa M30JUPOBAHHO WJIM B COYECTAaHUHM: MPOTCHHYpPHEH, TeMaTypued, IJoObIM H3
[JIOMEPYJISIPHBIX HEPPUTHIESCKUX CHHAPOMOB, HedpoTrueckum cunapomom (HC) [1, 3, 6, 12, 14, 26]
(rabmuma 4). Y MHOrMX MalMEHTOB B aHAMHE3¢ €CTh YKa3aHUS Ha HEJaBHO MEPEHECCHHBIN
MHOEKIMOHHBIH  smm304.  Cpeau  KIMHUYECKUX CHMIITOMOB HPEBAIHPYIOT:  apTepHalbHas
TUIEPTEH3Usl; Makpo- U Mukporemarypus (mpaktudecku y 100%); BbICOKass MIpOTEUHYPHS
(HeppoTHUeckas); MPOrPeCcCHPYIOIIee CHIDKCHHE CKOpPOCTH KiyboukoBo#t ¢uibrpamun (CK®D),
oteku. Benymmit kinHndyeckuii cunapom B aedrote 3adoneBanus B 20 — 30% ciydaeB mpencTaBieH
OCTpPBI HEPPUTUYECKUH CHHIAPOM WM OBICTPONPOrPECCUPYIOINI HEeQPUTHUECKUNA CHHAPOM
(BITHC). Hdpyrumu muposiBaenusmu MIITH/C3TTI Moryt OBITh XpPOHUYECKHI HEQPUTUUCCKHIA
CHUHJPOM, B OCHOBE KOTOpPOIO JIEKHT BSJIOTEKYIEE, TOPIHIHOE BOCHAIUTEIBHOE IMOPAXKEHHUE
KIIyOOYKOB, U M30JIMPOBaHHbIN MoueBoil cunapom. B cinydae MIIT'H/C3T'TI npuunHOii moBpex1eHus
roMepyJisipHoro 6aprepa u passutus HC sBnserca nenosurust UK w/unu dpakmuit komriemenTta
CyOdHIOTENMANbHO, WHTpaMeMOpaHo3HO wu/wimu cyosmurenuanbHo. [lpum C3ITT y 40 — 70%
MalueHToB ¢ camoro Havana passuBaercs HC, B 10 — 20% ciayuaeB oTMedaeTcs: pelIuBUpPYIOLIas
makporematypus. ¥ 20 — 30% narueHToB 00JIe3Hb MpeJICTaBleHa TOJIBKO M3MEHEHHSIMU B OOIEM
aHaJM3e MOYHM B BHJIC COYCTAHHS MPOTCHHYPHH C MUKpOTeMaTypuel U muimHapypueii [5, 6, 14, 27].

Tabmuna 4. Knunauueckue mnposiaenuss MIITH/C3ITI B cOOTBETCTBUM € TNIOMEPYJISIPHBIMU

CUH/IPOMAaMHU.

Knuanyeckue cuMnTomsl OHC BITHC XHC UMC HC
Maxporemarypus + + + - -
ApTepualibHasi TUTIEPTEH3US + + + - -
Onurypusi, anypust + + - - -
[Tepudepuueckue oTexkn + + + - ++
ITonocrabIe OTEKHU +/- +/- - - ++
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CumnToMBbl ypeMuu +/- +/- - - -

H3MeHeHus B 00LLEM aHATIA3E MOYHU

TJIIOMepyspHas reMaTypus + + + +/- -
NUIMHAPYPUS + + + + +
SPHUTPOLMTAPHBIC TUITMHIPHI + + + +/- -
[Iporeunypus + + + + ++
Cyroumas mpotenHypus >3,5 r/1,73 M° - - - - +

Onenka (QyHKIIMH TOYEK

Cuumxenue CKO ++ ++ +/- - +/-

[Ipuunna cumwxenus CKO OIIIT OIIIT XBIIT - OIIIT

[Tpumeuanus: BIIHC — Osictponporpeccupyromuii Heppurtuyeckuit cungpom, UMC —
M30MpoBaHHBIA  MoueBoi cuuapom, HC — Hedporuueckuit cungpom, OHC — ocTpslit
Hepputnueckuit cunapom, OIIIl — octpoe nospexnenue nouek; CKD — ckopocTh KiIyOOUYKOBOM
¢unbrpanuu, TIIH — TtepmuHanbHas modevyHas HeqoctaTrodHocTb, XBII — xpoHuueckass 0oJe3Hb
nouek; XHC — xpoHnueckuiit HeppUTUUECKUN CUHAPOM
JKcTpapeHabHble nmposiBiaeHus. [Ipu Bropuunsix MIITH/C3I'TI moMuMO cCUMIITOMOB MOpPaXKEHUS
IIOYEK MOTYT OBITh 3KCTpapeHaJIbHbIC NMPOSBICHUS, XapaKTepHble /Uil OCHOBHOI'O MAaTOJIOTMYECKOTIO
mpouecca. Ilpy MOHOKIOHANBHBIX ramMmanaTusax: JuM(oaaeHoNaTHs, TrenaToCIIeHOMeranus,
aHemusi, B-cuMnTombl, 0OO0NMM B KOCTAX W CIOHTAHHBIE MIE€PEJIOMBI, a TaKXX€ CHMIITOMBI,
00yCJIOBJIEHHbIE BO3/ACHCTBHEM NapanpoTeWHa Ha pasziIMyYHble OpraHbl M TKaHU (MOJUHEWpomaTHs,
KOXKHBIE BBICBIIIAHUS, CHMIITOMBI CEPACYHON HENOCTATOYHOCTH, OPAKEHUSI XKEITyTOUHO-KAILIEYHOT O
TpakTa M npou.). [Ipu ayToMMMyHHBIX 3a00JI€BaHUSAX, HAllpUMEp, CUCTEMHON KpacHOM BOJIYAHKE:
CYCTaBHOM CHHJPOM, KOXHbI€ M3MEHEHHUS, CUMOTOMBI aHEMHUU U Mpoy. MHPEeKInoHHbIN mpolecc
OyIeT XapaKTepu30BaThCsl JUXOPAJKOW, NMPU3HAKAMM HH(QEKIMOHHOTO MOPaXXEHUs KaKoro-indo
OpraHa WM CUCTeMHOU HH(peKIuK; 1adopatopHo - noseieHrneM CPB, mpokaneuuronuna [9].

[Tpu C3I'TI BBIABISIOT aCCOLMMPOBAHHBIE COCTOSHUS B BHJE NMPUOOPETEHHOW YaCTHYHOU
JTUNOIUCTPOdUH, YTPATON MOJKOKHO-)KMPOBOW KIJIETYATKH JIMIA M BEpXHEH MOJOBUHBI Tea, W/Win
MakyJISIpHOUM TucTpoduu ceTyaTKu ria3a B BUAE Ipy3 B MeMOpaHe bpyxa ceT4aTku B 30HE MaKyJibl
(kenroro msaTHa). O0a COCTOSHHUS CBA3aHbl C JIOKAJIbHOM aKTHUBAIMEW albTEPHATHUBHOIO IYTH
koMmiuiementa [28, 29, 30].

JlabopaTopuble cuUMNTOMBI. TUNUYHBIM JaOOPATOPHBIM CHUMITOMOM  KOMIIJIEMEHT-
OMOCPEIOBAaHHON TJIOMEpYJIONaTUM SBJISETCS CHIKEHHE B KpoBH (pakumu komiuiemeHnta C3
(mpumepHo, y 50%) u pexe C4, 4ro OTpakaeT akTHBALMIO KOMIUIEMEHTa B XHJAKOH (aze u

aKTUBHOCTh 3a0oneBanus [2, 4, 5, 26]. Taxxe MOXET ObITh BBISIBJICHO MOBBIIICHUEC KOHIICHTPAIIHIA
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MIPOAYKTOB aKTHBAIlMU MPOKCHMAJIBHOIO W TEPMHHAIBHOrO Komiuiemenra: Ba, Bb, C3a, C3d, Cba,
pactBopumoii popmel C5b-9, mponepauna, ¢akropa B. KomrekcHblli 1a00paToOpHBIN aHATU3
KOHIICHTpPAaLM B KPOBU DAa3HBIX (DAKTOPOB KOMILJIEMEHTa MOXKET OBITh CYIIECTBEHHBIM JIJIs
JUarHOCTUKH M BbIOOpa JeueHus, BKIIOuYas KoMIUleMeHT-Onokupyromyto Tepanuto (KBT), y
nanuentoB ¢ MIII'H/C3I'TI. Tak, camxkenue C3 npu HopmanbHOM ypoBHE C4 1 BeicokoM C5b-9 wim
C5a OyneT ykas3plBaTh aKTHBAIUIO AIbTEPHATUBHOTO KOMIUIEMEHTA B KHIKOW (aze (MUPKYISAIIH)
BIioTh 10 C5. [lpu Huskom C3 u HOpMmanmbHOM ypoBHE C5b-9 crnemyer mpenmnonarate akTHBAIHIO
KoMIUleMeHTa Ha YypoBHe (C3-KoHBepTasbl, 4YTO dYacTo omnocpenoBaHo C3-HehpUTHUUECKUMU
(dakTopaMu ¢ pa3BUTHEM OOJE3HU IJIOTHBIX JIEMO3UTOB. B ciayyae m3zonupoBaHHoro cHrkenusi C4
MOHO aymatb o BropuuHoM MIII'H Ha ¢oHe akTHBaIUM KJIACCHYECKOTO HIIM JIEKTHHOBOTO MYyTEH.
[Ipu HOpMambHOM ypoBHe C3/C4 ¢pakuuii KOMIUIEMEHTa B KPOBU CIIEAYET HPEIIOIOXKHTH €ro
JTUCPETYJISIUI0 HA DHIOTEIUH, YTO MOATBEPkKAACTCA MOBBIIIEHHEM KoHueHTpauuii C5b-9 unu CSa
[26].

Jpyrue cymniecTBeHHBIC Uil TUArHOCTUKW W TaKTUKHU jedenus mnepBuanoro MITTH/C3ITI
MOJICKYJIIPHO-TEHETUUECKUE U UMMYHOJIOTUUECKUE M3MEHEHUs1 (CM. Tabi.2) moapoOHO OMHMCAaHbI B

pasnene 2.
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2. lnarHocTtuka 3a00J€BaHuUs WM COCTOSIHUS (TPYIIIBI 3a00I€BaHUM MIIM COCTOSIHUN),

MCAWNIMWHCKHC ITOKa3aHUs U IIPOTHUBOIIOKAa3aHUsl K IPUMCHCHHUIO MCTOAOB TUArHOCTUKHU
Beeoenue. Ilo onpedenenuto (cm. pazoen 1.1.) ouaenoz MIII'H/C3ITI ochosan na eucmono2uieckux
OQHHBIX — BbIAGNIEHUU MUNUYHBIX CEEMOONMUYECKUX U UMMYHOMOPGHOIOSUUECKUX USMEHEHUll npu
uccredosanuu obpasya nouku. /lanvreliuas KIUHUYECKAs U MONEKYIAPHAL OUASHOCMUKA OO0NHCHA
ObIMb HANPAasieHa HA  YMOYHeHUe SMUOLO2UYecko2o eapuanma 6bonesnu (mabn. 1 u 2) [2-14].
Aneopumm noucka smuonoeuu MIITH/C3ITI npeocmasnen 6 Ilpunoscenuu b, Aneopumm 1. Ilpu
omcymcmeuu OaHHbIX 8 NOJIb3Y BMOPUUHO20 2eHe3a bone3nu (maba.l) ciedyem ycmanogums ouacros
nepsuunoco MIITH/C3ITI u nposecmu oOughghepenyuanvuyro  OuazHOCMuUKy  2eHemuyecKu
oemepMUHUPOBAHHBIX unu npuoOpemenHvIxX (aymoummyHHbIX) cnyyaes (mabn.2).
Buinoanenue maxoti ouacHocmuxku Kpumuyecku 8axcHo O0Jisl onpeodeieHus nNpo2Ho3a U no0xo008 K
newenuio — KBT unu ummynocynpeccusnou mepanuu (MCT) unu ux couemanusi (cm. pasoen 3).
IIpuobpemennvle (aymoummynHbvle) 6apuanmel OONE3HU NOMEHYUATLHO U3eYUMbl NPU NPOBeOeHUU
UMMYyHOMOOyaUpyrowel mepanuu, 8 m.4. 8 covemanuu ¢ mapeemuou KBT. Cnyuau cenemuueckux
nepsuunvix MIITH/C3ITI, ¢ komopwvix UCT neonpasoana, a ee Henpasuivbhoe HA3ZHAYEHUE MOANCEM
npugecmu ¢ CEepbe3HbIM  OCNONCHEHUAM,  mo2ym  nompebosamsv  Oaumenvhou  KBT.
Bozmosrcnocmu oupppepenyuanvroti ouacnocmuxu nepguunozo MIIIH/C3III ¢ P® ocpanuuensvi. B
YacmHoOCmMu,  U3-3a  CIOJCHOCMU  Memo008  OMCYMCMEYyen  603MONCHOCMb  ONpeoesisimb
aymoanmumena k C3, C4 u C5- konsepmazam (Hegppumuueckue pakmopul), asnarowuecs Haubonee
yacmou npudUHOl 803HUKHOGeHUs bonesnu [2, 26], Ho docmynno onpedenenue anmumen k paxmopy
H xomnnemenma (CFH). C yuemom smozo obcmosmenvcmea, 6 peanvHOU npakmuke OUAcHO3
npuobpemennozo  aymoummynnozo MIITH/C3ITI  (accoyuuposannoco ¢  neppumuyeckumu
Gaxmopamu) modxcem 6vimb YCmaHnosien npu omcymemeuu aumumen k gpakmopy H u cenemuueckux

anomanull (nocvze 6blNOJIHEHUA ceHemu4ecKkoco uCCJl6006aHHﬂ).

e Jlns mpaBUJIBHOTO BBIOOpA HAIpaBICHUH JajdbHEUIIEH TMarHOCTUKU U T€PANuU Yy MAIleHTOB
¢ mopdonornyeckumu npuzHakamu MIITH/C3I'TI MBI pexkoMeHAyeM TNpPOBECTH TTOUCK

npuunH BropuuHoro MITT'H/C3I'TI (em. maén. 1) [1,7, 9, 14].
YpoBenb yoeauteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — D)

Kommenrapuu: Juacnocmuxka MIITH/C3ITI Ha ypoene mopgonocuyeckoco  CUHOpOMA
omHocUumanvHo npocma (cm. mesucwi, pazoen 2.5.1). Buecme ¢ mem, 011 6b100pa NPpASUILHOLU
mepanuu (pazoen 3) pewarowee 3HaveHue umeem nOOMEEPHcOeHue Uil UCKIIOUEeHUe MOPULHOCTIU

MIITH/C3I'TI. Ocnosnvle nanpasienus 6 ouaznocmuxe emopuurnoco MIITH/C3ITI (mabn.1): 1)
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UCKTIOYeHUe UHDEKYUOHHO20 npoyecca, 0COOeHHO XPOHUYECKUX 8UpPYCHbIX uHgexkyuil: cenamuma C,
B, supyca ummynooepuyuma uenosexa (BUY), 2) nouck MoOHOKIOHAMLHOU 2ammanamuu, 3)
OUACHOCTUKA AYMOUMMYHHO20 3A001€8aHUSA, HANPUMED, CUCMEMHOU KPACHOU 8014aHKu, 4) nouck
conuownou onyxoau. B pazoene 2 ommeuenvt npunyunvl ouacnocmuxu eémopuurnoco MIII'H/C3ITI.
Jlemanvnas OouacnHocmuxa cocmosiHuil, Komopvle mocym oOvimv accoyuuposanvt ¢ MIIIH/C3ITI,
noopobno usznoxcena 6 coomeememsyiowux KP [9, 31-42] (Ilpunoscenue A3, mabauya 1) u

Haxooumcs 3a pamxamu oanuwix KP.

e Mpbl peKkOMEHIyeM HampaBJIATh MalMeHTOB ¢ momo3pennem Ha  MIITH/C3ITI wmm ¢
MIITH/C3TI'TI HeyTOYHEHHON STHOJOTUU B OKCHepTHhIC ((enepanbHble) LEHTPHI, IS

NPOBE/ICHUS IEPBUYHON JMArHOCTUKH U ONPEICICHUs MOIX0I0B K Tepanu [4, 9].
YpoBeHb yoenutebHocTH pekoMenianuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Kommentapun: Smuonocuueckas ouaenocmuxa MIITH/C3ITI croscna (Ipunoscenue b, areopumm
1). Beinonnenue mMHO2UX UCCIEO08AHULL MOXCem OblMb O2CPAHUYEHO HA DPeLUOHATIbHOM YpOo8He, d
npoyecc OUASHOCMUKU MOoxcem Oblmb ONUMENbHbIM U He VKIAObl8AmMbCsl 60 BPEMEHHble DAMKU
CManadapmuol 2ocnumanusayuu 8 Hegponocudeckoe omoenenue. Kpome moeo, unmepnpemayus
Pe3VIbmamos UCCIe008aHULl  MOodcem mpebo8amsv HAIUYUS IKCHEPMHO20 ONblMA C YYemoM
opgannocmu b6one3nu. Imo Kacaemcs 6cex 3manos OUACHOCMUKYU, HAYUHAS C MOPGHOI02UUeCcKO20
UCCNe008aHUsl NOYEYHOU MKAHU, Ol KOPPEKMHO20 AHANU3A KOMOPO20 3a4dcmylo HeoOX0O0UMOo
Haauyue cOOmMeemcmeayouwux pecypcos 8 namoio20aHamomuieckou rabopamopuu (cm. paszoen 2.5)
u umeroujeco onvim Hegponamonoza. Ha mecmax mooxcem Ovims ocpanuuen mpedyemvii 06vem
uccre0osanuil 01 OUACHOCIMUKY MOHOKIOHANbHOU 2aMMAnamuy, aymouMMyHHO20 3a00.1e8anusl,
npogedeHUs 2eHeMmUu4ecKUx Uccie008anull, onpeoenenuss aymoanmumen u oaxmopoe Komniemenma,
ymo onpedensiem YenecooopasHoCmv — HANPAGIeHUs MAKux NayueHmos 6 dKCnepmuvle YeHmpol,

umerouwue onvlm ouacHocmuxu u sedenusi nayuenmos ¢ MIII'H/C3ITI.

e Jlns mnpaBWIBHOTO BBHIOOpa JaimbHEMIIEH [IMAarHOCTHMKM W TEpalud Yy MalUueHTOB C
Mopdonornueckumu npuzHakamu  MIITH/C3TTI MBI pexomMeHIyeM JTUarHOCTHpPOBAaTh
nepsuunbiii MIITH/C3T'TI mocne uckiato4eHHs] OpYrMX HPUYUH TOPAKEHUs IOYeK (CM.
maobn. 1) [7,9, 14].

YpoBeHb yoenuTeJbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Kommenrtapuu: Ilpu ucknouenuu emopuynoco MIIIH/C3I'TI (maba.l) eenes3 3abonesanus modicem
ObIMb CBA3AH C 2eHeMUYeCKUMU AHOMATUAMU 0OelK08 KOMNWIeMeHma u/unu aymoanmumenamu K

Gaxkmopam komniemenma [2, 4, 5, 43]. Taxue cayuau omnocsm k nepsuunomy MIITH/C3ITI [2, 4,
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5, 9, 14]. Ux oanvretimas ouazHoCmMuKa 3aKiOYAemMcs 8 NPOBeOCHUU MOACKYISPHO-2eHEMUUECKO20

ucciedosanus u onepeodeieHus anmumel K paxmopam Komnjiemenma (maon.2).

e VY manuentoB ¢ jgokazaHHbIM mnepBuuHbIM MIITH/C3ITI npu OTCYTCTBUM T€HETHYECKUX
aHoManuil OeJKOB KOMIUJIEMEHTa, NPEICKAa3aHHbIX KaK IaTOT€HHbIE WJIH BEPOSITHO
naToreHHsle (Tab0ia.2), MBI PEKOMEHJyeM CUuTaTh Haubojee BEpPOSITHOM ayTOMMMYHHYIO
STHOJIOTHIO OOJIC3HHU ISl PUHSTHS PELICHUI 0 BbIOOpe JieueHus [2, 5, 14, 26, 44].

YpoBenb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5)

Kommenrapuu: [lpu ompuyamenvHulx pe3yiomamax 2eHemudecKkoeo Mmecmupo8anHus U
omcymcmeuu OaHHwvlX 00 YposHe aymoawmumeln K (akmopam KoMniemMeHma (He8o3MO’CHOCmU
onpeoeneHuss Ul 3A0epicKe BbINOJIHEHUsT Mecma) Hauboiee epOosiImHOU NPUYUHOLU NePEUUHO2O
MIITH/C3ITI cnedyem cuumams aymoummynnoiii npoyecc (maon. 2) [14]. Aymoummynuvie ciyuau
nepsuunozo MIII'H/C3I'T] ecmpeuaromes uawe, uem 2enemuyecku 0emepmMuHupo8aHtbvle 8apuaHmbl
bonesnu (vacmoma pecucmpayuu aymoanmumen cocmasisem 0o 80% cuyuaes nepsuunoeo MIITH,
eenemuueckux sapuanmos — oxono 20%) [2, 26, 44]. Taxou nooxoo, sadxcern 0isi ciyuaes, 8 KOMopvix

HeoOX00UM CPOUHbIL CIApm mepanuu.

2.1 KanoObl u_aHamHe3 JKanobvl u anammes npedcmasieHvl 6 pasodene «Knunuueckas

Kapmunay.

2.2 ®uzukajbHoe 00CaeT10BAHUE

Jannvie ghuzuxanbrHoco obcredosanus ykasamul 8 pazoene 1.6.

2.3 JIaGopaTopHbIe THATHOCTHYCCKHE MCCIe10BAHUS

e V DamMeHTOB C MpEANojaracMblM WM YCTAHOBJICHHBIM JHarHO30M MEPBUYHOTO WU
BropuyHoro MIITH/C3T'TI mb1 pekomennyem onpenenenue ypoBHedl C3 u C4 ¢paxuuit
KOMIUIEMEHTa Ui OIICHKM BOBJICYCHHOCTH KOMIUIEMEHTa B MATOJIOTHYECKHI Tpoliecc,
NporHo3a 3a00JIeBaHus 1 MOHUTOPHHTA Y3 PEeKTUBHOCTH Tepanun [26, 45-47].

YpoBeHb yoenuTeIbHOCTH PeKOMeHIaluil A (YPOBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 2)

Kommentapuu: /1o oanHbIM HECKONLKUX KO2OPMHBIX UCCLE008AHUAX C KOHMPOTeM pepepeHCHbIM
Memoodom  (KiuHuko-mopgonocuveckas — ouacnocmuxa — C3ITI/MIITH) [26,  45] u
PAHOOMUBUPOBAHHBIX KIUHUYecKux ucciredosanusi (PKU) onpedenenue yposuneii C3 u C4 ¢paxyuii
KOMNIEMEHma 8 KpOogU No380Jsem OYyeHUums ypogensb OUCpe2yIayul KOMIIEMeHma, Ymo 8axiCHO OJis

OUASHOCIMUKY COCMOAHUSL U MOHRUMOPUPOBAHUL Oomeema HA mepanuro (npu UCXOOHOM UX CHI/l.?fceHuu)

[46, 47].
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VY naunueHToB C MpeanojaraéMbIM MM YCTaHOBJIGHHBIM JIMarHO30M IE€PBUYHOIO WIIH
Bropuunoro MIII'H/C3I'TI Mbl pekoMeHayeMm MpoBeaeHue TabopaTOPHOM ITUAarHOCTUKU B
0a3oBoM o00BeMe, MPEeayCMOTPEHHOM pekoMmeHmanusmu 1o XbBII, ¢ menpio  orneHku

BBIPAXXCHHOCTH I[I/IC(l)YHKHI/II/I IIOYCK, IIPOrHosa, OMNpPEACICHUSA pCHOHpOTCKTHBHOﬁ TCpalunu

[48].

YpoBeHb yoenuTebHOCTH pekoMenanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)

Kommenrtapuu: MIIT'H/C3ITI, no onpedenenuio, a618emcs XPOHULECKUM NOBPENCOeHUEM NOUKU,

nosmomy ece cuyvau 3moeco 3a601e8anus. 00ANHCHbL ObIMb maccucj)uuupoeaﬂbz 6 coomeenmcmeuu ¢

pekomeHdauuﬂMu no xpOHMlleC‘KOZZ bonesnu novex. B xnunuueckux peKOMeHdauuﬂx ((XpOHU'{€CKa}Z

6one3nb nouex (XbI1)y» demanvHo ompadicenvl N0OX00bl K OUACHOCMUKE HATUYUS U BbIPANCEHHOCTU

oucynkyuu nouek, Komopwvie NOJHOCMbI0 npumMeHuMbl 05t nayuenmos ¢ MIITH/C3ITI [48].

VY nanuMeHToB C MpEanoiaraeMbiM MU yCTaHOBICHHbIM auarHozom MIITH/C3ITI mbr
pPEKOMEH/yeM MPOBOJIUTH IOJACYET JAUCMOPPHBIX HPUTPOLMTOB U AaKAHTOLMTOB JJIS

KJIMHUYECKON TUArHOCTHKU U OIIEHKH TSKECTH TJIOMEPYJISIpHOTO mopakerus [49].

YpoBeHb yoeauTeIbHOCTH peKOMeHIaluil A (YPOBeHb 10CTOBEPHOCTH J10KA3aTEJILCTB — 1)

KommenTapuun: Oyenxa mooicem 6vimb nposeoena npu MUKpOCKONUYECKOM UCCIe008aHUU

0CaoKa MOYU UU asmodarnaiuzamope 0CaoKa Moyu.

VY manMeHTOB € MpEANoiaraeMbiM WM YCTAHOBICHHBIM jauarHozom MIITH/C3TTII wu
Hepporrueckum cuuapomMom (kogx MKB-10 N 04.) ™Mbl pekoMeHayeM BBITIOJIHSTH
KoaryjuorpaMMmy (OpHEHTHPOBOYHOE MCCIEIO0BaHUE CHUCTEMBbl reMocTas3a) JIJsl JUArHOCTHKHU
HapylIeHUH  Koaryjasiud, MX  CBOEBPEMEHHOW  KOPpEeKIMH M  NpOQHIAKTUKU

KU3HEYTPOXKAIONIUX ocnokHeHu# [50].

YpoBeHb yoenuteqbHoCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Kommenrtapuu: Ilpu HC nomepu ¢ moyou anmuxoa2yisiyuoHuulx gaxmopos (aumumpomouna 11,

npomeuna S, niasmMunozeHa u 0p.) Mocym Obimb CYWeCmEeHHbLIMU, NPUBOOsL K 2UNEPKOACYIAYUU U

VBEUYEHUIO PUCKA BEHO3HBIX U apmepuaibhblx mpom6ozos [50, 51].

VY mnanueHToB C ycraHoBieHHbIM auarHozoM MIITH/C3TTT u mopo3penuem na BUU-

MHQPEKIUIO W/WIM XpOHUYECKH BUPYCHBIM rematuT B umum C Mbl peKkoMeHayeM MpOBOJIUTH

7a00paTOPHYIO TMarHOCTUKY 3THX WH(PEKIIMOHHBIX 3a00JI€BaHN B 00BEME, TPEYCMOTPEHHOM

KP no BUY-undexumu y B3pocibix, KP mno xponmueckomy rematury C u KP mo
XpOHHYECKOMY TenaTtuty B amns uckmrouenus stux uHdexuuit kak npuund MITTH/C3ITT [32-
34].
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YpoBenb yoeauteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5)

° VY marnuenToB ¢ ycraHoBiieHHbIM auarHozoM MIII'H/C3I'TI u momo3peHueM Ha CETNCUC MBI
PEKOMEH/IyeM BBINIOJIHATH UCCIIEIOBAHUE YPOBHS MpOKadblUTOHMHA U C-peakTUBHOro Oenka B
CBIBOPOTKE KPOBH JUIsI CBOCBPEMEHHOH TUATHOCTHKH OaKTePHAIILHOTO CEeINCUca KaK MPUYHHBI
nopakeHus mouex [52-55].

YpoBeHb yoeauTeIbHOCTH PeKOMeHIaluil A (YpOBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 1)

° VY mamueHToB ¢ ycraHoBiieHHBIM jauarHo3zoM MIIIH/C3I'TI mMbl pexomMeHIyeM BBIIOTHATh
OIpeIeIIeHUE COJCPKAHMsI aHTUTET K aHTHreHaM siapa kiaetku u JIHK (antunykineapHsiii ¢pakTop) B
KPOBH JIJISl JIMATHOCTUKHA ayTOMMMYHHOTO 3a00JICBaHUSI KaK BEPOSITHOT'O ATHOJOTHYECKOTO (hakTopa
3abosieBanus mouek [56, 57].

YpoBeHb yOeIUTEILHOCTH peKOMeH1aliii A (YPOBeHb 1I0CTOBEPHOCTH I0KA3aTeIbCTB — 1)

. VY maunueHTtoB ¢ ycraHoBieHHbIM nuaraHozom MIITH/C3I'TI u THOJOXKHUTENBHBIM THUTPOM
aHTHHYKJIEApHOTo (hakTopa Mbl PEKOMEH/IYEM BBIMOIHATH ONPE/EIEHUEe aHTUTEN K JIBYCIHPAIbHON
JHK komuuecTBeHHBIM MeTojoM (ompeneneHue conepxkanus antutesn Kk JIHK nHatuBHO) s
UCKJIIOYEHUS] WM TOATBEP)KIEHUS CHCTEMHOM KpacHON BOJYAHKH, KaK BEPOSTHOM INPUYMHBI
paszsutusa BropuyHoro MIII'H B pamkax Bomyanounoro Hedpura III/IV kmacca uam BTOpUYHOM
C3I'TI [58].

YpoBeHb yOeIUTEILHOCTH PeKOMeH i A (YPOBEHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 1 )

. Y namueHToB ¢ ycTaHoBieHHbIM juarHozoM MIITH/C3I'TI u  mnono3peHuem Ha
PEBMATOUJHBIA apTPUT MBI PEKOMEHIYEM IPOBOIUTH OIPEIEICHHUE COIAEPKAHUS PEBMATOUHOTO
(dakTopa B KpPOBM, ONpPEIEICHHUE COACpKAHMSI aHTUTEN K LUTPYUIMHUPOBAHHOMY BUMEHTHHY B
KPOBHU U ONpE/IeNICHNE COACPIKAHUS aHTUTEI K IIUKINYECKOMY HUTPYIHHOBOMY TienTuay (antu-CCP)
B KPOBH JUIsl TUATHOCTHKH PEBMATOMIHOTO apTPHTa KaK IPHUYMHBI IIOpaskeHust movek [59-61].

YpoBeHb yoenuTeJIbHOCTH PeKOMeH1anuil A (YPOBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 1)

. VY mnamueHtoB ¢ ycraHoBieHHbIM auarHozomM MIIIH/C3I'TI Mbl pekoMeHayeM BBITOIHSATH
OIIpeJIeNIEHUE CO/IEpPIKaHUs aHTUTEN K OeTa-2-TIIMKONPOTEHHY B KPOBU U OIpEIeNIeHUE COEpKaHHs
aHTUTEN K KapJIUOJIMIUHY B KPOBU C LIEIbIO CKPUHUHTAa aHTU(OCHOIUIHUIHOTO CHHApPOMA Kak
NPUYHHBI TOpaKeHHs movek [62, 63].

YpoBeHb yoenuTeIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB — 1)

° VY mnamuenToB ¢ yctaHoBieHHbIM auarHozom MIITH/C3I'TI mber pexomMeHyeM BBITIONTHITH

UCCIICIOBAaHNE YPOBHS KPUOTJIIOOYIMHOB B KPOBH C COOJIIOJICHHEM TEMIIEPATypHOTO pEeXHMa
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MpeaHaATMTHYECKOTO dTana ucciaeoBanus (Xpanenue 6uoodpasma mpu temmneparype He Hmwke 37C) ¢
LEJIbI0 CKPUHUHTA KPUOTJIOOYIMHEMUH KaK MPUYUHBI TIOpaKeHUs ovek [64-66].

YpoBeHb yoenuTeIbHOCTH peKoMeHIaluil A (YPOBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 2)
. Y namweHToB ¢ ycTaHOBIeHHBIM jauarHozom MIITH/C3I'TI  mist  quarHOCTHKH
MOHOKJIOHQJIbHOI raMManaTHH Mbl pEKOMEHAYeM IIPOBOJAUTH UCCIIEOBAHUS B CIEAYIOLIEM O0bEMeE:

- HCCleI0BaHUE MOHOKJIOHATBHOCTH UMMYHOTJIO0YJIMHOB B KPOBU METOJIOM UMMYHO(HKCAINH,

- HCCJIeIOBAHUE MOHOKJIOHATHFHOCTH UMMYHOTJIO0YJIMHOB B MOYE METOI0M UMMYHO(DUKCAIINH,

- WCCIIEJJOBAHHE MOHOKJIOHAJTBHOCTU JIETKUX IeNeld HMMMYHOTJIOOYJTUHOB B MOYE METOJOM
UMMYHO(DUKCALIUH,

- HCCJEIOBAaHUE MOHOKJIOHAJIBHOCTH JIETKUX LeNeld HMMYHOTJIOOYyJIWHOB B KPOBU METOJOM
umMMmyHoukcaiu [67, 68].

YpoBeHb yoenuTeJIbHOCTH peKoOMeHanmii A (YpoBeHb J0CTOBEPHOCTH /I0KA3aTeILCTB — 2)
Kommenrapuu: [lpuyunotl oucpezyiayuu aibmepHamueHo2o nymu KOMniemMeHma u ¢opmupo8aHus
C3I'Tl unu Oenosuyuu MmHMI 6 nouke u pazeumus emopuynoco MIIITH mooicem 6vimo
MoHoknoHanvHasn cammanamus [1, 2, 7, 8]. IIpu MIII'H, accoyuupoeannom ¢ mHUI, nepedku cnyuau,
K020a napanpomeur mpyoHo n000Aemcsi 8blAGIEHUI0 8 CbIBOPOMKe KPOSU U/UNU 8 MOYe PYMUHHbIMU
Memooamu, 4mo Mmodcem mpe6o8amv 6bINOJIHEeHUsT NOSMOpHbIX mecmog [69]. B uccredosanuu c
KOHmMpoieM peghepencHbIM MemoooM OblI0 NOKA3AHO, YMO 4y8CMEUMENbHOCIb U CeYUDUUHOCMb
Memooda UMMyHopuKcayuu 01 OUACHOCMUKY MOHOKIOHATbHOU 2aMManamuu CyujeCmseHHo abvlule,

yem snekmpogopes 6enxos cvisopomxu unu moyu [68].

° VY mnamueHToB € MpearnoyiaraeMbIM WM yCTaHOBJIEHHBIM auarHozom MIITH/C3ITI s
JTUArHOCTHUKH MOHOKJIOHAJIbHOW TaMMamaTHU Mbl PEKOMEHIyeM OIpefelieHue CoIepKaHUsI
CBOOOIHBIX JIETKHUX Iierneit B kposu [70, 71].

YpoBeHb yoeauTeIbHOCTH peKOMeHIaluil A (YPOBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)

. VY manuenToB ¢ ycranoBieHHbIM nuarnozoM MIITH/C3TTI mb1 pekomMeHyeM ompeaeneHue
AKTUBHOCTH JIAKTATACTUJIPOTEHA3bl B KPOBH, WCCICIOBAHWE YPOBHS TalTOTJIOOMHA KpPOBH,
WCCIIEIOBAaHNE YPOBHS TPOMOOIIMTOB B KPOBH, HMCCIEIOBAHUE YPOBHS IHU30LMTOB B KPOBH IS
JTUArHOCTHKH MUKPOBACKYISPHOTO T€MOJIHM3a U TPOMOOTHYECKOW MHUKPOAHTHOMATHH KaK MPHUYUHBI
nopaXkeHus mouex [72].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

. Y mnanueHToB C YCTAHOBJICHHBIM  HWJIM  [OPEANOJIaracMbIM  JUArHO30M  IICPBUYHOTO

MIITH/C3I'TI MBI peKOMEHIyeM BBINOIHATH MOJICKYJISIPHO-TEHETUYECKOE HCCIICI0BaHUE
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mytaruii  pakropoB H, I, B, C3, tpomOGomonmymuna, MCP, a Takke MyTanmuil Ipyrux
KOMIIOHEHTOB KOMIUIEMEHTa (cM. Tabn.2) [Jsi OmpenesieHus TEeHETHUYECKOW STHOJIOTUU

nopaxeHus nouek [26, 27, 43, 73].

YpoBeHb yoeauTeIbHOCTH PeKOMeHIaluil A (YpOBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 2)

KommenTapuu: Bwisgnenue ecenemuuecku-oemepmunoposarnnoeo MIIIH/C3ITI kpumuyno 0ns
onpedeneHus HanpasieHull mepanuu. B smux ciyyasx ciedyem uzbeeamov neonpasoannou HUCT,
noaw3sy nasnavenusi KBT [2, 5, 9]. Hepsuunviit MIITH/C3I'TI moscem 6oimb 06ycionern Mmymayusimu
benkoe Komniemenma unu pe2yrupyiowux oeixos [2, 4, 5, 9, 14]. Cuumaemcs, umo munumanvhwiil
Habop eenos, komopwlil doacen bvimv ckpunuposan npu C3I'TI, exnouaem CFH, CFl, C3, C5, CFB,
CFHR1-5, MCP, DGKE (ma6n.2) [9, 14]. Monexyrapuo-cenemuueckuii anaius 00axcern Oblmo
BbINOJIHEH C NPUMEHEHUeM COOMBEMCMEYIOUUX MEXHOI02UL, NO3BONAIOWUX ONPeOelumsd 8apuayuu

yycna Konui, OOHAPYHCUMb 2UOPUOHBIE 2eHbL U Opyaue CLONHCHble—NepecmpolKy 8 001Acmu 2eH08

CFH/CFHR [43].

e VYV mamuenTtoB ¢ jaumarHo3om mepBuuHOoro MIITH/C3ITI MBI pexkomMeHayeM OIpeneicHHe
conepkaHusl aHTuTeNl K (akropy H mns quarHoCTHKM ayTOMMMYHHOW 3THOJIOTHH OOJIE3HH
[15, 26, 27, 74].
YpoBeHb yOeIUTEILHOCTH PEKOMeH Il A (YPOBEHD J0CTOBEPHOCTH 10KA3aTEIbCTB — 2 )
Kommenrapuu: Buisgrenue anmu-¢paxmop H anmumen noseonsem onpedenumv aymouMMYHHYIO
npupooy MIII'H/C3I'Il. B npugedennbvlx ucciedo8anusix mom anHaiu3 Ovlll 8bINOJHEH ¢ KOHMPOJeM
pedpencHbIM MemoooM, A UMEHHO MOpGonocuuecKum ucciedosanuem noveunou mrxanu [14, 15, 26,
27, 74]. Yacmoma evisignenus anmumen x gaxopy H npu nepsuunom MIIITH/C3I'TI cocmaensiem 6-
12% npomus 80% evisienenuss anmumen x C3 u CS-xonsepmazam [2, 26]. Bosmoosicnocmu
onpedenenusi aumumen K gakmopy H 6 P® ocpanuuenvl, Kax u He@pumuueckux axmopos,
anmumen xk ¢paxmopy B, | u C3b-¢ppaxyuu xomniemenma. B smoii cés3u yenecoo6pazno exkiouams
NayueHmos 6 Uccie008amenbCKue npozpammbl, Komopwvle mMo2ym Ovimb 00CMYnHbl 8 (hedepanbHbIX

IKCNEPMHbIX YEeERMpax.

2.4 UucTpyMeHTAJNbHBIE JMATHOCTHYECKHE HCCIeI0BAHMS

e VY DANMEHTOB C IMPEANOIaraéMbIM WM YCTAHOBJICHHBIM II€PBUYHBIM WM BTOPUYHBIM
MIITH/C3T'TI Mbl peKOMEHIyeM BBIIOIHATH YIbTPAa3BYKOBOE MCCIEIOBAHUE IOYEK JUIS
OLICHKH HX CTPYKTYpHI [75].

YpoBeHb yoeauTeIbHOCTH PeKOMeHIaluil A (YPOBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
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2.5 Uuble AHArHOCTHYECKHE HCCIe10BAHUS

e VY mammenTtoB ¢ mepBUYHBIM wWiu BTOopuyHbIM MIITH/C3I'TI MBI pekoMeHayeM Ha3HA4aTb
npueM (0CMOTp, KOHCYJIBTALMIO) Bpada-o(TalbMOoJIora NEePBUYHBIN (P HEOOXOIUMOCTH —
MIOBTOPHBII) C IEJIBIO BBISBICHHS MaKyJIspHO# quctpoduu [29].

YpoBenb yoeauteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4)

Kommenrtapuu: [lamonocusa anomepnamugno2o nymu KOMnieMeHma 3a4acmylio He 02paHuyueaemcs
MONLKO NOYeuHol mKauvlo. B pempocnexmusnom uccieooganuu KomniemeHm-onocpeoo8aHHblx
cnyyaee MIITH y ok.40% nayuenmos Ovliu 6bla6leHbl NPUSHAKU KOMNJIEMEHM-0N0CPe008aHHO20
NOPadiCeHusi Opeana 3peHus 8 8uoe MaxkyIapHoU OUucmpoguu, 8 NOI08UHE CY4aes C HapyUuleHuem e2o
Gpynukyuu [29]. Opmanvmonocuueckuii ocmomp nayuenmos ¢ MIITH/C3ITT u  eviserenue
cneyughuuecko2o0 NOPAdtCeHus cemuyamrKu MO2Ym KOC8EHHO YKA3bleamb HA NEPEUYHbLIL 8ApUAHM
oucpeynayuu  A1bMEePHAMUBHO20 NYMU KOMHIeMeHma U Cnocobcmeosams  npoguiaxmuxe

HapyuwieHus QYHKYuU opeana 3peHus y makux nayuesmos.

e V¥V mammentoB ¢ auarnozom MIII'H/C3I'TI u BeisiBnenHbiM MUI™ B CHIBOPOTKE W/WIIM MOYE MBI
pEeKOMEHAyeM Ha3HayaThb IMpHEM (OCMOTp, KOHCYJbTAlMs) Bpaua-remMarosiora HEepBUYHBIN
(mpx HEOOXOIMMOCTH — OBTOPHBIN) ISl ONpeAeTeHNs AaibHenero oobema o0CiIe]0BaHUs
U JICUCHHUS B paMKaX MOHOKJIOHAJIbHOW ramMmanaruu [ 76, 77].

YpoBeHb yoenurebHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

2.5.1. Mopgonoruyeckoe ucciaegoBaHue

e Jlms moaTBepkAE€HUA AWAarHo3a y manueHToB ¢ mono3pernrem Ha MIITH/C3ITI wmbr
peKoMeHAyeM BbIIIOJHEHUE Ouoncun mnoyku mnox Y3M  koHTposeM ¢ maTosoro-
AHATOMUYECKUM  HUCCIICIOBAaHWEM  OWONCHIHOTO  MaTepuaja  TOpH  OTCYTCTBUH
npoTuBonokazanuii [1, 78-81].

YpoBeHb yOenuTeIbHOCTH PeKoMeH1anuii A (YPOBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 2)
KommenTapuu: Mopgonocuueckoe  uccnedoganue  noueyHor — mMKAHU — NO380AsA€m
OUACHOCMUPOBAMb MUN  2JIOMEPYIAPHO20 NOBPENCOEHUS U SABIAEMCS HeOMmbeMIeMbIM IMAanom
nepsuunou ouaenocmuxu MIIIH/C3ITI. JloxazamenvHas 6aza me3uca-peKomMeHoayuu 0CHOBAHA HA
KkpynHom uccrnedosanuu [18], 6 komopom ¢ npumenenuem OanHOU OUASHOCMUYECKOU MEMOO0N0UU
onpeodensinu cayvau MIITH u C3I'TI cpeou Opyeux enomepyronamuii. Ippexmusnocms nodob6Ho20
nooxooa noomeepacoarom doarHwvle uccieoosanus MIII'H ¢ P® [1] u neckonvko cucmemamudeckux

0630pos [19-81], nocesawennvix snudemMuoI0cUl NEPEULHBIX U BMOPUUHBIX 2TOMEPYIOHeDPUMO8 8
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PA3IUYHBIX PESUOHAX MUPA, OUACHOCMUPOBAHHLIX C NOMOWBIO OUONCUU NOYKU U NOCTIe0YIoue2o
KAUHUKO-MOPGPONI02UYECKO20 aHATU3A.

buoncus nouxu sensemca uneazugnot npoyedypoi u mpebyem oyeHKU ee HaIudus NOKa3aHuu
u npomusonokazanuti [48]. B omoenvnvix cuyuasx MIIICH/C3ITI, nanpumep, npu napacmanuu
npomeuHypuu Ha pore mexywe2o ieueHus: O OYeHKU MOPPOI0SULEeCKOU AKMUBHOCMU 3a001e8AHUS
U CmeneHu 8blPaNCeHHOCMU XPOHUYEeCKUX U3MEHEeHUll U onpedeienus OanbHetluel MakmuKu 6e0eHus

Modicem Oblmb bINOIHEHO NO8MOPHOe Mopghoaocuueckoe uccredosanue [9].

o Hnsa muarnoctukun MIITH/C3I'TI mammenTam ¢ moxo3peHHEeM Ha 3TO 3a00JIeBaHUE TIPH
BBITTOJITHCHUM  T1aTOJIOT0-aHATOMUYECKOTO HCCIICIOBAaHUS OHOICHMMHOTO MaTepHuajia IMOYKH MBI

PEKOMCHAYEM, KAK MUHUMYM, IIPUMCHSITH.

- CBETOBYI0 MHKPOCKOIUIO (MHKPOCKOIIMSI MHUKpOIIpenapara TKaHEl Mo4ku) (OKpackud Ha
napaMHOBBIX CPe3ax: 'eéMaTOKCHJIMHOM M 303MHOM, TPUXpOMallbHas OKpacka 1o Maccony,

[TAC-peaxitusi, UMIIperHaiys cepedpom mo JHKOHCY):

- IMMYHOQITFOOPECIICHTHBIE METOJIbI C OIICHKOW TioMepyispHbix aernozutoB (UI' A, M, G,
JIETKUE LenH JisMOaa 1 Kamma, pudpunoreH, Gppakiuu komiuiementa C3, Clq) [78-81].

YpoBeHb yOeIUTEILHOCTH peKoMeHaaluii A (YpoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

Kommenrapmii: /na nepsuunoti ouacnocmuku MIITH/C3IT] neobxooumsl OanHvle €68emogoll
MUKpOCKOnUU u ummyHo@nioopecyenyuu. Kadxcovui uz smux memooos manpasien Ha GvlseleHuUe
Pa3nuuHblx Mopgonocuieckux napamempos, xapaxmepusyrouux ocodvennocmu MIITH/C3ITI 6
KOHKDEemHOM Clyuae, 4mo umeem ceoe 3HaueHue 0asa ouazHocmuku oonesnu. 110006HbIE N00X00 K
OYeHKe NOYeHOU MKAHU SA618emcs CMAaHOApmuwvim 8 Heghponozuyeckou npakmuxe [82-84]. B
Kauecmee OOKA3aMeNbHOU 0a3bl Me3uca NpusedeHsvl UCCIe008aHUsl, BKIIOUAS CUCMeMamuyecKue
0030pbl, 6 komopwvix MIIIH/C3ITI eepuguyuposanvt mopghonocuuvecku npu ucnoib308aHuu 6cex

VKazauHvlx memooux [18-81].

e Jlna nuddepeHnnanbHOl AUarHocTuku manueHtam ¢ auarnozom MIITH/C3TTI mo maHHBIM
CBETOBOM U HMMYHO(DIIIOOPECHIEHTHONM MHKPOCKONUU MBI PEKOMEHIYyeM BKJIIOYaTh B
MaTOJIOT0-aHATOMUYECKOE HCCIIEJOBaHHE OMOICHUIHOTO MaTepuana MOYKH  3IIEKTPOHHYIO
MHKPOCKOIIHIO MUKpOIIpenapara Tkanei mouku [78-81].

YpoBeHb yoenuTeIbHOCTH PeKOMeHIaluil A (YPOBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 2)

KommenTapmii:  Viempacmpykxmypuolti  ananuz nocpeocmeam  91eKMpPOHHOU — MUKDPOCKONUU

HeobXo0uM OJisl YMOYHeHUs Xapakmepa O0enosumos U ux JOKAIU3AYUU 8 CMPYKmypax KiyOouka.
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Omom memoo a611emcsi eOUHCMEEHHLIM HAOEHCHBIM 0151 OUpGeperyuanrbHoll OUAZHOCMUKU PA3HBIX
@opm C3IIl - 6onesnu niomuvix Oenozumos u C3-enomepyronedppuma [85] u moowcem 6Ovime
noneseH  Npu  COMHUMENbHbIX — pe3VIbMmamax  uMMyHoQIyopecyenyuu, a maxosce o4
ougpouacnocmuku ¢ OpyeuMu UMMYHOKOMNIEKCHOIMU 2TIOMEPYIAPHLIMU OONE3HAMU, NOCKOIbKY

cybempykmypa denozumos komniemenma u MK umeem onpeoenennvie omauuus [17].

. Y nmnauumentoB ¢ mnonxo3penueM Ha C3ITl npu mnpoBeaeHUH MATOJIOr0-aHATOMUYECKOTO
UCCIICIOBAaHMsT ~ OMONCHIHOTO  (ONMEpalMOHHOTO)  MaTepuana TMOYKH € TPUMEHEHUEM
UMMYHO(DITIOOPECHEHTHBIX MeTON0B ¢ 1enbio auarHoctuku C3ITI Mbl pekomeHayeM CcuuTaTh
JTUArHOCTHYECKUM KpuTepueM Oosie3Hu neno3unuio C3, MHTEHCHUBHOCTh KOTOPOW TMPEBBIIIAET
MHTCHCUBHOCTh OTJIOKCHHS JIPYTUX PEAKTAaHTOB B CTPYKTypax TJIOMEPYJ, Kak MUHHMYM, Ha 2
Oasuta mpu MOTyKOJUYeCTBEeHHOM orienke ot 0 1o 3 6aios [1, 26, 27, 46, 47].

YpoBeHb yOeIUTEILHOCTH peKOMeHIaluii A (YPOBEHb J0CTOBEPHOCTH T0KA3aTEIbCTB — 2 )

e VY nauueHToB ¢ AoMuHMpyromed nenosunueil C3 mo JaHHBIM MMMYHOMOP(HOJIOTHYECKOro
aHaJIM3a Mbl PEKOMEHJYEM  BBIIOJHATH  IAaTOJOr0-aHATOMUYECKOE  HCCIEI0BAaHUE
OUOTICUITHOTO (omepanmoHHOT0) Marepuaia MTOYKH c MIPUMEHEHUEM
UMMYHOTMCTOXMMHUYECKAX METOAOB C JIUIECTHEH C 1EJIBbI0 BBIABICHUS  CKPBITBIX
(MackupoBaHHbIX) anuTonoB Ul u nuddepeHnnanbHol TMarHOCTUKY THIIA TJIOMEPYIISIPHOTO
noBpexaenus [86, 87].

YpoBeHb yoenurenbHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)

Kommenrapmii: HAvmynogayopecyenmnoe uccreoosanue npu MIIIH moocem umems Hekomopule
oepanuuenus: 1) snumonvr UI', komopwie domichbl g3aumooeiicmeosams ¢ anmumenamu Kk UI" npu
UMMYHONIO2UYECKOU — peakyuy, — Moeym  Oblmb  3aKpblmbl  OpyeuMu  MOJeKyiamu,  2)
UMMYHO@IyOpecyeHmoe UcCie008aHue Ha CEEeHCe3AMOPOICEHHBIX CPe3ax Modcem 0asamy JI0IHCHO-
He2amueHvle pe3yibmamel. B maxux cuyuasax pymuHuvie UMMYHOMOpEON02UHECKUEe Memoobl
00/IICHbL  OblMb  OONONHEHbl  UMMYHOSUCIOXUMUYECKUM —UCCIe008AHUEM NOYeYHOU MKAHU C

oucecmueti - SH3UMHbIM 0eMACKUpo8anuem 3numonos anmueeros U1l [86-87].

3. Jleuenwue, BKIIIOYAsT MEAMKAMEHTO3HYIO U HEMEIMKAMEHTO3HYIO TEpaIHH,
JTUeToTepanuto, 00e3001uBaHne, MEAUIIMHCKUE TTIOKa3aHNUs U IPOTUBOTIOKA3aHUs K

IMPUMCHCHHUIO MCTOJ0OB JICUCHHA

Beeoenue. Kpamko- u cpeounecpounvie yenu nevenuss MIII'H/C3ITI — pedykyus npomeurypuu,
Heghpomuuecko2o CcuHOpoma, Kynupogawue aKkmueHocmu Hegpuma, uYmo 6 O00J20CPOYHOL

nepcnexkmuee nNpueooum K NpOLOHeUposanuro @yuxyuu nouyex [S)]. Hzeecmuo, umo cHuicenue
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npomeunypuu, xax munumym, Ha 5S0% wunu Oonee 6 meuenue 2coo0a om HaA4aANA JleYeHUs.
aACCoOyUUPOBAHO CO CHUMNCEHUeM pucka ympamol Gyuxyuu novex npu MIITH/C3ITI [5, 88].

Ilpu evisenenuu 3abonesanus, saensaowezocs npuuyunonu MIITH/C3ITI (mabn.l), ece neuebmnvie
yeunus HeobXxo0umMo HAnNpasumev Ha JjedeHue 2mo20 npoyecca. 1100xoovl k neueHuro Haubonee
yacmulx cocmosanuil, accoyuuposarnvix ¢ MIII'H/C3ITI, nodpobno oceewyeHvl 8 COOMBEMCMBEYIOUUX
KP (Tabnuya 1 Ilpunosicenue A3.) u ocmaiomces 3a pamxamu Oawnvix KP. I[lpu omcymcmeuu
CManoapmos evenus 3abonesanus, npusedweeo k MIITH/C3ITI, credyem npumenumo
nepconuguyuposanuviii nooxoo [9].

Cmpameeuro eedenus nayuenmos c¢ nepeuunvim MIIIH/C3I'TI onpedensiom. axmuéHocmy
KAUHUYECKUX NPOsGIeHUll U MOPQONocUHecKux usmenenull (puc.2); u dsmuonocusi OOne3nHu —
AYMOUMMYHHbBIL Ul 2eHemudeckutl gapuanmsl (puc.l); smu ¢paxmopol 00HCHbL OblMb yumeHvl nPu

NPUHAMULU PeUleHUll O CPOKAX NPO8edenUsl U 0bvbeme mepanuu.

AKTUBHOCTb TE4EHMA NEPBUYHOTO

MIMrH/c3rn
|
v v v
HuzKoM cteneHn AKTUBHOE TeueHue KpaiiHe aKTMBHOE TeueHHe
(HU2KKi1 puck nporpeccuposaHua) (ebicokuit puck nporpeccupoeanuns) (oueHb BBICOKMIT pUCK NpOrpeccMpoEaHmna u
Hanuuue scex npusHaKkos: Cytoynaa npoteunrypua 21 r/cyt™ u yTpatbl PYHKLMM NoYeK)

*  CytouHan npoTeuHypua <1 r/cyt Hanuuue no60oro Uz npusHakos: CUMNTOMbI 8KTUBHOIO TEUEHUA + HaNUUUe
* orcyrcteue nwboro npusHaka KnuHnuueckue: noboro uza creayroLMX NPU3HAKOB!
aKTMBHOrO TedeHUue 3abonesaHus *  [nomepynAapHaA remaTypusa uam Knaunuueckue:

HedpUTUUECKUil cUHAPOM * BIMHC
*  HeobbAcHMMOE UHBIMKU NPULUHAMYU * HedpoTtuueckuit cuHgpom c
cHukeHue pCKD > 20% B Teuerue 1 roga OCNOXHEHUAMM
*  CHwxenue C3 komnnemeHTa Mopdponozuueckue:
*  TlonoxuTenbHbie aHTUTENa K GakTopam * Monynyuus (knetousbie u pubposHo-
komnnemerTa (aHTu-dakrop H) knetouHbie) B >25% knyboukos
Mopdponozuueckue: * Bocnanenue uxtepctnuma >50%
* [lponudepatusHbie peakuuu 8 >25%
knyBOUKOB: 3HAOKaNUANAPHAA
TMNEepKAETOYHOCTb, Me3aHrmanbHasa
nponudepauuu, nelKoLMTapHan
uHOUABTPaLMA KaNWANAPOSB (IKcCyaaTUBHbIE
M3MEHeHUA)

Puc.2. Kputepun kmuHHYecKOW W MOPQOJIOTHUECKOW akTHBHOCTH TepBuyHoro MIIIH/C3TTI.
[Ipumeuanusi: MIIIH - wmemOpanonponudeparuBuslii  rimomepynonedppur, C3I'TI — C3-
rnomepynonarus; Ud — ummynodaroopecuenus; C3 — nenosuus C3 (pakiun KOMIIEMEHTa B
kiyoouke npu uMmmyHodmoopecueHny; BITHC — OvicTponporpeccupyomuii HeppuTHUECKuit
cunapom; pCK® — pacyeTHast CKOpOCTh KIIyOOUKOBOH (PUIBTPAIUH.

* y marmentoB co cHmkenneM pCK® /i BhIpaKEeHHBIMEH (HOPOILIACTUYCCKUMH M3MEHEHHUS MTOYEK
(uHTEpCcTHLIMANBHBIA GUOPO3 U TyOyiIsipHas aTpoQus/TIoMepynockiepo3>50%) npuauHOi mpoTenHypun >1
r/cyT moxeT ObiTh He aktuBHOCTH C3I'TI/MIII'H, a remoamnamuueckas meperpyska KiyOOYKOB B paMKax

BTOPHUYHOTO (bOKaJ'IBHO-CCFMCHTapHOFO CKJICpO3a K.TIY60‘1IKOB.
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Jluya ¢ nHeaxmusHblM meyeHuem OONe3HU UMerom O1A2ONPUAMHBIIL NPOSHO3 U, KAK NPAGUJIO, He
mpebytom ummyHomooyaupyioweu mepanuu w/uru KBT. YV nayuenmos ¢ axmueHvim meueHuem,
UMEIOWUX BbICOKUE DUCKU NPOSPeccUpo8anuss OONe3HU U pa3eUumus MepMUHATbHOU NOYedHOU
neoocmamounocmu (TIIH), ciedyem paccmompems Kak MOJXCHO 6ojee Obicmpoe Hauaio mepanuu ¢
VUemoM 6epOSIMHLIX CPOKO8  3A6epUuieHUs OUACHOCMUKU — BEPOSMHbIX NPUYUH U EeMNO8
npoepeccuposanus ouc@ynxkyuu nouex. Ilpu cmabunvhotl hyHkyuu nouex ciedyem paccmompems
B03MOJICHOCMb ~ OMCPOYUKU Mepanuu 6 NoAb3y 3d6epuieHuss OUdeHOCMUKY, 6 CAV4asAX ¢
npozpeccupyioweil OuchyHkyuel nouex jeuenue ciedyen UHUYuuUposams 6 Kpamyaiuue cpoku [4,
9]. Ilpu paszeumuu ocmpoeo nospexcoenuss nouex (OIIIl), BIIHC ¢ nekpomupusyowum
nopasiceHuem  Kiyboukos wunu  maxceroco HC wumu  pacnpocmpanennoeo  myoyno-
UHMEPCMUYUATILHO2O BOCHANIEHUs JledeHue CMOum HAYUHAMb He3aMeOIUmenbHo U3-3d O4eHb
gvicokux puckos pazeumuss TIIH 6 Oauocatiwmee epems. Taxkue cayyau, o00bluHO UMeOM
aymoummyHnnvie mesanusmvl 6oaesnu [26], nosmomy onpasoano nauano HCT 0o 3aeepuienust
NONHOU OUASHOCMUKU, C OYEHKOU KpAmKOCpouHo2o omeéema Ha nedernue ([Ipunoscenue b, ancopumm
2).

B carydae ceHemu4ecKu demepMuHMDOSClHHOZO eapuarnma sabonesanuss KBT sensemcs ocnoeHvim

UHCMPYMEHMOM — UHOYKYUU U HOOOEPIUCAHUS  PeMUCCUU oonesnu.  HMHOykyuonmas
ummynomooyaupyiowas mepanus (MCT) onpasoana y nayuenmos ¢ 8blpadceHHol 60CNAIUMeNbHOLL
peakyuetl 6 knyoouxe [47] w/uru npu nedoocmynnocmu KbBT.

Ilpumenenue UCT 6 crnyuasx aymoummynnozo eapuanma nepsuunoco MIITH/C3ITI moocem

MOOYIUPOBamMs HeOIa2onpsimHble dPPexmvl aKmusayuu KiemoyHo20 UMMYHUMEmMAa HA YPOGHe
NnoYKU (80CnANeHUsl) U CHUJCEHUs 00pazoeanus aymoanmumen Osi OOCMUNCEHUS CMOUKOU
007120CPOYHOU pemuccull. AKMuUsHOCMb KOMNIEMEHM-0N0CPEO0BAHHBIX BOCNAIUMENbHBIX PeaKyull 6
KIybouKe makdce modicem ovime nooasnena ¢ nomowwio KBT [47].

Mooicno npeononacames cunnepeusm kombunuposannou mepanuu (MCT u KBT) u yeenuuenue
BEPOAMHOCIU OOCMUICEHUS. PEMUCCUU NPpU ee NpumeHeHuu. Takoe KOMOUHUPOBAHHOE JNeyeHue
npeocmaesniemcss ONpa6OAHHbIM Ol YCUNEHUs Omeemad 6 CAYYasX U AYMOUMMYHHOU, U
eenemuyeckoui npupoovt MIITH/C3TTT [2].

Mbui cuumaem, umo xkomobunuposanuyro mepanuio (MCT u KBT) cnedyem paccmampueams 015
UHOVKYUU DEeMUCCUU 8 CNyHae BbIPANCEHHBIX KIUHUKO-MOPGHOI02UNECKUX Npossienutl O0Ne3HU ¢
8blCOKUM/OUeHb gblcokum puckom pazeumus TIIH (svicoxas npomeunypus, HC, BITHC unu évicoxue
memnol cHudicenust Qyukyuu) (puc.2, Ilpunoscenue B, ancopumm 2). Oomako, ocywecmeieHue

maxko2o nooxooa Ha npakmuxKe mooacem Obimb Op2aAHU4Y€eHOo omcymcmeuem onepanu6Hoco 0ocmyna K
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KFT. B maxux cnyyasx onpasnauw pauuuii cmapm unoykyuonnou HCT ¢ nocredyrowum

nooknouenuem KBT npu omcymcemeuu omeema Ha jieyeHue.

CHuoicenue 8bipasxiceHHocmu Mopghorocuueckou U KIUHUYECKOU aKMUBHOCMU 3a001e6aHuUs ¢
npumenenuem xax KBT, max u UCT npu nobom sapuanme nepeuunoco MIII'H/C3I'TI npusooum k
O00CMUDICEHUIO Yelu JIedeHUs - PeOYKYUU RPOMeUnypuu u yiyyuenuio npoenosa [47].

Credyem nonumamo, umo xombunuposannoe npumenenue KBT u UCT, exniouas onpeoenenue
CpOKO8  Hayana, OIUMENbHOCMU, 6blOOpa  npenapamos U Ux codemauuti, mpebyem
NepCoOHUPUYUPOBAHHO20 NOOX00A, VUUMDBIBAIOUE20 BbIPANCEHHOCb AKMUBHBIX KIUHUYECKUX U
UMMYHOMOP@ONI02UYeCKUX NposGleHull  3a001e6anus, HeoOpamumMvlX UBMEHEHUll NOYEYHOLl
napeHxumsl U OANAHC 0HCUOAEMO20 NOUMUBHO20 dPpexma u eeposimuocmu ocioxchenuil [4, 5].

e V naumedtoB ¢ nepBuudbiMu MIITH wu  C3I'TI MBI pekoMeHIyeM NpUHHMATh
WH/IMBUYAIM3UPOBAHHOE PEIICHHE O BBHIOOPE JICUCHUS W CPOKaxX €ro Havama JUisi MHIYKIHH
PEMHCCUH U 3aMeIeTICHHs IPOTPECCUPOBAHMS OOJIE3HU C YIETOM IPEANOIaraeMoi dTHOJIOTUH U
TUna OOJIe3HU, €€ KIMHUKO-THUCTOJIIOTUYECKON aKTUBHOCTH, PUCKOB IMPOTPECCHU U PaA3BUTHSA
ocioxHeHui tepamnuu (puc. 4) [2, 4, 5].

YpoBeHb yoenutebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Kommenrapwuii: /[na C3IT] paspabomanvl u 6anudu3uposamnvl Kpumepuu Mopphonrocuueckon
axmuenocmu [6], komopule 6 psioe ocnosuvix ucciedosanuti npumenenvt u oasi MIIIH [46, 47].
Hlomumo npuznaxoe axmueHocmu 2iomepyioHedppuma 8 guoe 3HOOKANUIIAPHOU, Me3aHSUATbHOL,
IKCMpakanuiiaprou npoaugepayuu, o nepsuynoco MIIIH/C3ITI akmuenocms onpedensiemcs
suipadicennocmoto  Oenosuyuu  C3  ¢pakyuu  xomniemenma 6 cmpykmypax nouxku [4, 17].
Ilpeocmeanennvie npusHaku KIUHUYECKOU aKmugHocmu 2nomepyioHegppuma (puc.3) Ovlau
UCNONIBb308AHBL 8 pside UCCIe008aHUll 01 onpedesieHuss MAKMUKU 8e0eHUss NAyueHmos, Hapsoy c

MOppono2UYeCcKUMU CUMPMOMAMU AKMUBHO20 3ab01esanus [46, 47].

. st oeHku 3¢ (HEKTUBHOCTH JICUEHUS AIMEHTOB C AUAarHO30M IEPBUYHOTO UM BTOPUYHOTO
MIITH/C3T'TI MBI peKkOMEHIyeM ONpEeNeNsITh YaCTHUHYI) PEMUCCHU NPU CHUKEHUHM CYTOYHOMU
nporeunypun >50% 10 ypoBHs <3,5 r/cytku u perpecce HC (ecau TakoBoi ObUT HA MOMEHT Havaja
JIEUEHUs) TIPH OTCYTCTBUU CHIKEHUS ypoBHS CKD>20% OT MCXOAHOTO YPOBHS; MOJTHYIO PEMUCCHIO
—IIpU CHIDKEHUH CYTOYHOM npoTtenHypuu <0,5 r/cyT npu oTcyTcTBUN cHIXKeHHs ypoBHI CKD>20%

ot ucxomauoro [9].
YpoBenb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KOMMeHTapHﬁ: ﬂocmu.?fceHue pPeMUccuU moancent nompe6oeamb HeCKONbKUX HeOelb Ul mecsyees

mepanuu. Ilpu HeobOX00uMOCmMU MONCHO OYEHUMb KpamKOCPOUHbLL 3gexkm Ha mepanuio 0o
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passumus pemuccuu. Kpumepusmu maxozo omeema cinedyem cuumams: CHUNCEHUe NPOMeEUHypUuu
>20% om ucxo0Ho20, yMeHbuleHue/pecpecc 2emamypuu, nosvliueHue/HOpManu3ayus KOHYeHmpayuu
C3 Kxomniemenma 6 cwisopomke Kposu, cmaburuzayus/yrywumenue pCK® [85, 88, 89].
Opuenmuposounas uacmoma onepeoenenus CK® u cymounot npomeunypuu O0as OYEHKU

aghghexmuenocmu mepanuu npeocmasnena 6 Ilpunoscenuu A3, mabauya 2.

3.1.Kommiement-00kupyvionas repanug (KBT)

o Jlns neuenus manueHtoB ¢ nepBudHbIM MIITH u nepBuunoit C3I'TI u CIIb>1 r/cyTtku, c
AKTUBHBIM TEUEHUEM U BBICOKMMHU WJIM OYCHb BBICOKMMHU PHCKAMU MPOTPECCHPOBAHUS OOJE3HU
(puc.3) MBI pEKOMEHIyeM pacCMOTPETh MPUMEHEHHE KOMIUIEMEHT-OJOKUPYIONINX MPEenapaToB

¢ mokazaHHO# 3¢ hexkTuBHOCTRIO [46, 47].

YpoBeHb yOeIUTEILHOCTH PpeKOMeH 1Al A (YPOBEHb 1I0CTOBEPHOCTH 10KA3aTEIbCTB — 2)
KommenTapuu: B meuenue nocineoueli 0exkaovl NOABUNUCHL — KIUHUYECKUE OaHHble 00
aghpexmuenocmu paziuuHbIX AHMUKOMNIEMEHMAPHLIX npenapamos npu nepeudynom MIIIH/C3ITI
unu  npogoosmces kiunuveckue ucciredosanus [90-94]. Komniemenm-6noxkupyiowas mepanusi
uneuoumopom C5  ¢paxkyuu xomniemenma Hxyauzymabom** u  nodobHviMu  npenapamu
(#pasynuzymab) okazanace s¢pgpexmusna ne 6o ecex cayuasx MIIIH/C3ITI, a npeumywecmeenno
npu BITHC unu npu couemanuu ¢ TMA (nepexpecm ¢ al'VC) [95]. Hneubumop mepmunansrHozo
Komniemenma Ha ypoeue peyenmopa k CSa — #asaxonan noxaszan s¢pgpexkmusHocms auulo 8 2pynne
nayuenmos ¢ Hemsicenvim medenuem C3IT1 6 panoomuzuposanHom O0B80UHOM cienom niayedo-
koumponupyemom uccaedosanuu ACCOLADE [92]. bnokaoa C3-3a8ucumozo nymu, npugooaujezo K
obpazosanuio anaguromoxcuna C3a u C3b, ux Oenosuyuu 6 KIyb6OUKe U BOCNALEHUIO,
npedcmasasemcs 6onee nepcnekmuenoul [4)]. Io psoy HOBbIX AHMUKOMNIEMEHMAPHBIX NPEnapamos
— unmaxonany (uneuboumop gaxmopa B) u nseyemaxonnany (uneudumop C3) uccredosanus -

3aseputenvt u onyoruxosanvt PKU 3 pazer [46, 47].

e JIng wMHAYKIMU peMHCCHU U 3amenneHus nporpeccupoBaHuss XbII y manmeHToB ¢ akTUBHBIM
TE€YEHWEM M BBICOKMMH WJIM OYEHb BBICOKMMHM PHCKaMH IporpeccupoBanus nepsuunoro MIII'H
u nepeuaHoit C3T'TI MBI pekoMeHTyeM MpUMEHEeHHe Marierakoruiana [47].

YpoBeHb yOeIUTEILHOCTH PEKOMeH1aliii A (YPOBEHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 2)

Kommenrapun: [lveyemaxonnan (pecucmpayus npenapama oas nevenus MIITH/C3ITI ¢ P®

oocuoaemest 6 2026 2) — uneubumop C3/C3b, nanpsmyio oroxupyrowuii usdsimounoe obpazosanue

C3 u npensmcmeyrowuil oanvheliuer akkymyasayuu npooykmos oezpadayuu C3 8 noueuHo mramu.
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PKHU Valiant sxmouano nayeunmos ¢ MIITH/C3ITI eéne 3asucumocmu om ypoens C3 ¢hparxyuu
KOMNeNeMHmMa 8 Kposu, HO ¢ CUMRmMoMamu akmusHocmu 3abonesanus (puc.3). 9mo PKHU nokazano
appexm nveyemoxonnana (nookoxcnas unvexkyus 20 ma (1080 me) 2 p/neo npu sece bonee 50 ke 6
meuenue 26-52 Hedelv) 6 gude cHudiceHue npomeunypuu (Ha 68%) u ysenuuenuss pCK® k 26 neoene
newenus y nayuenmos c¢ nepeuunvim MIITH/C3ITI no cpasnenuro ¢ ninayebo [47]. Ilooobuwiii
agppexm OvLL NPOOEMOHCMPUPOBAH B0 BCEX NOOSPYNNAX NAYUEHMOB: NOOPOCMKOE U B3DOCIbIX, C
«UK-MIIT'Hy u ¢ C3I'1l, 6 namusHnoi nouke u 6 mpaucniaumame, U 6HE€ 3AGUCUMOCTMU OM
npumenenus UCT. CHuoicenue npomeunypuu u cmadunuszayuu yHKYuu novyex COXpaHsiuco Ha 52
Heodene om Hauana mepanuu. CyujecmseHHbiM IheKmom nacyemaKoniana s61aemcs yMeHbuleHue
unmencusnocmu denozuyuu C3 npu nomopHomM umMMyHOMOpghoo2uueckom ananuze na 26 neoene
no cpasHeHuto ¢ ucxoonou. Ilpoguns bezonacnocmu npenapama OvLl CPAGHUM C MAKOBLIM 6 2PYNNe
nnaye6o. Ilpu docmuodicenuu pemuccuu ciedyem paccmompens 803MOHICHOCIb OMMeEHbl npenapama

npu docmudicenuu noarou pemuccuu [47].

e Jlns cHWKEHUS IPOTEMHYPUU U 3amensieHus nporpeccupoBanus XbII y manueHToB ¢ akTHBHBIM
teuerreM TiepBUaHON C3I'TI, BRICOKUMHU WM OYCHb BBICOKUMH PHUCKAMH IPOTPECCUPOBAHUS
00J1e3HU W CHWXCHHEM KOHIeHTparuu C3 ¢(pakinuu KOMILIEMEHTa B KPOBH MBI PEKOMEHIYEM
paccMOTpeTh MpUMEHEHHE UnTakonana [46].

YpoBeHb yOeIUTEILHOCTH peKoMeH1auii B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 2)

Kommenrtapuu: Hnmaxonan — nepopanvHuili npenapam, OJOKUPYIOWUL AlbMEPHAMUBHBIN NYMb

akmueayuy KOMNieMenma Ha ypoeHe nemiau amniuguxayuu yepes uneubuposauue gaxmopa B u

cHuxcenue axmusnocmu C3-koHeepma3zvl. B pesynbmame Oeticmeus unmaxonana e oopasyromcs

C3a u CSa anagpunokcunvl, omeemcmeeHHble 3a peKpymupo8arHue UMMYHHbIX KIeMOK 8 Kanuiiapsl

KAYOOUKA, U MeMOPAHO-AMAaKylowull KOMNIEKC, NPUBOOAWUL K HENOCPeOCMBEHHOMY NOBPEHCOCHUIO

KanuuiapHou cmenku. Ha mukpockonuyeckom yposHe 3¢hghexmol unmaxonamna peaiusyomes 8 uoe

VMeHbUleHUs UHMPANOMEPYIAPHOU SUNEPKIEIMOYHOCIU U CHUNCEHUS UHMEHCUBHOCMU O0eno3uyul

C3 6 cmpykmypax xnybouka [46]. Bcreo 3a HecKOMbKUMU HECPABHUMENbHbIMU UCCAE008AHUIMU

appexmusnocmu u 6esonacnocmu s3mo2o0 npenapama y nayuenmos c¢ MIITH/C3ITI [96]

onyonuxkosanvl pesyabmamsl mpemveti  gazvr  uccieoosanuss APPEAR-C3G [46] — nepsoco

PAHOOMUBUPOBAHHO20 NLAYEO0-KOHMPOIUPYEMO20 UCCLed08aHUs 8 IMoll obracmu. B ucciedosanus

Ovliu  exknoyeHvl 74 nayuenma ¢ mopghonozuuecku eepuguuyuposannou C3I'Il u Huszkum

cooepiycanuem C3-komninemenma é Kkpoeu. 38 u 36 nayuenmos nonyyaiu unmaxonau 8 0oze 200 me

2 plcymxu nepopaibHO u niayedo, COOMBEMCMBEHHO, 6 COYEemAaHUu CcO CPeoCmeamu,

0elcmeyiowuMu Ha PeHUH-aAHSUOMEH3UHOBYIO CUCmeMy, u/unu ummyHooenpeccanmamu (MM D**,

I'K <7,5 me/cym) w/unu uneubumopamu HaAmpuu-21i0Ko3H020 Kompaxcnopmepa muna 2 u/uiu
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anmazoHucmamu arvoocmepona. llepsuunas KoHeuHas mouxa, yCmaHo8IeHHAsl KAK OMHOCUMENbHOE
CHUDICEHUe npomeunypuu yepez 6 Mmecayes npuema npenapama, Oviia O00CMUSHYmMA: peOyKYus
npomeunHypuu 6 epynne unmaxonana oviia Ha 35,1% 6onvuwe, uem 6 epynne niayebo. 3Hayumozo
yayuwenus pCK® no cpasnwenutro ¢ epynnoiu niaayebo 3aguxcuposano He Ovl10. B epynne
UNMAKONaua pe2ucmpuposaly ymeHvuieHue evipaxcenHocmu oOenozuyuu C3 6 Knybouke npu
UMMYHOMOp@onocuieckom uccredosanuu. Ilpogunv 6ezonacnocmu npenapama Ovll CPABHUM C
MAaxkosviM 8 epynne niaye6o, GamanbHbvlXx UHQEKYUOHHBIX U UHBIX OCLONCHEHUL 3apecucmpupo8aHo
He 0bl10. ModxcHo paccmompemv 603MOJICHOCMb OMMEHbl npenapama 6 clyuae OO0CMUICEeHUs

pemuccuu U npu KOHmpoJjie aKkmuerocmu 3abo0nesanus.

e V mamuenTtoB ¢ nepBuuHbiM MIITH/C3I'TI B codyeraHuu C KOMILUIEMEHT-acCOIMUPOBAHOM
TPOMOOTHYECKON MUKPOAHTHOMATHEW (ATUIMUYHBIM T€MOJIUTHKO-YPEMHUYECKUM CHHIPOMOM) MBI
PEKOMEHYEM TPUMEHEHHUE Kynmu3yMa0a** wmmm  paBynmmsymaba Uil IPEAYIPEkICHUS
MIOYCYHBIX ¥ CUCTEMHBIX OCIIOKHEHHMIA, HEGIArOMPHUATHBIX HCX0A0B Ooe3nu [97].

YpoBeHb yOeIUTEILHOCTH peKoMeH1aluii A (YpoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 2)

KommenTapuu: hnokaoa xomniemenma na yposwe C5 npu nepsuunom MIITH/C3ITI oxazanace
appexmusnoli 6  ciayuae meyeHus npoyecca 8 uode  DOKANLHO-HEKPOMUIUPYIOUYE2O
enomepynonegppuma ¢ nonyayuusmu [5]. Oownaxo, npu cowemanuu MIITH/C3III ¢ Opyeum
KOMNENeMeHmM-0N0CPEO0BAHHIM COCMOSHUECM — AMUNUYHBIM 2EMOJIUMUKO-YPEMUUECKOM CUHOPOME
[19, 98] - npumenenue 6rokamopos CS-¢ppakyuu romniemenma umeem 6Oe3VCIO6HbLU
opeanocoxpansrowutl d¢pgpexm [97]. Dxyauzymab** moxcem 6vimo npumenen 6 0oze 900 me 6/6 1
paz 6 neoento nepsvie 4 neoenu (unoykyus) u samem 1200 me 6/6 1 paz 6 2 nedenu ¢ meuenue 48
neoens [97]. Hoza pasyruzymaba npu MIITH/C3IITI ¢ couemanuu ¢ al'VC 6 3aucumocmu om eeca
nayuenma: Hazpy3ounast 003a 6 nepswviii Oenv mepanuu - 2400 me npu 40-59 xe, 2700 me npu 60-99
ke, 3000 me npu eece 6onee 100 ke. Iloodepacusarowasn 0oza na 15-vlil deHb mepanuu u oanee
kadicovie 8 Hedenv.: 3000 me npu 40-59 ke, 3300 me npu 60-99 ke, 3600 me npu sece bonee 100 ke

[97]. IIpooonscumenvrnocms mepanuu — 0o coxpanenus s¢hghexma.

e [Ipu aktuBHOM TeueHuH ayroummyHHoro MIII'H/C3I'TI u oTCcyTCTBHMM peMUCCHM MM OTBETA HA
naaykanonHyro MCT wmel pekomennyem npumeHeHue KbBT B kauecTBe criepyromend JTuHUU
Tepanmuu C IeJbI0 CHWXXEHHS TPOTEMHYPUH M YIydlIeHUS QYHKIUHM [OYeK/3aMesIeHus
nporpeccupoBanus XbI1 [47].

YpoBeHb yOenuTeIbHOCTH peKoMeH1aluil B (YpoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 2)
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3.2 UMMyHOCYHIpecCHBHAS Tepanus

e VY nanuentoB ¢ nepBuuHbiM MIIT'H u nepBuunoit C3I'TI ¢ akTUBHBIM T€YEHUEM C BHICOKMMU WUJIU
OUYE€Hb BBHICOKMMH PUCKAMH IPOTPECCUPOBAHMS OOJIE3HU MPU OTCYTCTBHH MPOTHBOIIOKA3AHUN MBI
pexomenayem paccmorperh npumenenne MCT B coueranum mimm 6e3 coderanus ¢ KBT s
HHAYKIUH pemuccui [2, 4, 9].

YpoBenb yoeauteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — D)

e VY nanuentoB ¢ nepBuyHbiM MIIT'H u nepBuunoit C3I'TI ¢ akTUBHBIM T€YEHUEM C BHICOKMMU WUJIU
OUYEHb BBICOKMMH PHCKaMH IPOrpecCUpoBaHUsl 0OJIE3HU U MPHU OTCYTCTBUU MPOTUBOIOKA3AHUN
Mbl PEKOMEHJIyEM B KauecTBE HHAYKLIMOHHOW Tepanuu npumeHeHue #MMO** (mepopanbHo
750-1500 mr 2 pa3za B cyrkm B TeueHue 12 mec) B coderanuu ¢ 'K ¢ menmpio CHMKEHUS
IIPOrPECCUPOBaHUS 3a00JIEBaHUS U JOCTIKEHHS pemuccuu [99-104].

YpoBeHb yOeIUTEILHOCTH peKoMeH1auii B (ypoBeHb 10CTOBEPHOCTH J10KA3ATEJIbCTB — 3)
Kommenrapuu: /Jaunvie 06  sgpgpexkmusnocmu #MMD** npedocmasnenvt HecKoIbKUMU

cpasHumenvHuimu uccieooganusmu [99-104]. #MMD** npu nepsuunom MIITH/C3ITI npumensiom

nepopansho 6 0oze 7150-1500 me 2 paza 6 cymku 6 kombunayuu ¢ nepopanvhvim npuemom I'K [9, 99-

104]. Bce uccreoosanus nokazanu 6oinee 8blCOKYIO 4aCmMOmy pemuccuil npu npumerenuu #MMO**

6 cpasnenuu c¢ monomepanueti I'K, [[O** u opyeumu npenapamamu. IlpodonsxcumenvHocmo

mepanuu 0o 12 mec [9, 99-104]. [o3vl, cnocod esedenus u npodondicumenvhocmos npumernenus I'K

ykazaHwvl 8 madauye 3, Ipunooicenue A3.

e JIng muaykuuu pemuccuu Oosie3Hu y nanueHToB ¢ nepsuuHbiM MIII'H u nepsuunoit C3ITI ¢
AKTUBHBIM TEUEHHEM C BBHICOKHMH HIJIM OYEHb BBICOKUMH PHCKaMH MPOTPECCHUPOBAHHS OOJE3HU
MBI pekomeHnyem npumeHenue L[D** B coyeranun wnm 6e3 'K B kauecTBe ambTepHATHUBHI
#MM®**  npu nOPOTHUBOMOKA3aHUSIX K €ro MPUMEHEHHUIO, HeA(p(EKTUBHOCTH WU
Heniepenocumoctu [105].

YpoBeHb yOenuTeIbHOCTH peKoMeH1aluil B (YpoBeHb T0CTOBEPHOCTH /I0KA3aTEIbCTB — 3)
Kommenrapuu: [lpumenenue 'K 6 6vicokux 003ax u OIUMENbHO ACCOYUUPOBAHO C PAOOM

mscenvlx nobounvix appexmos [9]. Ileped nasnauenuem I'K Oongicnbl Obimb  oyeneHvl

uHOUBUOYANIbHble pucku ocioxchenuu mepanuu 'K u ¢ yuemom msdcecmu 3a601e8anusi nouex
no0oOpanbl U MAKCUMATLHO PeOyYUupo8aHvl 003bl U CpoKu npuema npenapamog [9]. B cnyuae

omcymcemeus d¢pgpexma nevenus cnycms 3 mecaya nocie Hayana ciedyem nposecmu pedyKyuro u

samem noanyro ommeny I'K panvwe. Ilpumep: nynvc-mepanus npeonusononom™** 1000-3000 me 6/8

3a mpu npuema ¢ nepexoooM Ha nepopanbHulil npuem 1 me/ke/OeHb 6 meueHue mecaya co

CHUdICeHUeM 003bl 00 noodoepoicusarowell 5-7,5 me k 6-8 mec [9]. Hoza L{D** 1) nepoparvuo 2
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Me/Ke/0 6 meueHue 3x mecayes, npu COXPaHAIOWencs: AKMUBHOCMU — NPOOOIHCUMETLHOCHb MOJHCEN
bvimb pacwupena 00 6 mec, pedykyus 003vl y nayuenmos cmapute 60 nem na 25-50%, pedykyus
00361 00 0,5 me/ke/d npu pCKD<30 mu/mun/l,73m%; 2) enympusenno: 15 me/kz 1 pas 6 2 nedenu 6
86edenUll, NPOOoJIdICeHIe NPU HeobXooumocmu — Kadicovle 2 nHedeau. Maxcumanvuas 0oza L]@** npu

npueme suympo 2 me/xe/cym uau 200 me/cymku [9].

e V nanuentoB ¢ nepBuuHbiM MIII'H u nepBuunoit C3I'TI ¢ akTUBHBIM TE€YEHHUEM C BBICOKMMU
WIA OYEHb BBICOKUMH PUCKaMHU HPOTPECCUPOBAHMs OOJIE3HW MBI PEKOMEHAYEM pPacCMOTPETh
npuMeHeHue #putykcumaba** (B/B undysus B mo3e 375 Mr/M° (makcumanbao 1000 mr) 1 pa3 B
Henento 1-4 wepenu wim 1000 mr 1 pa3 B Hemenu Bcero 2 BBEACHHS) JUISI TOBBIIICHUS
3 PeKTUBHOCTH Tepanuu U UHAYKIMU pemuccun [106-109].

YpoBeHnb yoenurenbHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)

Kommenrapuu: /locmynuvie Ha meKywuiti MOMeHM  UCCLe008aHUs  IdekmusHocmu

#Hpumyxcumabom™* npu nepeuunom MIII'H/C3ITI 6e3 kpuozcnoOynunemuu, HeCMOMpsL HA Mo, 4mo

BKAIOUAIOM  CYMMAPHO HeOOIbUloe YUCIO NAYUEHMO8, NPOOEMOHCMPUposaiu 3pgexkm 6 6ude

CHUDICEHUSI NPOMEUHYPUU NPU OMCYMCMEUU NPOCPECCUPOBAHUL OUCHYHKYUU NOYEK U CYUeCNBEHHbIX

nobounwvix agppexmos [106-109]. #Pumykcuma6** moocno couemamov ¢ I'K unu  #MMD** unu

L@** [101]. Anemepramusnvim cnocobom npumenenusi #Pumyxcumaba™* ¢ yenvro ymeHnvuieHus

CYMMAPHOU 003bl NPENapama U MUHUMUIAYUU PUCKA OCTONCHEHUL MEPAnuu  s6Isemcs Ha3HayeHue

credyiowell 003vl npenapama npu pekoHcmumyyuu B-kiemox (uccaedosanue CD19+ u CD20+ 6

nepughepuuecroti kposu) [110, 111].

3.3 loanep:xuBaromas Tepanus nepsuanoro MIIT'H/C3I'TI
e V¥V nanuenTos ¢ nepsuuHbiM MIIT'H u nepsuunoii C3I'T] ¢ akTUBHBIM T€4EHHEM C BHICOKMMH WU
OYCHb BBICOKUMH PHCKaMH IPOrpEeCCUpPOBaHUS OO0JIE3HH, OTBETMBIIMX Ha WHAYKIMOHHYIO
Teparnuio, Mbl pekoMeHayeM #MMO** (mepopanbHo 750-1500 Mr 2 pa3a B cyTKu B TeueHHe 12-
24 mec) B coueranuu ¢ ['K B HU3KMX J03UPOBKAX JUIs MO epkuBatoriero geuenns [101].
YpoBeHb yOenuTeIbHOCTH PeKOMeH1aluil B (YpoBeHb T0CTOBEPHOCTH /I0KA3aTEIbCTB — 3)
Kommenrapun: [loooepocusarowas HCT nanpaenrena Ha KOHMPOLbL aKMUBAUUU CUCTNEMHOZ0
UMMYHUMeEmMA U JOKAIbHO20 BOCNANeHUsi K1yooukos u moxcem exatouams I'K 6 d0oze 5-7,5 me u
HMMD** ¢ 0oze 750-1500 me 2 paza ¢ cymxu [9, 101]. Juumenvnocms noooepacusaroweil
mepanuu onpeoensemcs UHOUBUOYATIbHO, UCX00s u3 1) docmudicerus ROTHOU/HaACMUYHOU PEMUCCUU —
CIIb<1 2 u kynuposanue HC/ cnusxcenue CIIE>50% npu omcmycmeuu cuudicenuss pCK® >20%; 2)

unousuoyanvuvix — puckoe ocnodicnenutt MCT [9]. Ilpu omcymcemeuu pemuccuu na pone HUCT
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cnedyem npogecmu pesusulo OudsHo3a U mepanuu, yerecooopazHo Hanpasumv nayueHma 6
akcnepmuwiti  yewmp [2, 6]. Illepcucmuposanue KiuHUKO-MOppOIOZULECKOU — AKMUBHOCTU
nepsuuno2o MIIIH/C3ITI credyem paccmampusams Kak pe3ucmenmuviii sapuanwm. Ilosmanuyio
ommeny noooepocusaowux 003 HCT cnedyem nauamv cpazy nocie OOCMUNCEHUS CMOUKOU

pemuccuu u npo8ooums nood KoOHmpoiem akmuenocmu 3abonesanus (puc.3) [9].

e [lpu nepsuunom MIIT'H u nepBuunoit C3I'T] B kauecTBe MOJIEPKUBAIOIIETO JICUCHUS C LIEIIbIO
3amemnieHust nmporpeccupoBanusi XbII Mbl pekoMeHayeM MOBTOPHOE BBEJCHHE #pUTyKCcUMaba™™*
(B/B uH(Yy3us B 103¢ 375 Mr/M° (maxcumanbao 1000 mr) 1 pa3 B Henenmto  1-4 nenenu winm 1000
Mmr 1 pa3 B 2 Henenu Bcero 2 BBEACHHs) B ciiydae ero 3(Q(eKTUBHOCTU MPU UHAYKIHOHHON
tepanuu [107, 109].

YpoBeHnb yoenurenbHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)

e V pmanuentoB ¢ nepBuuHbiM MIII'H u nepBuunoit C3I'TI ¢ BBICOKMMHU WM OYE€Hb BBICOKMMH
pUCKaMH TPOTPECCUpOBaHUsl OOJE3HM, OTBETHUBIIUX Ha WHAYKIMOHHYIO Teparnuio KBT, mbr
pexomenayem noaaepxkuparoinyto KbT B Teuenue 6-12 mecsieB mociae HACTYIJICHUS PEMUCCHH
[46, 47].

YpoBeHb yOeIUTEILHOCTH peKoMeH1auii A (YPOBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommenTapmii: Onmumanvuas onumenvrocms noooepaicusaroweti KbT na nacmoswuii momenm He

yemanosnena. Ilpeononooscumensro, 6 ciyuae aymoummynno2o nepsuunozo MIIIH/MC3ITI cpoku

KET mozym cocmasname om 6 0o 12 mecsayeg ¢ nociedyoujeti NONbIMKOU OmMMeHbl H00 KOHMPOJleM

KAunuyeckou axkmusHocmu sabonesanus (puc.3) [46, 47]. I'enemuueckuii sapuanm MIITH/C3ITI

Mmoodicem nompebosams 6onee onumenvroi KBT [2, 4].

3.4 Jleuenue peunansa

e Jlimd MHAYKIUU PEMHUCCUM U 3ameuieHus nporpeccupoBanuss XbII y mamueHToB ¢ penuauBoM
nepsuaHoro MIII'H/C3T'TI MbI pekoMeHyeM MOBTOPUTH JIeUeHHE, KOTOpoe ObuIo 3(h(HEKTUBHO
panee [9, 112].

YpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)

e V mamuentoB ¢ peruanBoMm mnepsuyHoro MIIIH/C3ITI ¢ nenbio penykuuu TPOTEUHYPHUH U
3aMmeuieHus nporpeccupoanust XBbII mbl pekomenyem paccmorpers npuMeHnenue KbT, eciu ee
HE MPUMEHSIIH paHbine [2, 5].

YpoBenb yoeauteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5)
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e V mamuenToB ¢ peruauBoM nepsuyHoro MIII'H/C3I'TI B moueyHOM TpaHCILIaHTATe C IEIbIO
3amemieHust nporpeccupoBanuss XbII u ynydiieHus nporHoza Mbl PeKOMEHAYEM MPUMEHEHHE
MATIETAKOIUIaHa B COYETAHUU CO CTAHJAPTHOM Tepanueil UMMyHocypeccanTamu [47].

YpoBeHb yoeauTeIbHOCTH PeKoOMeHIaluil B (YpoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 2)

KommenTapmii: Eouncmeennoe PKHU, exnouuswee nonyisayuro nayueHmos ¢ peyuousom

MIITH/C3I'TI 6  noueunom  mpancniawmame,  seisiemcss Valiant, 6  xomopom  oOwin

NPOOEMOHCMPUPOBAH I peKm n32YemaxKoniana 8 OMHOUEHUU CHUNCEHUS NPOMEUHYPUU U CTeneHu

oucynrxyuu nouex [47]. [osvl, cnoco6 npumenenus u ONUMENbHOCMb JIe4eHUs YKA3AHbL 6

KOMMEHmMAapusx K OOHOMY U3 NpedblOyWUX me3ucos, a makice 8 npunodxceHuu A3, mabnuya 5.

Ananusz s¢pghexmusnocmu  opyeux npenapamos KBT npu peyuouse 6 annocpagpm nouku ozpaHuyeH

KO2OPMHBIMU UCCLe008aAHUAMU U cepusmu Habmodenut [113, 114].

3.5 Jleuenue pesucrednTHoro MIITH/C3TIL. B cayuae pesucmenmuozo x MCT nepsuunozo

MITH/C3ITI  aymoumMMyHHOU — 5MUOI02UU  HEOOXO00UMO  NpO8eCmU  pPesu3ulo  KIUHUKO-
Mopgonocuueckoeo U 2eHemuuecko2o OUdcHO308 (8 YCI08UsAX dKcnepmHoz2o yenmpa). Ilpu
BbISIGIEHUU CONYCMBYIOWe20 2eHemuyeckozo akmopa mooicem ovimo npumenena KBT (cm. 3.1.1)
[2, 5]. Ipu mopghonocuueckoii akmusnocmu 3a601e6anus U OMCYMCMEUU BbISGIEHHOU MYMAayuu 8
2eHax cucmemvl KOMNWIEMEeHmAa UAU Npu  HEBO3MONCHOCMU  ONEepaAmu8HO20  GblNOJIHEHUS.
2eHeMUYecKo20 Mmecmupo8anus 6 Kavecmee ciedyrowell JUHUU mepanuu modxcem Oblmb 8blOpaHa

KBT [5, 95, 115].

e V mammerToB ¢ pe3ucteHTHBIM K WCT teuenmem MIITH/C3I'TI u nokasanHo#il wiu
BBICOKOBEPOSTHOM  ayTOMMMYHHOM  3THOJIOTMEH 3a0ojeBaHUs C IeNIbI0  3aMeUICHUS
nporpeccupoBanusi XbI1 mbl pekomennyem npumenenne KBT [95, 115].

YpoBenb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4)

3.2 JIpyrue moaxoabl k JedyeHuro nepsuunoro MIII'H/C3I'T1

e VYV maiueHToB C NMpeArnojgaracMoi Wi JokazaHHOW ayTouMMyHHOU atuonorueit MIITH/C3ITI u
IpOrpeccupoBaHieM JAUCHYHKIMM TOYEK Ui JIeueHUs 3a00JeBaHHUS MBI PEKOMEHIYeM
paccMOTpeTh IPHMEHEHHe Tu1a3MooOMeHa (6-8 ceaHCOB B TeueHHE JBYX HEJENb) B COYCTAHUH C
NCT [116].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4)
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e V manumentoB ¢ MIIITH/C3I'TI u noka3aHHBIM WM MPEINOjaraeMbIM CHWKEHHEM aKTHBHOCTH
¢daktopa H MBI pekomMeHIyeM NpPOBOIUTH MH(Y3UU CBEXKE3aMOPOKEHHOW IIa3Mbl KaKIble 2
HEJIeNI B TeUCHHE 3 MECsIeB s JieueHus Oosieznu [117, 118].

YpoBeHb yoenuTeJbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 4)

e VY mamuentoB ¢ auarmozom MIITH/C3I'TI ¢ npusuakamu XBIT C1-C5 BHE 3aBUCHMOCTH OT
€ro JTHOJIOTMM MBI PEKOMEHAYEM MPOBOJIUTH JI€UEHUE IO IMOKa3zaHUsIM U B o0beMme,
MpeayCMOTpEHHOM pekomeHgauussMu 1o XbII, [ CHuXEHHS TPOTEMHYPHUM W TEMIIOB
MPOTPECCUPOBaHUs OOJIE3HU, IPEAYIPEIKACHHUS U JICUCHUS OCIONKHEHUH TUCHYHKIIMH MTOYECK
[48].

YpoBeHb yoenutesbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5)

Kommenrapwuii: MIII'H/C3ITI, no onpedenenuio, s61semcs XpOHUHECKUM NOBPENCOCHUEM NOYKU,
NOIMOMY 6Ce CyHau 2mo2o 3a601e8aHUs O0IHCHbL ObIMb KIACCUPUYUPOBAHBL 8 COOMBEMCMEUU C
PEKOMEeHOayusAMU NO XPOHUYeCcKOoU Oone3nu novex. B KiuHuueckux pekomeHoayusx «XpoHuueckas
bonesnv nouvex (XbBII)» Odemanvno ompadicenvt nooxodwl K newenuro XBII u eé ocnoscnenuil,

KOMopbie NOIHOCMbIO npuMeHumbl 0Jis nayuenmos ¢ MIITH/C3ITT [49].

e V¥ namuenToB ¢ auaraozom MIIT'H/C3TTT u HC (xom MKB-10 - NO4) ¢ BBICOKMM PHCKOM €ro
OCJIO)KHEHUH W/WIIN YK€ Pa3BUBIIMMUCS OCIOKHEHHUSAMH JIJIsl MX MPERYNPEKICHUS HIIH KOHTPOIIS
MBI PEKOMEH/IyeM Ha3HavaTh albOyMUH YenoBeka**, pactBop mis uapy3uit, 20% [119, 120].

YpoBeHb yOeIUTEILHOCTH PpeKOMeHIaliii A (YPOBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommenTapuu: [lockonvky eunoanvoymunemus cHudxcaem 3¢pgexm Gypocemuoa™*, npu HC u

eunonpomeunemuu covemannoe Hasnauenue 20% pacmeopa anvbymuna uenogexka** emecme c

dypocemudom™* mooicem cnocobcmeamsv YIyuUeHUIO OUypemuyeckozo 3ggexma nocieonezo,

VeenuyeHul0o Hampuypesa u ouype3a u KynupoGaHulo OmMeK08, UYmo Obllo NOOMEEPHCOCHO 8

neckonvkux PKH [119, 120]. Bosmoowcnas cxema enympusennoz2o esedenusi. 20% pacmeop 0ns

unghyzutl anvoymuna yenogexa™* 200 mn + ¢ypocemud**, pacmeop 0na 6HympuseHnHo20 88edetus,

10 me/mn 6 mn enympusenno kaneivHo meodienHo I paz ¢ cymku [120] 0o docmusicenus s¢ghghexma.

Hoza pacmeopa ¢ypocemuda™* 0ona 6HYMpueHHO20 68e0eHUs Modcem Oblmb NOCMENeHHO

yeenuueHa 00 MaKkCuMaibHo 3ppekmusnotl 00 noyuenus ouypemudeckozo s¢hgpexma [9].

e V mammentoB ¢ HC (xog MKB-10 - NO4) Ha ¢oHe H3BECTHOTO WM TIPEAINOJIAraeMOro
MIIT'H/C3T'II mpu BbIpa)keHHBIX Nepu(EpUYECKHX M TOJOCTHBIX OTEKax € MPOsIBJCHHSIMH
JKH3HEYTPoKalolIeil runepruaparanuu (OTeK JIETKUX, OTEK TOJIOBHOT'O MO3Tra), PE3UCTEHTHBIX K

JIpyroil Tepamuu, Mbl PEKOMEHAYEM TMpoBeleHHE YIbTpaduiIbTPAllUd KpPOBU C IIEJIbIO
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NpoQUIAKTUKU OCJIOXHEHHMH, KYMUPOBAaHUA acuuTa U OOYCIOBJIEHHOTO UM CHHApPOMA

MHTPaadIOMUHAIILHOM TMIIEPTCH3MHU, OTEKa M MOBPEKICHHS OYCYHOI mapenxumsl [121, 122].
YpoBeHnb yoenurenabHocTH pekomenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
Kommenrtapuu: /lpumenenue ynompagurempayuu yenecoobpazno covemamsv ¢ gederuem 20%

pacmeopa anbbymuna wenoseka™* ons nomeunyuuposanus ouypesa [123].

* V¥V namuenToB ¢ HC (kog MKbB-10 - N04) Ha ¢one uzBecTHoro mwim npeanonaraemoro MIIT'H
i C3I'TI MBI peKkOMEeHAyeM TMPOBOJUTh AHTUKOATYJISIHTHYIO TEPAHUI0 MPH OTCYTCTBUU
MIPOTHUBOIOKA3aHUN C IIeJIbI0 MPOMUIAKTUKA TPOMOOIMOOIMYECKUX OCIIOKHEHUH JI0O MOMEHTa

KyNUpoBaHus HehpOTHUIECKOTo CHHapoMa [124-126].

YpoBeHb yOeIUTEILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 2)
Kommenrtapuu: Hegpomuuecxuii cunopom npu MIITH/C3ITI, xax u npu mobom Opy2om
2lomMepyloHepume, ACCOYUUPOBAH C NOBLIUUEHHLIM PUCKOM MPOMOOIMOOIUYECKUX OCLONCHEHUL

[127]. B oea cucmemamuueckux 0030pa, NOCEAUCHHBIX UYENeCOOOPAZHOCMU — NPUMEHECHUS.

anmumpombomuyeckux cpeocms npu HC, Oviiu 6KkII04YeHbl U UCCIE008AHUSL NAYUEHMOE C

MIITH/C3ITT [124, 125]. Mema-ananus uccnedosanuii, 6 Komopvix C yeivlo NpO@DUIAKMUKU

mpomO0306 1 MpoMOOIMOONUL NPUMEHATU PA3TUYHbIE AHMUMPOMOOMUYECKUEe CPeOCmEd, KU

sHokcanapun™*, eapgapun™*, npooemoncmpuposan s¢ggexmusnocmos maxkozo nooxooa u npu HC

[126]. B kauecmee npogpunaxmuxu mpomb60306 u mpombosmboruil (nokazanue OJisi NPUMEHEHUS

JIEKaApPCMBEHHO20 CPeOCmead) MONCHO NPUMEHAMb PACMBEOp OJisl HYMPUBEHHO20 U NOOKOMCHO2O

88edeHUs cenapun Hampua™*, snoxcanapun nampus**, mabremxu eapghapun™* (yenesoii yposemw

MHO 2-3). B nocneouue 200bl NOAGUIUCL UCCAEO08AHUL IPPerxmueHocmu u 0Oe30nacHocmu

HENpsAMbIX NePOPATIbHbIX AHMUKOARYIAHMO8 — NPAMbIX UHeubumopos gaxmopa Xa #anuxcabana™*

(nepopanvrno mabnemku 5 me 2 p/0) u pueopoxcabana** - ¢ yenvlo NPOPUIAKMUKU BEHO3HOU

mpombosmbonuu y nayuenmos ¢ HC [124, 126]. Koppexyusi 003bl Heobxo0uma 6 ciyyae CHUNCeHUs

QyHKYUU nouex co2iacHo UHCMPYKYuu K npenapamy. Anzopumm npumeHeHus aHmukoa2yisHmHou/

oesazpecaHmHol mepanuu y nayuenmos ¢ negppomuueckum cunopomom u MIIIH/C3ITI na ocrose

gaxmopos pucka u wxanvt pucka kposomeuenuss HAS-BLED npeocmasnen 6 Ipunoscenuu b, puc.3.

LlIxana HAS-BLED npeocmaenena 6 Ipunoscenuu I'1-2.

e V mnanuentoB c¢ nepBuyHoil MIIT'H/C3I'TI nmepen nawanom KBT ¢ uenpio npoduiakTuku
WHQEKIMOHHBIX  OCJIOKHCHHWW, BBI3BAHHBIX  HMHKAINCYJIMPOBAHHBIMUA  OAaKTEPHSIMHU, MBI
pekoMeHyeM npoBeseHre BaknuHaiuu npotus Neisseria meningitides, Haemophilus influenzae
u Streptococcus pneumoniae WIH aHTHOAKTEPUATBHYIO TPOQPHIAKTHKY TPH HEBO3MOXKHOCTH

BBIMOJIHUATH BakIMHAIUIO [46, 47].
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YpoBeHb yoeauTeIbHOCTH peKoMeHaaluil A (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJILCTB — 2)

Kommentapum: [lockonbky noaucaxapuonvie Kancyivl uHkancyiuposannvix oaxmepui (Neisseria
meningitides, Haemophilus influenzae u Streptococcus pneumoniae) mMackupyiom no8epxHoOCHmHbvle
aHmuzeHvl, Oendas HedpGexmusHviM Ux hacoyumos, KOMNIEeMeHm-0nocpe008anHas ONCOHU3AUUS
Kpumu4ecku 6axicHa 011 sawumvl om smux ungpexkmos. KBT accoyuuposana c 6onee 8biCOKUM
PUCKOM dMUX uUH@eKyull u mpedyem GaKyuHayuu NPomus COOMEEmCcmeyiouux MUKpOOpeaHuzmMos
wnu  aumubuomuxonpoguraxmuxu [128]. B osyx PKU npu npumenenuu eaxyunayuu uiu
AHMUOUOMUKONPODUNAKMUKY HU OOHO20 CAVHASL SMUX UHDEKYUOHHBIX OCIONCHEeHUUl Ha ¢hoHe
mepanuu KBT 3apecucmposaro ne Ovin0. IloopobHee nooxoodvl Kk npoguirakmuke 3mux uH@pexyuil
0003HaAUeHbl 8 OPUYUATLHBIX UHCMPYKYUAX K npenapamy. B P® docmynmusi credyiowue 8aKyuHul:
MEHUNH2OKOKK08asi unghexyusi - Menaxmpa, Menkeaopu, Menyesaxc, Menuneo A+C; Haemophilus
influenzae - Ilenmaxcum, Hnganpunxc; Streptococcus pneumoniae — Ilpesenap, Ilneemosakc u

opyaue.

e VYV mnanuentos, nonydaromux MCT mus newennss MIITH/C3ITIL, ¢ nenbio CHHXKEHHUS PHCKOB
(daTanbHBIX ¥ He(aTaIbHBIX OCIOKHEHHUHN JICUCHHUSI Mbl PEKOMEH/IYEM MPOBOIAMTH MPOMUITAKTUKY
HHQPEKIUOHHBIX ¥ HEUH(PEKIIMOHHBIX OCIO0XKHEHUN TEparmuu B COOTBETCTBUH C JCHCTBYIOIIMMU
pekomeHnganusamu [9, 129-131].

YpoBeHb yoequTeibHOCTH pekoMenaanuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Kommenrapmii: [lepeo unuyuayuii UCT crnedyem oyenumsv uHOUBUOYATbHbIE PUCKU DA3EUMIUSL

UHDEKYUOHHBIX U HeUHPEKYUOHHBIX OCIodCHeHUull. B kauecmee npoghunaxmuxu uH@pexyuoHHwix

OCIONCHEHUU Mo2ym Oblmb npumeHeHvl: 1) eakyunayus npomus Haubosee pacnpocmpaHeHHbIX, 6

mom uucie ce3onnvix, ungexyutl — cenamumos A, B, varizella zoster, COVID, epunn, pneumococcus,

Haemophilus influenzae B u npou.; (2) aexapcmeennas npogpunaxmuxa. Ilocneduss exniouaem

npomus. 1) Pneumocystis jiroveci pneumonia — cyrsghamemoxcazon-mpumemonpum™*; 2) HSV,

herpes zoster — ayuxknosup™*, ecanyuxnosup™*; 3) muxoszvl - Hucmamun** (kaHOuodo3 GepxXHUX

0MOeN08 HCenyOOUHO-KUWeUHo20 mpaxkma), @aykonazon™*. Heungpexyuonnvle ocnoscnenus: 1)

nopasfcenue CIU3UCMOU  HCeNYOOUHO-KUUEeUHo20 mpakma - Gamomuoun™>, 2) ocmeonopos -

Kollekanbyuugepor** ¢ couemanuu ¢ npenapamamu Kanvyus. J{o3wl npenapamos HA3HAYaomcs no

UHCMPYKYUU U O0JIHCHBL Oblmb ckoppekmuposansl no pCK®.
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4. MenMUMHCKAsl peadMIMTALMS U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIMIMHCKHUE MOKA3aHUA M NPOTHBONOKA3aHUA K IPUMEHEHUI0 METO/I0B
MEJUIMHCKOH peadujMTanmuu, B TOM YHCJIe OCHOBAHHBIX HA UCIIO0JIb30BAHUHT

NPUPOIHBIX Je4eOHbIX (PAaKTOPOB
Cneyugpuuecxou meduyunckou peaburumayuu npu MITI'H u C3I'T1 ne pazpabomano.

e VYV mamuenroB ¢ mo6siM BapuantoM MIITH/C3TTI u XBII MBI peKOMeHAyeM POBOIUTH
MEIUITMHCKYIO peaOUIUTAITUIO 110 TTIOKa3aHusIM U B 00beme, peaycMmoTpeHHbiMu KP o XBIT,
C LIEJIbIO YIIYUIICHHUS TIOYSYHOr0 IPOTHO3a U IPOTHO3a )Ku3HH [48].

YpoBeHb yoenuteibHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

5. HpO(l)I/IJIaKTI/IKa H TUCIIAHCEPHOEC HaﬁJ'llOIICHI/Ie, MEAUIMNHCKHEC IIOKAa3aHUA U

MNPOTHBONIOKaA3aHUA K IPUMECHCHUIO METO0B HpO(l)I/I.]'laKTI/IKI/I

Memoowt  nepsuunou  npoguraxmuxu  nepsuunozo  MIIITH/C3ITI He  pazpabomatnsi.
Ilpopuraxmuxa  emopuunvix  eapuanmos MIIITH/C3ITI, nanpumep, npu  cucmemHwlx
AYMOUMMYHHBIX ~ 3A00NIe8AHUAX, XPOHUYECKUX UHPDEKYUAX, MOHOKIOHANLHOU 2amMManamuu,
Modicem  3aKOYAMbC 6 JNe4eHUU OCHOBHO20 3a00/e8aHus 00 NOAGNEeHU 2lLOMEPYISAPHO20

cqupOMa, OaHClKO, ookazamenvHas 6a3a 6 SMom OMmHOUEHUU ocpanu4era.

e V mammentoB ¢ MIITH/C3ITI, acconuupoBaHHBIM C MOHOKJIOHAJIBHOW TaMMaraTHew,
MOJIYYAIOLMX 3aMECTUTEIbHYIO IOYEUHYI0 TEpaluio M SBISIIOIIMXCA KaHIUAAaTaMd Ha
NepecagKy MOYKH, Mbl PEKOMEHAYEM IIPOBOAUTH KOHTPOJIb FEMATOJIOTMUECKOTO OTBETA U MTPU
HEOOXO/IMMOCTH  KJIOH-OPMEHTHUPOBAaHHOE JIeYeHHe B 00beMe, MperyCMOTPEHHOM B
COOTBETCTBYIOLIUX KP, COBMECTHO c BPauyoOM-TeMaToJI0rOM B npe- u
MOCTTPAHCIUIAHTAIIMOHHOM TE€pPHO/e ¢ Meiabio mpodwmiraktuku peruaua MIITH/C3TTI B
autorpadre mouku [35-37, 41].

YpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)

Kommenrtapuu: Ilpogunakmuxa peyuousa MIIIH/C3ITI 6 noueunom mpancnianmame Modxicem
ObIMb peanu308ana NpU HEKOMOPbIX BMOPUYHBIX 8APUAHMAX 3A00]1e6aHUS, HANPUMED, 8 CAVYAsX,
ACCOYUUPOBAHHBIX € MOHOKIOHANbHOU  eammanamueu.  Hacmoma  peyuousa  MIIITH
(nponugepamugnoco enomepyioneppuma ¢ omiodxceHuem MOHOKIOHAnbHo2o MI) 6 annocpagpme
NOYKU NpU OMCYMCMBUU 2eMAMOJIOSUYECKO20 OMEema SGIAEMmcs 6blCOKOU U C8A3AHA C HU3KOU

BBLIICUBACMOCBIO MPAHCHIAHMUPOBanHo20 opearna [69, 132].
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e VY manmentoB ¢ MIIT'H/C3I'TI MbI pekOMeHyEM MMPOBOAMTH MEPOTIPUATHS, HAlpaBICHHbIC HA
npopMIaKTUKy OciaoXHEeHUH nucynkuuu nouek u OIIIl, u aucnancepHoe HaONOACHHUE B
o0wveme, npenycmorpeHHoM KP mo XBII, ¢ nenpio ynydilleHHs MOYEUHOTO IPOrHO3a M
BbDKHBacMocTH [48].

YpoBenb yoeauteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — D)

6. Opranuzanys okazaHusi MEIUIIMHCKON ITOMOIIH

OcHOBHbBIE MOKA3aHUS K IKCTPEHHOH rOCHMTAJM3AUMHM B cTanmuoHap nmamuentoB ¢ MIIT'H u
C3r'1:

1) PasButue wnu mogo3penue Ha pasutue OIIIl (cHmxenue temmnoB muypesa <0,5 mi/kr/gac B
TeyeHue >6 4acoB WJIU MOBBIIICHUE KpeaTuHHUHA KpoBU >50% OT UCXOIHOTO 3a 7 AHEH WiH
MOBBIIICHUE KpeaTHHUHA KPOBU Ha >26 MKMOJIB/JI 3a 48 4acoB);

2) beictponporpeccupytomiee cumxenrne CK® u/unm moBbIlIeHHE YPOBHS KpeaTWHWHA KPOBU (Ha
>50% B TeueHue 3 MeCSIICB);

3) OcTphlii HEPPUTHIESCKUN CUHAPOM;

4) BoaHO-3MEKTPOJIUTHBIE HApyLIEHUS U auujao3 (moreps JKUJIKOCTH M TUIIOBOJIEMHUS,
TUIEepKaIueMus, TUIOKAJIUEMMUS, TUIIOHATPUEMUS, MeTa0OoINYeCKUi anuao3,
JIEKOMIIEHCUPOBAHHBIN );

5) Jlroboe u3 creayronmx OCI0XHEHUH, TpeOyroliee SKCTPEHHOW Tepanuu, BKIIOYas Hadaylo
ouanv3a: HapymeHue (QYHKIUN EHTPaTbHOW HEPBHOW CHUCTEMBI; CEpPO3UTHI; JIEKOMIICHCAIIUS
MeTaboIMUECKOTo alua03a; TUIepKaIneMus; HEKOHTpOIUpyeMas TUliepruapaTaius (aHacapka, OTeK
JIETKUX) ¥ apTepuagbHas TUIIEPTEH3Hs; TshKesas 0eIKOBO-IHEPreTHUeCKass HeJJOCTaTOUHOCTb;

6) PesucrentHas k amOynaTOpHOMY JICYEHHUIO apTepHajbHas TUNEPTEH3Us  (BKIOUYas
TMIIEPTEH3UBHBIN KpH3);

7) BriepBsie BoisiBieHHOE cHIDKeHHEe CK® <30 mu/mun/1,73 M.

OcHOBHbBIE TMOKa3aHUSA K BbINMCKe MNANMEHTAa W3 CTAMOHAPAa 1OCJe JSKCTPEHHOM
rocnuTaauzanuu nanuenros ¢ MIITH u C3I'I1:

1) [onrBepxknen wnu uckimoyeH nuarxo3 OIII; mpu moATBep»KAeHUM — yCTAHOBJIEHA ATHOJIOTHS
OIIIT;

2) [TIlposemeno neuenne OIIIl B momHOM oOBEMe, 3aBepIIMBIIEECS WCXOIOM (perpecc,
nporpeccupoBanue XbII, TepmuHaabHasK MOYEUHAs HEIOCTATOYHOCTD);

3) YcranoBiena npudnHa ObicTporporpeccupyroriero cHmwkenus CK® u/umm moBeIIEHUS YPOBHS
KpeaTuHUHa KpoBH (Ha >50% B TeueHue 2-6 MecsleB) U NMPOBEACHO JIEUEHHE, 3aBEPIIUBIIEECS
ucxoaoM (perpecc, nporpeccuposanue XbII, TepMuHambHas MmovyeyHas HETOCTATOYHOCTD);

4) KynupoBaHbl IPOSIBIEHUS OCTPOT0 HEPPUTHUECKOTO CHHAPOMA, YCTAaHOBJIEHA €ro IPUYNHA;
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5) IlpoBeneHO JieUCHHWE KIMHHYECKH 3HAYMMBIX OCJIOKHEHHH JTUCHYHKIIMH TIOYEK: BOJHO-
3JIEKTPOJUTHBIX HAPYIIEHUN, HAPYIIEHU KHCIIOTHO-OCHOBHOI'O COCTOSIHUSI KPOBU: KYITMPOBAHbI WU
KOMIICHCHPOBAHLIL THUIIOBOJIEMHUA, THIICPKAIIMCMU, TUIIOKAJIMCEMUAA, TUIoOHaTpucMus,
MeTabOIMYECKUN aluI03, METa0OINIECKUI aKaio3 (KOHCEPBATUBHBIMU METOJAMHU WJIM METOJAMH
Jiann3a);

6) CHMKEHO apTepuallbHOE J1aBJICHUE, YCTPAHEHBI KU3HEYTPOXKAIOIINE MTPOSBICHUS THUIIEPTEH3UU U
ONTUMHU3UPOBAHA AaHTUTHIIEpTEH3MBHAs Tepanus y nauneHToB XbIT C1-C5/1;

7) Ipu Buepsbie BoisiBiieHHOM cHIbKeHUU CK® <30 mu/mMun/1,73 M2 — npoBeJieHbl AUATHOCTUKA H
JICYCHNE OCHOBHBIX OCIIOKHEHUH NUC(YHKIIUU TTOYEK.

OcCHOBHBIE OKA3aHMSA K IVIAHOBOM rOCIIMTAJIM3ALNHA B CTALIMOHAP:
1) IlepBuunas auarHoctuka npu nogo3penuu Ha MIIT'H wnu C3I'TT;

2) y nmanueHToB ¢ u3BecTHbIM quarHo3om MIITH wiu C3I'TI:

a. HapacTaHHWE MIPOTEUHYPUH H/WII TeMaTypHH;

b. BHEpBBIC BBIABICHHBIH HEPPOTUYECKUI CHHIPOM WM COYETAHWE THIIOATBOYMUHEMHUH |
2.
npotenHypun >3,5 r/cytku/1,73 Mm%,

C. HGO6XOI[I/IMOCTB I[I/Ial"HOCTI/IKI/I/I[I/Iq)(l)epeHI_[I/IaJIBHOI\/'I JANAarHOCTUKU C IPUMCHCHUCM OHOIICHH TIOYEK
WA APYTUX JUArHOCTUYCCKUX HCCHGI[OBaHHﬁ, TpC6yIOHII/IX TOCIIMTAJIN3alluH,

3) bopMupoBaHHe JOCTYyMA [Tl TUATH3a;
4) Ha ¢poHe OEPEMEHHOCTH;

5) mpoenenne MCT MIITH wnmu C3T'Tl w/unm nedeHne acCOIMUPOBAHHBIX IMATOIOTHYECKUX
MIPOLIECCOB;

6) IMOATOTOBKA K IMPOBCACHHUIO ONICPATUBHOI'O JICHCHHA 110 Pa3HBIM ITOKa3aHUAM.

OcHoBHblE TMNOKAa3aHUSAI K BbINHCKE TMAaNHEHTa M3 crainmoHapa 1ocJje IJIAHOBOM
rocnurTrajanu3almum:

1) INonreepxkaen win onposeprHyT auarHo3 MIII'H nnu C3I'TI, npoBeneHsl JedyeHne U epBUYHAS
JUarHOCTHKA C MPUMEHEHHEM OWONCHM TMOYEeK WM APYTUX AMArHOCTUYECKUX HCCIEAOBAHUN B
COOTBETCTBUU C PEKOMEHIALMAMU;

2) HOIITBCp)K,Z[CH WU OIIPOBCPrHyT JAHATrHO3 O6OCTpeHI/I}I/pCLII/II[I/IBa, IMPOBCACHO JICYHCHHUC B
COOTBETCTBHUU C PCKOMCHIAIIUAMMU,

3) HpOBCI[CHa AUArHoCTHUKa NpUYHUH BTOPHUYIHOT'O MIII'H B cOOTBETCTBHUHU C PCKOMCHAAIUAMU

4) ChopmupoBaH AOCTYII AJis UAIN3A;
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5) MIIT'H wnu C3I'TI Ha ¢oHEe OepeMEHHOCTH — ONPECIICH MOYEYHBINA MPOTHO3, MMPOBEACHBI JICUCHUE
1 JUAarHoCTUKa B COOTBCTCTBHUU C PCKOMCHAALUAMMU,

6) IIposenenune wuHayknuonHoit WCT/KBT — mnpoBegeH 1wkiI WM TocnuTainbHas —(asza
MMMYHOCYIIPECCUBHOM Tepanuu, BBIIOJHEHA JAMAarHocThuka U JjedeHue ocioxHeHnuid HUCT,
OCYIIECTBIIEH KOHTPOJIb (PYHKIIMOHAIBHOTO COCTOSHUS TIOYEK, MPOBEICHBI TUATHOCTHKA U JICUCHHE
OCIIOKHEHUH TUC(YHKINU TTOUeK (€CIIM TAaKOBBIC OBLIN BBISBIICHBI);

7) llonroToBka K MPOBEIACHUIO ONEPATUBHOTO JICUCHHS — OCYIIECTBIICHA HEOOXOIUMast IUarHOCTHKA
U Koppekuus ocnoxxkHeHud XDbII, BausdoOmMX HA PUCKH ONEPATHBHOIO BMEIIATEILCTBA
(KOHCEpBAaTUBHO WJIM METOAAMHU JUAIIN3A).

IIpuHuMNBI Opranu3anuu aMOy/1aTOPHOI MOMOIIH:

AmbynatopHoe Benenue nanueHToB ¢ MIII'H u C3T'TI nomxHO OBITH OPraHU30BaHO B COOTBETCTBUU
C MPUHIIUIIAMHE, U3JI0KEHHBIMU B pekoMeHaanusx mo XbIT [31].

7. JNononHuTenbHas nHPopMarus (B TOM YUcie (GakTopbl, BIUSIIOLIIME HA UCXO

3a00JIEBAaHUSUIIN COCTOSTHUS )

HecmoTpss Ha axkTuBHBIE Mepbl TNPOPHUIAKTHKK HMH(EKIHHA, KOTOphIE OOBSICHSIIOT
HaMeTHUBIIylocsd B mnocieanue 15-20 yieT sBHYIO TEHJCHIMIO K CHHYKEHHUIO PACIPOCTPAaHEHHOCTH
MIITH/C3I'TI B GonbpmMHCTBE pernoHoB mupa [1l], 3TOT BapuaHT TiIoMepyloHeppuTa HENb3s
cunTath nporHoctudecku OmaronpustHeiM. MIIIH/C3I'TI ocTaeTcss oaHOW M3 OCHOBHBIX MPUYWH
TIIH cpeau Bcex ocTanbHbIX (opM mnepBHUUHOro riaomepyrnoHedputa [133]. Ompenenuts TOYHO
nporuo3 B otHouieHuu pasutuss MIII'H/C3ITI 3arpyaHuTenbHO, TOCKOJBKY 3a MOCIEAHNE TOJIbI
W3MEHUWJIUCh TPEACTABIEHUS O IaToreHe3e OOJEe3HU, YTO JIeIaeT HEBO3MOXKHBIM HCIIOJIb30BaHHE
«UCTOPHUYECKOTO KOHTPOJs». 10-1eTHss movyeuHast BbpkuBaeMocTh it MIITH, cocrasisier 50-60%
W 3aBUCUT OT MHOTUX (akropoB (Tabn.3), TIaBHBIM W3 KOTOPBIX SBIsiETCS (hopMupoBaHUE
nonynynuit 6onee yem B 50% wiy6oukoB. Ilpum C3I'TI 10-nmetHsis mouevyHass BBDKHBAEMOCTH
coctaBisier 30-50% (mpu TeHETHMUYECKMX BapuaHTax — Oosee HuU3Kasg). YacToTa BO3BPATHOrO
rinomepynonedpura B Tpancmiantate npu MIITH koneGnercs B mpenenax 18-50% [134], a mpu
C3I'TI - ot 67 m0 100% [135].

Ta6n.3. [IpenukTopsl HEOIATONMPHUITHOTO MPOTHO3a B OTHOIICHWW IMOYEYHOW BBDKMBACMOCTH IIPH
MIITH/C3TTI.

Knununueckue * MY>KCKOH IO

* He(ppoTHUECKUIT CHHAPOM

* apTepUalbHas TUIIEPTEH3USA

* MakporeMarypus

* OTCYTCTBHUE CIIOHTAHHOW MJIM MEJIUKAMEHTO3HO OOYCIIOBICHHON KIIMHUYECKON
peMuccHd B TeUeHUE 0O0JIE3HU

JlaGopaTtopHbie * HU3KUI YpOBEHb IreMOTrI00MHA
* MOBBINICHUE KpeaTHHUHA 1/min cHkeHrne CK® B nedrote 60s1e3HU
Mopdonorunueckue * mupdysHoe ynBoeHue 0a3anbHBIX MEMOpaH 10 CpaBHEHUIO C (POKaIHHO-
CEerMEeHTapHBIM

* moyyHust Oosiee ueM B 20% KiryOOUIKoB
* BRIp@KEHHAs Me3aHruasibHas nposudepanus (JIoOyISpHbIA BapHAaHT)
* ME3aHTHAIBHBIC JICTIO3UTHI U CKIIEPO3
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® BBIPAXKCHHBIC Ty6y'J'IO- HWHTCPCTUIINAIIbHBIC NU3MCHCHU A |

[Mpumeuanusi: MIII'H — wmemOpanonponudepatuBHblii rinomepyionedppur; C3ITT — C3-
riiomepynonatust; CK® — ckopocTs KiIIy0OUKOBOH (DUIIbTpAIUH.

KpnTeplm OLICHKHU KaYecTBa MeI[I/I]_[I/IHCKOﬁ nmoMomm

Ne Kpurepuii kauecta YpoBeHb YposeHb
yOenuTenbH | JAOCTOBEPH
ocTu ocTu
peKOMEHJall | JOoKa3aTesb
5051 CTB
1 [TanueHTy c mpeanosaraéMbIM WIN YCTAaHOBICHHBIM JTUArHO30M A 2

MIITH/C3I'TI BemonueHo onpenenenne yposueit C3 u C4 ppaxumit
KOMIIJIEMEHTa

2 [Manuenty ¢ quarnozom MIIT'H/C3ITI BEINOIHEHO MOJIEKYJIISIPHO- A 2
TeHETHYECKOE UCCIIeIOBaHMe, BKIoYas myTannu gakropos H, I, B, C3,
TpoMbomoymHa, MCP u nmp.

3 [ammenTy ¢ nuarano3zom MIIT'H/C3TI'TI BeImonHEHO OmpeieNieHne COAep KaHUs A 2
aHTHTelN K PaxTopy H

4 [NanweHTy ¢ TpeamoNaraeMbIM WIN YCTAHOBICHHBIM THATHO30M A 2
MIIT'H/C3T'T] BRIIONHEHO YIBTPa3BYKOBOE HCCIECJOBAHUE ITOYCK

5 [MamwenTy ¢ moxo3penuem Ha MIIT'H/C3I'TI BeImoTHeHAa OHOTICHS TIOYKH IO A 2

V3U KOHTPOJIEM C MIATOJIOTI0-aHATOMHUYCCKHUM UCCIICAOBaHUCM OHOIICHITHOTO
Martepuajia npu OTCYTCTBUH HpOTI/IBOHOKaBaHI/Iﬁ

6 [Mauuenty ¢ nepuunbiM MITT'H/C3T'TI npoBeneHo wiim peKOMeHJ0BaHO A 2
JICYCHNE NNTAKONAHOM WX #IATIETOKOIJIAHOM
7 [Mauuenty ¢ nepuunbiM MITT'H/C3TTI, HC n/unu nporpeccupyromiei B 3

aucyHKIer noyek nposeneHo jgedenue ['K (mpu orcyTeTBum
MIPOTHBOIOKa3aHui) B couetanuu ¢ LID** win #AMMD**
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHUYECKHX PEeKOMEH AN

B kadyecTBe OCHOBBI Il pa3pabOTKH KIMHUYECKUX pekomeHpanuid mo MIIITH Opum
WCIIOB30BaHbl peKkoMeHaanuu «MemOpaHnomnponudepatuBablid - riaomepynoneppur» 2013 1.,
MEXIyHapOAHbIE PeKOMEHJAMN 1no mpobieme. [Iporecc mMOAroToBKHM peKOMEHJAUIl COCTOSUT U3
CIIEIYIOIIMX JTamoB: BBIOOp pyKoOBoaWTENs, wWwieHOB padoueil rpynmbel (PI)) u cekperapuara;
ompejeNiecHue B XOJE NIUCKYCCH Hamboyiee BaXXHBIX I PEATbHOW KIMHUYECKON TMPAKTUKH
obnactel, KOTOpbIE IOJDKHBI IMOKPBIBATH PEKOMEHIAINUU; OIPEICICHHE YaCTHBIX BOIPOCOB IS
uccienoBanusl U (HOPMYIUPOBKM pPEKOMEHIAIWiA, pa3pabOTKU MPUEMOB IOUCKA JOKA3aTeIbHOM
0a3el; (OpMHUpPOBAHHE OKOHYATEILHOTO MEPEYHS PEKOMEHIAIM M ero CTPYKTYphl. YKa3aHus,
MPEACTABICHHBIE B HACTOSIIMX PEKOMEHJALHUSIX, OCHOBaHbl HA BBINOJHEHHOM WIEHAMH T[PYIIIbI
aHaJlM3e HCCIIeOBaHUN B HEPPOJIOTHMM M CMEXHBIX O0JAacTAX MEAMLMHBI, UX CHUCTEMaTUYECKUX
0030pOB M MeTa-aHalW30B, OMYyONWKOBaHHbIX 10 wuroHsA 2026r. IlepBas Bepcuss KP Obina
npeacrasieHa B M3 P® nerom 2021 rona. ITocne nonyuenus peuenzun HOKKMII B B 2023 roxay,
PI" Obutn BHeceHbl HeoOxoaumbie M3MeHeHHs B TeKCT KP, a mpoekT HampapiieH Ha MOBTOPHYIO
peuensuto. 3a ucrekmuid nepuoa 2023-26 rr B NMOHMMAaHMM CYTH 3a00J€BaHUs, IMOIXOJ0B K
Kiaccu(uKanuy, AMarHocTuke u jedeHuto nepsuuHoro MITIH/C3ITI mpowmsonum cyiiecTBEHHbBIE
W3MEHEHHS, a 9acTh MoJIokeHui rpoekta KP ycrapena, 4To moTpe6oBaio 0OHOBIICHUS MTOCIEIHETO B
npencraBieHHo Bepcuu 2026 1.  Unensl P crpemuiinch, 4TOOBI Kaxaas peKOMEHIAIs
0asupoBajach Ha MaKCHUMaJlbHO BO3MOXXHBIX YPOBHSIX JIOCTOBEPHOCTH U YOEIUTENbHOCTH
pexomennauuii. Tem He Menee, PI" couna HEOOXOAMMBIM OCTaBUTH Psil peKOMEHAaUul, GopMalIbHO
MMEIOIINX HU3KUH YPOBEHb JOKA3aTEIIbHOCTU WJIM OCHOBAHHBIX HA HKCIEPTHOM OLIEHKE, C y4ETOM
MHOTOJICTHETO ONbITa BEJACHHS TNAI[MEHTOB COOTBETCTBYIOIIETO MpOoGMiIsi M TOro, YTO OTH
PEKOMEHIalluh MOTYT UMETh CYIIECTBEHHOE 3HAYCHUE /IS MPAKTUUECKOU PabOTHI.

JUisl OLIEHKH KauyecTBa U CHJIbI pEeKOMEHJAllMK UCIOIb30BAIM YPOBHU JOCTOBEPHOCTHU JIOKA3aTEIbCTB
U yOeMTeIbHOCTH peKoMeH aaruii (Tabdm. 1-3).

IleaeBass ayiuToOpHus NJAHHLIX KJIMHUYECKHX PEKOMEHIAIMMN:

1. Bpau-nedpouor.
Tab6auua 1.I1Ikana oneHku ypoBHe# moctoBepHocTH nokaszarenbcTB (Y /) ans mertonos

JAUarHOCTHUKH (,Z[I/Ial" HOCTHYCCKHX BMCIJ_IaTCJ'ILCTB)

YA Pacuu¢poska

1 Cucrematnueckue 0030pbl HCCIEAOBAHUNA C KOHTPOJEM pPEPEPEeHCHBIM METOJIOM HIIU
CUCTEeMAaTHYeCKU  0030p  paHJAOMHU3MPOBAHHBIX  KIMHUYECKUX  HCCIEIOBaHUM  C
IIPUMEHEHUEM METa-aHaln3a

2 OT,Z[CJIBHBIC HUCCIICAO0OBaHHUA C KOHTPOJIEM peq)epeHCHBIM METOAOM HIIM OTACIIBHBIC
PaHAOMHU3UPOBAHHBIC KIIMHUYCCKUC HUCCICIO0BaHUA u CHUCTEMATUYCCKUC O630pBI
HCCIIeOBaHUM 000r0 I[PI3aI>iHa, 34 HUCKIKHOUYCHUCM PaHAOMU3ZUPOBAHHBIX KIMHUYCCKHUX
I/ICCJ'IG)]OBaHI/II\/'I, C IPpUMCHCHHUEM METa-aHalin3a

3 HccnenoBanuss 06e3 MOCIEIOBATENBHOTO KOHTPOIS pPEe(PEpeHCHBIM METOJIOM MU
UCCIIEIOBaHMs C peepeHCHBIM METO/I0M, HE SBJISIOLUIMMCS HE3aBUCHMBIM OT HUCCIIEyeMOI0o

MCTOda WM HCPAHIOMHU3UPOBAHHLIC CPABHUTCIBHBIC MCCICAOBAHUSA, B TOM UYHUCIIC
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KOTOPTHBIC UCCICIOBAHUS

4 HGCpaBHI/ITCJIbHBIe HCCIICO0BaHNUA, OIIMCAHNUEC KIIMHUYCCKOT'O CiIydas

5 Nwmeercs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHSI I MHEHHE YKCIIEPTOB

Tadoauna 2.1llkama oneHKW ypoBHEW mocToBepHOCTH aokazatenbcTB (Y JI)mis meromos
npodunakTUKK, JedeHus U peabunmurtanuu (MPOoPHIAKTUYECKUX, JICUCOHBIX, pEaOMIUTAIIMOHHBIX

BMEIIIATEIILCTRB)

YA Pacuugposka

1 Cucremarnueckuit 0630p PKU ¢ npumeneHnem meTta-aHanmn3a

2 | Ormenpable PKM wm cucremarmyeckue 0030pbI  HCCIENOBAaHWM JIFOOOTO JM3aifHa, 3a
uckmodyenuem PKU, ¢ npuMeHeHneM MeTa-aHain3a

w

HepaH[[OMI/I?;I/IpOBaHHI)IC CPaBHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHW

4 | HecpaBHHUTENbHBIC HCCIEAOBAHUS, OMHCAHUE KIMHUYECKOTO CIIydas WJIH CEPUHM CIIy4aes,
WCCJIETOBAHMS «CITY4aili-KOHTPOIIb)

5 | Umeercs mnumb 0OOCHOBaHME MeXaHM3Ma JEWCTBUS BMEIIATENbCTBA (JOKIMHUYECKUE
UCCJIEIOBaHMsI) WJIM MHEHHUE 3KCIIEPTOB

Ta6auna 3.10kana oueHku ypoBHeW yOeautenbHOocTH pexkomeHaauui(YYP) nns meromnon
PO UIAKTUKH, TUATHOCTHKH, JICUCHHS] W peadmmuTaruu (MpoQHIakTHISCKUX, TUArHOCTHYCCKHX,

Je4eOHbIX, peabMINTAMOHHBIX BMEIIATEIbCTB)

YYP Pacuiugposka

A CunbHas pekoMeHaanus (Bce paccMaTprBaeMble KpUTepHH () (HEKTUBHOCTH (MCXOIbI)
SIBIISTIOTCSI BYKHBIMH, BCE MCCIIEIOBAHHUS MMEIOT BBICOKOE HJIM YIOBIIETBOPHUTEIHHOE
METO/I0JIOTUYECKOE KaueCTBO, MX BBIBOJBI MO HHTEPECYIOIUM MCXOJaM SIBISIOTCS
COTJIACOBAaHHBIMH)

B VYcioBHas pekoMeHJalus (He Bce paccMaTpuBaeMble KpuTepuu 3((EeKTHBHOCTH
(ucxonpl) SBISIIOTCS Ba)XKHBIMM, HE BCE HCCJIEIOBAaHUS HMEIOT BBICOKOE WIH
YJIOBJIETBOPUTEIBHOE  METOJOJOTMUECKOEe KaueCTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIIUM HCX0JIaM HE SBJISIOTCSI COTJIACOBAHHBIMHU )

C Cnabast pekomeHjanusi (OTCYTCTBHE JIOKa3aTeNbCTB HAJUIEXKAIero KauecTBa (Bce
paccmaTtpuBaeMble KpuTepuu 3PGEKTUBHOCTH (HUCXO/bI) SBISIOTCS HEBA)XKHBIMH, BCE
UCCIIEIOBAHMSI MMEKT HU3KOE METOJOJIOTMYECKOE KayeCTBO M MX BBIBOJABI 11O
MHTEPECYIOIINM UCX0JIaM HE SBJISIOTCS COTJIACOBAHHBIMH )

IHopsiaok 00HOB/IEHHS KIMHUYECKHX PEKOMEH/1aluid.

Mexanuzm 00HOBIeHUs KIUHUYECKUX  peKoMeHOayull npedycmampueaem ux
cucmemMamuyeckyo aKmyanu3ayuro — He pedice yem 0OUH pas 6 mpu 200da, a makxdce npu nosieleHuu
HOBbIX OAHHBIX C NO3UYUU OOKA3AMENbHOU MEeOUYUHbL HO BONPOCAM OUACHOCMUKU, JleYeHUs,
npoguiakmuxu U - peabunumayuu - KOHKPEemHbulX  3a001e8anutl,  HAIUYUU  0OOCHOBAHHBIX

O0ononHeHull/3amevuanut K panee ymeepocoeHuvim KP, Ho He uawe 1 paza 6 6 mecayes.
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[Tpunoxenue A3. CropaBouHble MaTepHalibl, BKJIIOYas COOTBETCTBHE MOKA3aHUM K
MPUMEHEHUIO U TMPOTUBOMOKAa3aHUI, CIOCOOOB MPUMEHEHUS U /103 JIEKApCTBEHHBIX

IMpCIIapaTos, HHCTPYKINH I10 IMPUMCHCHHIO JICKApPCTBCHHOI'O IIpcIiapara

Ioaxoabl K Jieuenne BTopuuHbIx BapuanTo MIIICH/C3III [9]:

1) nedenue 0CHOBHOTO 3a00JICBaHNUS;

2) npu aktuBHoM Bapuante TeueHus MIITH/C3ITI, Bkmowas BITHC, cnemyer paccMoTpeTh
npumenenne MCT npu OTCYTCTBUMU NPOTHUBOIOKA3aHUM, HAMpPHUMEp, TEKYIIEro HH(GEKIHMOHHOTO
mporecca;

3) npu HaMWYMHM KPUOTIIOOYIMHEMHH U OOYCIOBIICHHBIX €0 OCIIOKHEHHH (BaCKyJIHUT, CHHAPOM
THIEPBSI3KOCTH W TPOY.) CJENyeT HANpaBUTh JICYCHHUE HA JIUMUHAIMIO KPHOTIOOYIMHOB C
MTOMOIIBIO TJIa3MOOOMEHA U CHIDKEHUE UX MPOIYKINN B-KkieTkamu.

[Ipu BeIsIBieHun 3aboneBanus, sBuBiuerocs npuunHoit MIITH/C3ITI (ta6mn.1), Bce neuyeOHBIC
ycwinsg HEOOXOJMMO HalpaBUTh Ha JieueHue 3Toro mporecca. [loaxonael k jeueHuro HambOosee
9acThIX COCTOSTHMM, accormupoBanHbix ¢ MIIT'H/C3I'TI, moapoOHO OCBEUICHBI B COOTBETCTBYIOIIUX
KP (Tabmuna 3, Ipunoxenue A3) [31-41]. IIpu oTCyTCTBMM CTaHIAPTOB JICUCHUs 3a0O0JICBaHUS,
npuseamiero k MIITH/C3ITI, cneayer npuMmeHuTh mnepconunbunupoBannsii moaxon [9]._Ilpu
BropuuHom MIIT'H/C3I'TI nmpumenenne CT onpaBnaHo B ciiydae yrpo3bl yTpaThl MOYEK U IPH
TIOIATENILHOW OIeHKe pucka ocinoxkHeHnd [9]. ITlpu HEKOTOphIX 3a00JIeBaHUSAX, HANPUMED,
OHKOTe€MaTOJIOTHYECKHUX IPOIIeccax, JIECYEHHE OCHOBHOTO 3a00J€BAaHUS MOXKET OBITh OTCPOYEHO B
CBSI3U ¢ ohopMIIEHHEM MAIMEHTOM JOCTYyINa K HeOOXOJUMBIM MpenapaTaM U ux nomydeHueMm. [lpu
3TOM B MOYEYHOI TKaHU MOTYT pa3BUThCS HeOOpaTUMble U3MEHEHUs. B kaxxaom mogobHOM ciydae
1enecoo0pasHo MHAUBUAYaIbHO paccMoTperh npumenenne VCT, He nokujasch Havana JICYEHHs
OCHOBHOT'O 3a00JIeBaHMs, C y4YETOM pPa3BHTHS MOTEHIMAIBHBIX ocloxHeHui neuenus [9]._Ilpu
KkpuorinoOynuHemudeckoM BapuaHte MIIIH, KOTOpBIN mpoTekaeT ¢ BhIpaKEHHBIMHU IPU3HAKaAMU
KpUOTJIOOYTMHEMUYECKOTO  BacKyiauTa (TMOpaxeHHe KOXH, JIETKHX, TJIOMEpPYJIOHEPpPUT C
MOJIYJIYHUSIMH ), TIpENapaToM BbIOOpa SIBISETCS #pUTYKCUMAO™*, MpUBOJALINI K MCTOLICHHIO ITyJa
B-mumdponmToB, mpoxyrupyromux kpuoriaoOymuHel [136]. DddexkTnBHON anpTepHATHBOW TakkKe
sIBIIsieTCS Tu1a3MaoOMeH B couetannu ¢ ['K w/umu [{D** B reuenue 2 — 4 mec [136].

Tabmuua 1. Knunuueckue pexkomeHganmu, ojnoOpeHHele M3 P®D, um mpoekThl KIMHUYECKUX
pEeKOMEHalUi MO HO30JIOTUSAM, KOTOPbIE MOTYT SIBISITHCS MPUYMHON (ITHOJIOTHEN) BTOPHUYHOTO
MIITH/C3TTI.

3aboneBanue KP (mmpoekr) Ccbuika

BosuanounsIit IMpoekr KP «J/lnarnoctuka u nedenue | https:/rusnephrology.org/wp-
3/4+5Kna a (b a5 content/uploads/2024/06/KP_B® ot 12.05.2

HepuT Jacc | BOJYaHOYHOTO HEPPUT 4.pf

PeBmaTouHbIM KP «PeBmaTouHbIi apuUTpUT» https://cr.minzdrav.gov.ru/previe
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apTPUT w-cr/250 3
KpuornoOynuaemus https://rusnephrology.org/
npu HCV, HBV IIpoekt KP «J/lnarHocrrka u jeueHue | wp-content/uploads/
romepynonedputa npu HCV u HBV 2021/09/cryo.pdf
uHpEKIMKN, BKJIOYas HeQpPUT TpU
KPHOTJIOOYMUHEMHUYECKOM
BACKYIIHTE
MI'P3 KP  «/lpyrme  mnasmoxieTounsie | https://cr.minzdrav.gov.ru/previe
HOBOOOpa30BaHMSI» w-cr/883_1
Muenoma KP «MHOXeCTBECHHAs MHEIIOMa) https://cr.minzdrav.gov.ru/previe
w-cr/144 2
Makpornooyauaemus: | KP «Makpornooyauaemus | https://cr.minzdrav.gov.ru/previe
Banbnencrpema Banbnencrpemay w-cr/827 1
B-JIum¢poma KP «ArpeccuBnbie Hehoumukyssipabie | https://cr.minzdrav.gov.ru/previe
muMbomsel - muddysHas B-knerounas | w-cr/129 3
KpynHOKJeTouHas  jgumdoma, B-
KiIertouHas  JguM¢poMa  BBICOKOIL
CTEMEHH  3JI0KAUYECTBEHHOCTH  C
nepectporikoir reHoB c¢-MYC wu
BCL2/BCL6, nepBUYHAs
MeMacTHHATbHAsI B-kirerounas
auMboma, MeacTHHAbHAs
mumpoma cepodd  30HBL, JEMpoMa
bepkurra, 1a3Mo0IacTHast
auMdoma
I'enatut C KP «XpOoHUYECKHit BUpycHsiil | https://cr.minzdrav.gov.ru/previe
rematut Cx» w-cr/516 3
KP «Octpsiit rematur C (OI'C) vy | https://cr.minzdrav.gov.ru/previe
B3POCIIBIX) w-cr/771 1
I'ematut B KP «Ocrtpeiii rematur B (I'B) y | https://cr.minzdrav.gov.ru/previe
B3POCIIBIX) w-cr/672_2
BUY KP «BUY-uHbeKIms y B3pOCITBIX)» https://cr.minzdrav.gov.ru/previe
w-cr/79 2
Cencuc KP «Cemncucy https://cr.minzdrav.gov.ru/previe
w-cr/953 1
WudexnmonnbIi KP «Mudexkunonnsiit sugokapaut u | https://cr.minzdrav.gov.ru/previe
SHAOKAPAUT HHpeKIus BHYTpHCEp/ICUHbIX | W-CI/54_3
YCTPOMCTBY

[Ipumeuanusi: BUY — Bupyc nmmyHnonedpunurta yenoseka; ['B — remarur B; KP — xnuauueckue
pexomenaauuu; OI'C — octpriii renatut C; HCV — undexuus, BeI3BaHHas BUpycoM renaturta C;
HBV — un¢exuus, BpI3BaHHas BUpYcOM remnaruta B.

Tabmuua 2. OpuentupoBouHas yacrora onepeaeneans CK® u cyTodHoi poTenHypHH ISl OLIEHKA

3¢ (HEeKTUBHOCTHU TEpaTTUH.

Knunuyeckas curyarus YacroTa OlEHKH KIMHUYECKUX TOKa3aTenei
(CK®, Oenok B CyYTOYHOW Moue, OOIIHi

aHAJIN3 MOYH, aTbOYMUH B CBIBOPOTKE H T.1I.)

IlepBbiii TOx newyenus mo0Ooro Buaa mocie | 1 pa3 B Mecsi
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https://rusnephrology.org/

ycranoBienust guarnoza MIITH/C3TTT  wnm

IMOCJIC CMCHBI T€pall B CBA3U C aKTUBHOCTBIO

3a001€BaHUsA

Bropoit u mocnegyromue rojapl Tepanuu Mpu

OTCYTCTBUH U3MEHEHU B HEN

1 pa3 B 2 mecsia

[Tpumeuanus: CK® — ckopocTh KIIyOOUKOBOW (PUIBTpALIUN

Tabmuma 3. J[03b1 JeKapCTBEHHBIX NpenaparoB, npuMeHsembix st jedenus MIITH/C3ITI odd-

neion.
JIC, cnioco6 Jo3b1 JnutensHOCTH HcTounuk
BBCJICHUS
Nunykius
EMMO**, 750-1500 mr 2 paza B cyTku | 10 12 Mmec wim 10 [9, 99, 100-
epopaIbHO MIPOSIBIICHUS 104]
MIPOTUBOIIOKA3aHUM K
PUMEHEHHUIO
#puTykcumao**, 375 mr/m/Hen 1-4 Hefenn | 2-4 He{eNM HITH 0 [9, 106-109]
BHYTPUBEHHO win 1 rpamm B Henento O U | IPOSIBIICHUS
ME/IJICHHO gepes 2 HellenH POTUBOIOKA3AHHUHA K
BBEJICHUIO
MIATTIETAKOIUIaH, 1080 mr 2 pasa B HezleIO 26-52 nenenu, npu [47]
MOAKOKHAs (pu Bece 6oiee 50 xr, HEO0OXOAUMOCTH
nHpy3us yMeHbIIIeHue 10361 10 810 | mpoJomKeHne Teparnuu 10
mr ipu Bece 40-50 kr) coxpaneHus dpdexra umm
POSIBIICHUS
MPOTUBOIIOKA3aHUM K
BBEJICHUIO
Nnrakoman, 200 Mr 2 pa3a B CyTKH 26-52 menenwu, pu [46]
MepopaIbHO HEOOXOIUMOCTH
MIPOJIOJKCHIE TEPAITHH IO
coxpaHeHMs dpdeKTa Uiu
MIPOSIBIICHUS
MPOTUBOMOKA3aHHUH K
TIPUMCHCHHIO
[TonnepxuBaromas
HMMOD**, 750-1500 mr 2 pa3a B cytku | Jlo 12-24 mec wiu 10 [9, 101]
MepopaIbHO MIPOSIBIICHUS
MPOTUBOIIOKA3aHUM K
MIPUMEHEHUIO
#purykeumab** - | 375 mr/m/mex 1 pas B 2-4 Jlo coxpanenus s3pdexra | [9, 106-109]
BHYTPHUBEHHO HeJenu WJIH TIPOSIBIICHUS
MEUICHHO MPOTUBOIIOKA3aHUM K

BBCACHUIO

[Tpumeuanus: JIC — nexkapcTBeHHOE cpenicTBo; MM® — MukodeHnonara Mo eTHi.
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Ipuioxkenue b. AlropuTmMsl AeMCTBUH Bpaya

Anroput™m 1. Anroputm nquardoctuku MITTH/C3ITI.

l Knununyecku: CuHapom(bl) nopakeHus kny6oykos y
‘ ]
‘ Mopdonoruyecku MIMNIH/C3M: CTpYKTYpHOE NOpaKeHue Momepyn ¢ genosuumeit C3 (+ ko-genosuums W) ’

)

1 Mouck 3KCTDap9HaﬂbHOﬁ NMPUYKUHDI aKTUBALLMKU KOMIJIEMEHTa ]

I
v v

| Het J | Ectb |

[ Mepsuunbiit MNTH/C3M | | BTopumunbiit MIMITH/C3MM ]

C | ¢

AGeppaums B reHax CUCTEMbI KOMIM/IEMEHTa
leHeTUUecKoe TecTupoBaHue (Tabn.2)

y -‘ AyToaHTUTENa K pakTopam KomniemeHTa (tabn.2) ]

) v
( Ectb | ( Her ) | Ectb ] [ Her/HemssectHo |
! !
i % BepoaTHO
o AyTOUMMYHHbIW "
TeHeTYecKkui eDBMIHb ayTOUMMYHHbI
MMrH/c3rn MI?FH/C3FI’I nepBUYHbIN
MMrH/c3rm
[Mpumeuanus: C3 — C3 ¢pakmus xomriementa; C3ITI — C3-rmomepynonarus; WD —

ummyHornooynunsl; MIII'H — memOpanonposudepaTUBHbII rnomMepyaoHedpur.
Anroputm 2. ITonxoas!l k MHAYKIMOHHOHM Tepanuu nepsuuHoro MIITH/C3ITI B 3aBucMMOCTH OT

STHOJIOTUU U KIIMHUYECKOW U MOP(OJIOTMUECKO aKTUBHOCTH 3a00JI€BaHUSI.

AKTUBHOCTb TeueHus nepsuyHoro MIMTH/C3ITI

I
v v

| HeakTuBHoe | | AKTUBHOE UNU OYeEHb aKTUBHOE

: :

| Ilobas atnonorus l | STuonorua |
I
v v

| ['eHeTnyeckuin | He yTouHeHa/ ayTOWMMYHHBbIA

(BEPOATHO ayTOMMMYHHbIN)
A l +

HaGnioneHve KET* [ vcTwan k5T |

PeHonpoTtekymna l

XXX
OTBeT OTBeT™*

Oa
PaccmoTtpets [pogormxute YTOYHWUTL 3TUOMOTNIO Mpoaom«uTs
N3MEHeHne nedyeHna™ nevyexue PaccmoTpeTb n3meHeHne neyeHue
PeBun3uA guarHosa nevyeHna™ =
PeBun3nA gnarHosa
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[Ipumeuanus: MIITH - wmemOpanonponudepatuBubiii  riomepyinonedpur, C3ITI - C3-
rnomepynonarus; KbT — kommuement-6nmokupyromas tepanus; UCT — uMMmyHOCynpeccHBHas
Teparms.
*, npu HepocTynHocTH KBT n HeoOxoaumocTy Havana jjeueHus; Ipu FeHeTHIeCKOM
BapuaHTe 3a0oaeBaHus Bornpoc o0 nposeneHnr MCT noimkeH pemarbess MHIUBUAYAIbHO
** npu nocrynaoctu KbBT
**%oTBeT Ha Tepanuio (>20% cHIKEHUE MPOTEHHYPUH ), YMEHBIICHUE/ICYe3HOBEHUE
reMaTypuH, nosbliieHue/HopManu3zanus C3 B CBIBOPOTKE KPOBH, CTAOMIM3aLUs/yTydIlIeHUe
pCK® wiu passutre pemuccuu [85, 88, 89]

*aik mannuanus KT (ecnu He Obu10); nHUManms/u3menenne UCT

Anroputm 3. AJNTOPUTM TIPUMEHEHHs AHTUKOAryJISHTHOH/ Jl€3arperaHTHON Tepamuu JUls
npoUIAKTUKA TPOMOOTHUECKUX OCIOKEHUH y ManueHToB ¢ HehpoTuaeckuMm cuuapomom 1 MIIT'H

nmu C3I'TI.

MIITH + HC
‘ HAS-BLED HAS-BLED HAS-BLED
| 0-1 2 >3
. / 4
‘ AnbbymuH . AnbbymuH ' AnbbymuH | | cl\:::y;i: | AnbbymuH || AnbbymuH ' AnbbymuH .
CbIBOPOTKM CbIBOPOTKM CbIBOPOTKM sig rp/n g CbIBOPOTKM CbIBOPOTKM CbIBOPOTKM
>25r/n <25 r/n <20 r/n P - >25 r/n >25 r/n <25 r/n
v A4 i . b 4 ~ 4 =
% - || Moxer6bms |
e NpoBoAUTDL podUAaKTVKaE NpenapaTamu rpynnbi renapuHa v ero fisnposomrmmpoRmamry e
NpopuAaKTURY NPOW3BOAHBIMM UM GHTarOHUCTaMM BUTaMKUHE K Acnupni

[Tpumeuanus: HC — nedporuueckuit cunapom; OP — paktops! pucka. * cyrounas nporeunypus >10
I/1I, MHIOEKC Maccel Tejla >35 KI‘/MZ, HaCJIeJICTBEHHAsT TpoMOODUIHNS, XPOHUYECKAass CepAeqHas
negocratouHocts -1V dyHKIIMOHANBEHOTO KJlacca, HEJaBHEE XUPYPrUYecKoe JICUCHUE,

UMMOOMIIN3AIIS.

Ipusoxenue B. Uudopmanusa 119 nanmeHra
MIIT'H/C3T'II — 3T0 BapHaHT T'MCTOJIOTMUYECKOT0 TeYEHUSI XPOHUYECKOTO 3a00JIeBaHUE MTOYEK,

KOTOpOE MPUBOAMUT K yTpare WX (YHKIMH B CIIydae OTCYTCTBHUS CBOCBPEMEHHOUN NMATHOCTUKH W
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nedenuss. MIITH/C3T'TI sBnsiercs numb MOp(OTOTHYECKUM JHArHO30M, HO HE TOBOPUT 00
9TUOJIOTMH IIATOJIOTMYECKOro Ipolecca, IpuBeaero Kk Hemy. Kak npaBuiio, 3TOT 1aTOJIOrM4eCKU
IpoIiecc BTOPUYEH 0 OTHOUICHHIO K Kakoi-mubo mHO# Oone3nu. Hampumep, mopakeHue movex B
Buje MIITH/C3I'TI MoxeT ObITh ITPU XpOHUYECKOW MH(DEKIMHU, B YaCTHOCTH, Tipu Tematutax C u B,
IIPU CUCTEMHOM KpacHOM BOTYAHKE, IIPU FeMaTOJIOIHUECKUX 3a00IeBaHUX.

[Tono3pesatrs Hamumuue MIITH/C3I'TI mo3BossieT HanuuMe TaKUX CUMITOMOB, KaK CHIDKEHUE
KOJIMYECTBA MOYH, IOSIBJIEHHE OTEKOB, BO3HUKHOBEHHE apTEPUAIBHOM TUIIEPTEH3UM, IOSBICHHE
Oenka w/uiam 3putpountoB B Moue. JanpHelmas mquarHoctuka MITI'H/C3TTI nqomkHa mpoBOIUThCS
BpauoM-HeposoroM. JlMarHocThka BKJIIOYAeT 2 OCHOBHBIX MOMEHTa, KOTOpbIE JOJKHBI
IIPOBOJAUTHCSI OJJHOBPEMEHHO: 1) BBINOJHEHHE OWMONCHM MOYKHU Ui YCTAHOBJIEHUS MMEHHO 3TOrO
TUTIA TIOPAKEHHSI TIOYEK M OIPENeJICHUs] POTHO3a; 2) 00CiIe0BaHue Uil YCTaHOBIICHUS PUYHHEI
MOpaXXeHHUs] TMOYeK U BbBIOOpAa TAKTUKU JiedyeHHs. Mopdoiaornyeckoe HCCIeI0BaHUE IPU
MIITH/C3I'TI o6s3aTensHO JOMKHO BKIIOYATh UMMYHO(IIOOPEIICHTHOE MCCIeA0BaHNE, TOCKOIbKY
OHO TO3BOJISIET BO MHOTOM OIPEIEIUTh NPOHCXOXKACHHE 3a00JeBaHUsA. B HEKOTOPBIX Cilydasx
HEOOXO/MMO TIPOBEACHUE JIEKTPOHHOW MHKPOCKONMHU JUIs 00jiee TOYHOW OIICHKH CTEIEeHU
MOBPEXKACHUM KIIyOOUKOB M OIleHKe IporHosa. O6cneoBaHne B OTHOIICHUHM BTOPUYHBIX MPUYHH
MIITH/C3TI'TI MokeT BKJIHOYATh pPa3HbI CHEKTP HCCIEAOBAHUN B 3aBHUCUMOCTH OT KJIMHUYECKOU
CUTyallud U JOJDKHO TPOBOJUTHCS ONBITHBIM BpadoM-Hedposorom. B cioyyae ecnu npuymHa
MIII'H/C3T'II He BbIsiBI€HA, MOXKET ObITh ycTaHOBJIEH Auarno3 nepsuynoro MIII'H/C3I'TI, npuunna
KOTOPOTO KPOETCs B FreHEeTHUeCKOM JieekTe (GakTOpOB MMMYHHUTETA WM HAPYIICHUS UX PETYISINH
B CBsI3U C OOpa3oBaHMEM K HHUM ayTOaHTUTEN (MPUOOpEeTeHHBbIM BapuaHT). OT yCTaHOBIEHUS
sTHOJIOTUH 3aBUcUT JiedeHue. Tak, nedenune npu MIITH/C3ITI, oOycioBieHHBIM MHPEKINOHHBIM
nporueccoM, OyeT KapAUHAJIBbHO OTINYAThCA OT TAaKOBOTO IPHU CHUCTEMHOM KpacHOM BOJYAHKE WIIU
reMaTOJIOTMYECKOW MaTOJIOTUH.

[Tporno3 MIII'H/C3I'TI 3aBUCHT OT CBOEBPEMEHHO YCTaBHOBJIEHHOM 3THOJIOTUH MpoLiecca, HO
B II€JIOM HE SIBJISIETCS OJIArOMPUSITHBIM B OTHOIICHWUW COXPAHHOCTH (YHKIHMH TOYeK. [larmeHTs ¢
MIITH nro0o#t STHOJNIOTHHM AOKHBI HAOMIOMAThCs y Bpada-Hedposiora s CBOEBPEMEHHOTO

BBISIBJICHUS aKTHBHOCTHU 3a00JIEBaHUS U HpO(I)I/IJIaKTI/IKI/I 06OCTpCHHﬁ.

[Ipunoxenue I'. Illkansl OLlEHKH, BOIPOCHUKUA U APYTUE OLICHOYHBIE MHCTPYMEHTHI

COCTOAHUA IMMAOUCHTA, IIPUBCACHHLBIC B KIIMHUYCCKHUX PCKOMCHAAIINAX

[Tpunoxenue I'1. IlIkana onenku pucka kpooteuenuss HAS-BLED
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Ha3Banue Ha pyccKOM sI3bIKE:. MIKana Ui OlEHKH prucka kpoBoreueHuit HAS-BLED (akporum oT
Hypertension, Abnormal renal-liver function, Stroke, Bleeding history or predisposition, Labile
international normalized ratio, Elderly (65 years), Drugs or alcohol concomitantly).

OpurunanasHoe Ha3BaHue (ecnu ecth): bleeding risk score termed HAS-BLED

HUcrounnk  (opunuambHbIi  caWT  pa3padOTYMKOB, MYyOJHMKAlUsg C  BaJIWJaIMei):

https://www.mdcalc.com/has-bled-score-major-bleeding-risk

Tun (moaYepKHyTh):

— LIKaJIa OLIEHKU

— UHJIEKC

— BOIIPOCHUK

— npyroe (YTOYHHTD):

Ha3naueHnue: oneHKa pucKa KpOBOTEUEHHUs y MalMEHTa MPU HAa3HAYEHUU aHTUKOAryJIsTHOMH/
Jie3arperaHTHOM Tepanuu

Conepsxanue (11aby1oH):

Iloka3zarennb KommenTapuii baaa

['unepronus Hekontponupyemas, cuctonuueckoe A/ >160 mm 16
pT. CT.

Hapymenne ¢GyHKIMU | IMppO3, HapylIeHHWs B TEYEHOUYHBIX Mpodax: 16

MeYeHU ounupyouna> 2 nopm + AJIT/ACT/UI® > 3 Hopm

Hapymenne ¢GyHKIMU | quanu3, TpaHCIUIAHTAIMs TMOYKH, KpEaTUHUH Oojee 16

MTOYeK 200 MKMOJTB/TT

WHucynbT B aHaMHe3e | OcOOEHHO JITaKyHapHBIH 16

KpoBoreuenus bonpmme KpPOBOTECYECHUS B aHaMHe3e 16
(MHTpaKpaHUAIBHOE, 160 TpeOyrolee

rocruTaan3anyy, au0o co cHmkeHueM Hb>2 1/,
b0  Tpebyrolee reMoTpanchy3nio), aHEMHUS HITH
MIPEIPACTIONOKEHHOCTh K KPOBOTCUCHUSIM

JIabuenoe MHO <60 % BpeMeHH B TEpaNeBTHUECKOM JHUAala3oHe, 16
BeIcOKO€ MHO

Bospact > 65 6ozee 65 ner 16

[Ipuem nexapcts IIpUEM JIEKapCTB, YCUJIUBAIOLIUX pHUCK 16
KpoBoTedyeHus: antuarperantol, HIIBII

3noymnoTpediieHne >8 PIOMOK B HEJIEITIO 16

AJTKOTOJIEM

Kitou (unTtepnperanusi): cm. 6amisl [losicuenue: PesynpraT B 3 Gamna u Oosee accomupoBaH C
BBICOKMM PHCKOM pa3BUTHs KpoBoTeueHus (3,74 kpoBoTeuenus Ha 100 nanuento-ier). Pesynbrar B
2 Gamna ¥ MeHee — HeT 3HaYMMOTO IMOBBIIIEHUs pucka kpoBoreueHuit (1,88 kpoBoreuenus Ha 100

MaIueHTO-JIET)
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https://www.mdcalc.com/has-bled-score-major-bleeding-risk
https://ru.wikipedia.org/wiki/%D0%93%D0%B8%D0%BF%D0%B5%D1%80%D1%82%D0%BE%D0%BD%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%90%D0%94
https://ru.wikipedia.org/wiki/%D0%90%D0%9B%D0%A2
https://ru.wikipedia.org/wiki/%D0%90%D0%A1%D0%A2
https://ru.wikipedia.org/wiki/%D0%A9%D0%B5%D0%BB%D0%BE%D1%87%D0%BD%D0%B0%D1%8F_%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82%D0%B0%D0%B7%D0%B0
https://ru.wikipedia.org/wiki/%D0%94%D0%B8%D0%B0%D0%BB%D0%B8%D0%B7
https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%B5%D0%B0%D1%82%D0%B8%D0%BD%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%98%D0%BD%D1%81%D1%83%D0%BB%D1%8C%D1%82
https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D0%BE%D1%82%D0%B5%D1%87%D0%B5%D0%BD%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BC%D0%BE%D1%82%D1%80%D0%B0%D0%BD%D1%81%D1%84%D1%83%D0%B7%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%90%D0%BD%D0%B5%D0%BC%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%9C%D0%9D%D0%9E
https://ru.wikipedia.org/wiki/%D0%9C%D0%9D%D0%9E
https://ru.wikipedia.org/wiki/%D0%9D%D0%9F%D0%92%D0%9F

[Tpunoxenue ['2.

On-naiin kajaskyaaTop HAS-BLED: https://medsoftpro.ru/kalkulyatory/has-bled-scale
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