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Cnucok cokpalleHui
AH® — anTunykiaeapHsiii hakTop
BITHC — 6picTponporpeccupyroniuii HeGpUTHISCKUNA CHHIPOM
BUY — Bupyc nmmyHOAepULINTA YeTOBEKa
I'BM — rnomepyinisipHas 0a3anpHas MeMOpaHa
I'K — r1r0OKOKOPTUKOU 1B
3IIT — 3amecTuTeNbHAS IOUECYHAS TEPAMUS
NI — uMMyHOTJIO0YIUHBI
NK — nMMyHHBIE KOMILJIEKCBI
HNKH — uHruOuTOphl KaablIMHEBPUHA
NCT — uMMyHOCYynpeccUBHas TEpaIust
KP — xiinHMYecKre peKOMEHJaluu
MUI" — MOHOKJIOHATTBLHBI UMMYHOTJIOOYITHH
MM® — mukodenanara MoheTu
MIIT'H — memOpanomnposudepaTuBHbI riioMepyaoHehpuT
OIIIT — ocTpoe noBpekACHHUE MTOUYEK
PKU — pangoMu3supoBaHHbIE KIMHUYECKUE UCCIEA0BAHUS
CK® — ckopocTh Ki1y004KOBO# puimbTparmu
XBIT — xpoHuueckasi 601€3Hb IMOYECK
H® — nuknodochamus
C3I'TI — C3-rnomepynonaTus



TepMuHBI U OIIPEICIICHUS

Bojie3Hb IJIOTHBIX 1eN03UTOB («00/1€3Hb MJI0THOr0 ocaaka» mo MKB-10) — kiuHuko-
Mopdonoruueckuid Bapuant C3-TioMepylionaTuu, YJIbTPACTPYKTYPHBIMU OTIUYUTEIHHBIM
NOPOSIBICHUSIMH ~ KOTOpOro  sBisieTcs  faeno3unus C3-gpakuumu  KOMIJIEMEHTa B BHJE
NOPOTSDKEHHBIX JICHTOBUJIHBIX JJIEKTPOHHO IUIOTHBIX JEMO3UTOB B 0Oa3aipHONW MeMmOpaHe
KITyOOUKOB, EPUTYOYIISIPHBIX COCY/I0B.

BoicTponiporpeccupyromuii HeppUTHYECKUId CHHAPOM — CHIDKCHUE pPacdyeTHOM
CKOPOCTH KJIy0OukoBO# QuubTparmu >50% B TeueHUE TpeX MecAleB WM MeHee Ha (oHe
NEPCUCTUPOBAHUS TPOTEUHYPHH, T€MaTypHH W AKTUBHOT'O/HEKPOTH3UPYIOIIErO BOCHAJICHUS
KIIyOOYKOB.

I'iomepyasipHasi remMaTypusi — reMarypus, Py KOTOPOH NMPU MUKPOCKOMHH OOILEro
aHaJIM3a MOYHU JOJSI TUCMOP(GHBIX 3PUTPOIUTOB cocTaBisieT >80%, a akaHTONHMTOB - >5% oOT
BCEX SPUTPOLIUTOB.

I'iomepyJsipHble CHHAPOMBI — COOMpPATENbHBIA TEPMUH, BKIIFOUYAIOUIUI CHHIPOMBI
MOpaXeHHsI KIyOOUKOB: H30JMPOBAHHBIA MOYEBOM CHUHAPOM (TIOMEpYJIsipHas MPOTEUHYpUs
W/Wim  remMatypusi 0e3 JIpYyrux KIMHWYECKHX TMPOSBICHHN), HEPPUTHUYECKUE CHHAPOMBI
(XpOHHUYECKUH1, OBICTPOTIPOTPECCUPYIONINI, XPOHUYECKHIT) M HEHPOTHUECKUN CHHAPOM.

NnuonaTnyeckuii MemOpaHonpoudepaTuBHbIA rjoMepyaoHepUT — BapUAHT
nepBUYHOTr0 MeMOpaHomnponudeparusHoro riomepynonedpura (MIII'H), koTopsiii MOKeT OBITH
YCTAaHOBJIEH TOCIE HCKIIOUYEHUS] TEHETUYECKHMX W ayTOMMMYHHBIX HPUYMH JHA3PETYISIUN
cuctembl komiuieMeHTa. C BBICOKOH cTeneHbto BeposiTHocTu uauonatudeckuit MIII'H cnexyer
TPakTOBaThb Kak ayTOMMMYHHBIH HIPOLECC, IOCKOJIbKY OIpPEIEIeHHEe BCEX BO3MOXKHBIX
ayTOaHTHUTEN K (haKTopaM KOMIUJIEMEHTa HEBO3MOKHO TEXHUYECKH.

HN301MpoBaHHBIM MOY€BOM CHHIAPOM — COCTOSIHUE, MPOSBIAIOLICECS NTEPCUCTEHIUEN B
o0lIeM aHalu3e MOYU TJIOMEPYJISIPHON NMPOTEMHYPUH W/WIIM TJIOMEPYJISPHOM reMaTypuu W/Win
HWIMHIPYPUH TIPH OTCYTCTBUU apTEPUAIbHOM THUIEPTEH3UH, OTEKOB U CHMKEHUS CKOPOCTHU
Ki1y6oukoBo#t (unbTpanun (CKD).

MemoOpanonpoangepaTHBHBIA TI1OMEPYJIOHEePPUT — DTO TEHEPUYECKUH TEPMHH
(«Mopdonornueckuid  maTTepH»), OOBEAMHSIOMIUNA TPYIIy TJIOMEpPYJIONaTHi, HMMEIOIINUX
CXOAHYI0O MOP(OJIOTHUYECKYI0 KApTHUHY NPU CBETOBOM MHKPOCKOIMHU, HO Pa3INYaroIIUXCs IO
STUOJIOTHH, T[AaTOr€HE3y, HMMYHOTUCTOXMMHYECKUM U YIBTPACTPYKTYPHBIM H3MEHEHUSIM

MMOYEYHOM MapCHXUMBI.



MoHOK/IOHA/IbLHBIE TAMMANATHH — OHKOIE€MaTOJIOTMYECKHE COCTOSHHS, CBS3aHHBIC C
o0pa3oBaHMEM B OpraHM3Me KJIOHa B-KJI€TOYHON JMHUH, OPOAYLUPYIOLIErO MOJIEKYJIbI
UMMYHOTJIOYOJIMHA UJTH €T0 YacTH (JIETKOU IIeTn).

MoOHOK/I0HAJIbHBIH MMMYHOIVIO0YJIHH — UMMYHOIJIOOYJIMH OJHOTO Kjacca WM 4acTb
UMMYHOTJIOOYJTIMHA (JIerKasi Iellb OJHOTO THUIIA), KOTOPBI CHHTE3UPYETCs] B H30BITOUHOM
KOJIMYECTBE KJIOHOM B-KJI€TOYHOM JIMHUU.

Hedpurnyeckuii cHHAPOM —  KIMHUYECKOE OTOOpa)KEHHWE  BOCIAIUTEIBHO-
9KCCYJAaTUBHOTO IIpolecca, JIOKAIM3YIOLIErocss B KIyOOUKax IOYKM M IPOSIBIISIOLIETOCS
[JIOMEPYJSIPHBIMU IeMaTypuell, NpoTeuHypHuen, WIMHAPYpHEH, nepudepruyecKuMu OTeKaMH,
aprepuanbHOil TunepreHsueil, cHmwkenneM CK® u ApyrumMu OposBICHUSAMH JUCHYHKIMA
IIOYEK.

Hedpornueckuii cMHAPOM — COCTOsIHME, O0YCJIOBIEHHOE BBIPQKEHHBIM HapylICHHEM
IPOHMLIAEMOCTH TJIOMEPYJISIPHOTO Oapbepa JUlsl IJIa3MEHHBIX POTEUHOB M XapaKTepU3yoLeecs
HAJIMYMEM JBYX OOS3aTENbHBIX KPUTEPHEB - BBIPAKEHHOH nportenHypun (Oomee 3,5
r/cytku/1,73mM?) u rumoansOymuHemueii (mMeHee 30 T/i), KOTOpble 4YacTO COYETAIOTCA C
TUIEPIMINAEMUCH, a Takke MNepuepruuecKuMi U IOJIOCTHBIMH OTEKaMH Pa3JIM4HOM
BBIPQ)KEHHOCTH (BILIOTH JI0 aHACAPKN).

OcTpoe mnoBpexkaeHHe IOYEK — IATOJIOTMYECKOE COCTOSHUE, DPAa3BHUBAIOILEECS B
pe3ysbTaTe HEMOCPEICTBEHHOTO OCTPOTO BO3ACUCTBUS PEHANBHBIX W/WIHM SKCTPAPEHAIBHBIX
HOBPEXJAOIUX (aKTOPOB, MPOJOIDKAIOIIEECS 10 7-MU CYTOK U XapaKTepu3ylolieecs: ObICTPhIM
(yachl-THU) Pa3BUTHEM IPU3HAKOB MOBPEXKICHUS WIN AUCHYHKIMM MOYEK PA3TUYHON CTENEeHU
BBIPAKEHHOCTH.

OcTpelii HepUTHYECKHUIT CHHAPOM — CHUMITOMOKOMIIEKC, XapaKTEepU3YIOIIHUKUCS
OCTpPBIM HOSBICHUEM reMaTypuu (Makpo- ¥ MUKpO-), IPOTEUHYPHUH, [IUIHUHIPYPUHU, CHIKEHHEM
CK®, nepudepuueckuMu OTeKaMH, apTepUaNIbHON rUIepTeH3ueH, oIurypuei.

IlepBuunblii MemOpaHonpoJsndepaTuBHbli riI0MepyJoHegpuT — Bapuant MIITH,
0OyCIJIOBJIEHHBIN T'€HETHYECKU JETEPMHHMPOBAHHBIMU WU AayTOMMMYHHBIMH MEXaHU3MaMU
JU3PETYJIALUA CUCTEMBI KOMILIEMEHTA.

Ckopocth KJIYy004YKOBOH (TyIOoMepyJdasipHOH) (HUIbTPaAUMH — 3TO KOJHUYECTBO
MUWUTMIUTPOB TUIa3Mbl KPOBH, NPOQHUIBTPOBABIIEHCS BO BCEX KIyOOUKax IMOYEK 3a OJHY
MuHyTy. Bemmumaa CK®  ompegensercs  BeIMYMHAMM — TOYEYHOIO  IUIA3MAaTOKa,
(GWIBTPallMOHHOTO  JaBJCHUSA, (PUIBTPAIIMOHHON MOBEPXHOCTH M 3aBUCHUT OT MAaccChl

HeﬁCTBYIOMHX He(prHOB; B KIMHHMYECKOMU MMPAKTUKEC HCIIOJB3YKOT KakK I/IHTCI‘paJ'ILHHﬁ



nokasareib (YHKIHOHAJIBLHOTO COCTOSIHUSI TMOYEK, CTAaHAApTU3ys Ha IUIOIIA[b MOBEPXHOCTU
Tena.

TepMuHa/JbHASA TOYeYHAs] HEJOCTATOYHOCTbL — 3TO IMATOJIOTHYECKOE COCTOSIHHE,
oTpakarolliee HeoOpaTuMyIo morepio GyHKIUHU MOYeK U xapaktepusytouieecs BenuunHon CKd
meHee 15 m/mun/1,73M2, 9TO COOTBETCTBYET S-# cTaguu XpoHHYecKoii Gone3nn nodex (XBII) u
anrios3bpiuHeiM TepmuHaMm «End-stage renal disease (ESRD)» unu «End-stage Kidney disease
(ESKD)».

XpoHuyeckasi 00Jie3Hb MOYeK — 3TO MEPCUCTUPYIOIIEE B TEUCHHE TPEX MECALEB U
Oojiee mMOpakeHHWE OpraHa BCIEACTBHE JEHCTBUS PA3IMYHBIX ATHOJOTHMUYECKUX (HAKTOPOB,
MaTOJIOTOAHATOMUYECKOM OCHOBOM KOTOPOTO SIBIISIETCA MPOLIECC 3aMEIIEHUsS HOPMaIbHBIX
AHATOMUYECKUX CTPYKTYp (prOpO30M, IPUBOASIINN K €ro AUCHYHKIIHH.

XpoHnuveckuii HeppUTHYECKHH CHHAPOM — CHMITOMOKOMIUIEKC, OTpa)KaroIIHii
MOCTENIEHHOE MPOrPECCUPOBAHNE BOCIAIUTENHLHOTO MaTOJIOTUYECKOTO Mpoliecca B KIIyOOUYKax U
XapaKTePU3YIONIUICS MEePCUCTEHIINEH He(PPUTUICCKUX CHMIITOMOB (TeMaTypus, TPOTCHHYPHSI,
UUAJTUHAPYPUS, apTepuaibHas TUMEPTEH3Us, OTEKH) Ha MPOTSIKEHUU OoJiee TpeX MECSIEB U
nocreneHHbIM cHkeHrneM CK®, kak mpaBuiio, B TCYEHHE HECKOJIBKUX JIET.

C3-rnomepysioneppur — Bapuant C3-rioMepysionaTuu, MNPOSBICHUSIMH KOTOPOTO
SBJISIFOTCS BOCIIAJIUTENIBHBIC KJIETOYHBIE PEaKIIMK, BBI3BAHHBIE AaKTHUBAIIMEH KOMIUIEMEHTa M
neno3unineit C3-ppakiuu KOMILJIEMEHTa B CTPYKTYpax KiyOouka.

C3-raomepyJjonaTuss — Tpymnna 3a0oJeBaHUl, KOTOpPbIE OMOCPENIOBAaHBI aKTHUBALIUEH
KOMIUIEMEHTa B CTPYKTypax KIyOOYKOB € HMX TMOCIHEAYIOIUM TIOBPEXKICHUEM U
XapakTepusyroiieecs rnpeodnanaromieit genosuimenn C3-(pakiuy KOMIIEMEHTA.

C4-rnomepysionatuss  — penkas ¢opma TIIOMEPYJSIPHOTO TIOPAXKEHUS  TOYEK,
OToCpe/IoBaHHas aKTHBallMell KOMIUIEMEHTa B CTPYKTypax KIyOOUKOB C WX MOCIEAYIOUUM
MOBPEXKACHUEM W  XapakTepusymoluascs mpeoOmagatomieit  nenosurmeit  C4-dpakuuun

KOMIIJICMCHTA.



1. Kpatkas undopmaiius no 3a007€BaHUIO UM COCTOSHUIO (TpyTIne 3a00JeBaHuii

WJIU COCTOSIHUI)

1.1 Onpeaeaenne 3a00j€BaHUsl WM _COCTOSSHUS (Tpynnbl__3a00J1eBAHUI _WJIN

COCTOSIHMA)

Mewm6panonponudepaTuBHblil riomepyiaonedput (MIII'H) — aTo renepuyeckuii TepMuUH,

o0beMHAIOINN Tpynny opdaHHbIX Oole3Hel — TIJIOMepyJonaThid, HMMEIOUIMX CXOJHYIO
MOP(OJIOTHYECKYI0 KapTUHY TPU CBETOBOM MHKDOCKONIMH B BHJE ME3aHTHAIBHOH W
SHJIOKANWJUIAPHON THIEPKICTOYHOCTH M YTOJIIEHUS/YyIBOCHUS KOHTypa TJIOMEPYJISIpHOU
O6azampHOM MemOpanbl (I'BM), HO pas3nmMyarmuxcs 1O  ATHOJOTHHM, IIATOTEHE3Y,
UMMYHOMODP()OJIOTUYECKUM U YIBTPACTPYKTYPHBIM U3MEHEHHSIM [TOYCYHON MapeHXuMbI [1-4].

[IpoucxoxaeHue TepMUHA «MEMOPaHONPOIU(PEPATUBHBIN» CBSI3aHO C XapaKTEpHOU
MOP(OJOTHUECKOW KapTUHOW, MposBisiomieiics: 1) yrommeHdeM u aymidkanueidr  ['BM,
MHTEPIO3ULUEH ME3aHIMOLUTOB; 2) mponudepanneil Me3aHrHaJIbHbIX KJIETOK, 3HIO0TEINOLUTOB,
YBEIMUEHUEM  ME3AaHTMAJIBHOIO MATpPUKCa, a TaKKe aKKyMyJsUued B  KalWUIpax
LHUPKYJUPYIOIIMX MOHOIMTOB M JAPYTUX BOCHAINUTEIbHBIX KIETOK, B pE3yJIbTaTe 4Yero
(GOpPMHUPYIOTCS TUTIEPKIIETOYHOCTD M KJIACCHYECKHIA JIOOYISIPHBIN prCYyHOK [3, 4].

B Buge MIIITH wmoxer mnporekath C3-rmomepynomatust (C3ITI) - Bapuast
[JIOMEPYJISIPHOTO HOpa)KeHHs MOYeK, XapaKTepusyloluiics npeobnanaroumei aenosunuenn C3
(Gpakuy KOMILJIEMEHTA, BbIPaXXEHHOCTh KOTOPOW MO JaHHBIM HMMYHOMOP(OJIOrHYECKOTo
UCCJIEIOBaHMSI KaK MUHHUMYM B 2 pa3a IpEBBILIAET JAEMO3ULHUI0 JPYTUX UMMYHOITIO0YJINHOB
(UIN), C4, Clq. C4-rnomepynonaTtus - Ipyroi oueHb PEAKHH BapHaHT 3a00JIeBaHUS IOYEK,
KOTOPBII MoxkeT Mopdonornyecku Beirsaaeth kak MIII'H u xapaktepusyercs npeodianaromien

neno3unueit C4 B cTpyKTypax KiIyOouka Ipu OTCYTCTBHM WM cienoBbix konmuuectBax U, C3,

Clq [5].

1.2 DTHOJOrug M NnaTroreHes 3a00JeBaHUA WM COCTOSHUSA (rpvnnbl 3200JeBAHUHA

HJIN COCTOSTHWM)

MIIT'H — mopdonoruueckuii UTOT UHTPArjIoMepYJISIPHBIX BOCHAIMTEIbHBIX PEAKIMi Ha
ATHOJIOTUYECKH Pa3IMYHblE MOBpeXIatoNIe (GaKkTophl, MPUBOIALINE K aKTUBLUU KOMIIJIEMEHTA.
K Takum ¢axkropam oTHOCAT:

1) umMmyHHble  KomIiuiekcel  (MIK), cdopmupoBaBmmecs B pe3yibraTe HHQEKIUH,
ayTOUMMYHHOTO 3a0oJjieBaHUS, a TakkKe€ MOHOKIOHAJIbHBIM uMMyHoOrnoOymun (MUID),
POIYUPYEMBbIi B M30BITKE MPH MapanpoTenHeMuueckux coctosuusx [3] (tabmuma 1). UK win

MUT" akTUBUPYIOT KJIACCUYECKHIA/ TIEKTUHOBBIN MyTH aKTUBAIMK KOMIUIeMeHTa [6]. B xiybouke
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nenonupyrotces UK (wm MUI), a Takke C3 KOMIIOHEHT KOMIUIEMEHTA, YTO JACTEKTUPYIOT TIPHU
UMMYHOMOP(}OJIOTHYECKOM HCCIIe0BaHUH 1 0003HauatoT, kak MK-omocpenosanusiit MIITH;

2) TCHETHYECKWE M TPHOOpeTeHHble Tpurrepsl (Tabmuuma 2)  aKTUBAIMH
aIbTEePHATUBHOrO TNyTH KoMmiuiemMeHta [3]. B pesynbTare W30BITOUYHOH  AKTHBALUH
aIbTEPHATUBHOTO MYTH KOMIUIEMEHTa B KIyOOUKe OTKJIAAbIBAIOTCS Aeno3uThl C3 KOMITOHEHTa
KOMILIEMEHTA MPH OTCYTCTBMM Wi MUHMMaibHON aenosurmu MI (C3I'TI). C3I'TI sBusercs
KJIACCHYECKHM  MOP(OJIOTHYECKHM  MPOSIBJICHUEM  aKTUBAlMU  QJIbTEPHATUBHOTO  IYTH
KomIuieMeHnTa. OIHaKo, Ha TeKYIIMHA MOMEHT JI0Ka3zaHo, yTo u npu UK-onocpenosannom MIIT'H
AKTUBHUPYETCA KOMIUIEMEHT M0 ajbTepHATUBHOMY MyTH. K mpuoOpeTeHHBIM TpUrrepamM MOTYT
orHocuThcsi MK, B TOM uwmciae oOpas3oBaBmidecs B pe3yiabTare HH(PEKIIMOHHOTO WU
ayTOMMMYHHOT'O MPOIIECCOB, a Takxe MUIL [7- 11].

Takum o6pa3om, stHomormuecku MIIITH/C3I'TI HeoOxomumo moapa3feisaTh Ha
IEPBUYHBIA M BTOPHYHBIN (Tabnuua 1), mocjaeaHuil BapuaHT sBiseTcs npeobnagaromum [1, 12].
[log mnepBUYHBIM BapUaHTOM TIOHUMAKOT TE€ CIIy4aW, KOI/Ja, HECMOTps Ha TIIATEIbHYIO
JTUATHOCTHKY, HE YIAeTCS BBIIBUTh KOHKPETHBIC 3KCTPAPCHAIBHBIC ITHOJOTHYECKHE (DAKTOPHI
6ose3nu. Ilo coBpeMeHHbIM mpencTaBieHusM [7, 8, 13-15] oCHOBHBIM MEXaHM3MOM pPa3BUTHS
nepuyHoro MIIT'H sBnsieTcst akTuBanus albTEpHATUBHOIO KOMIUJIEMEHTA B PE3YJIbTaTe€ I€HHBIX
MyTanuid (aKTOPOB CHCTEMBI KOMIUIEMEHTA WM OOpa30BaHHsI AHTHUTEN, CTAOWIM3UPYIOIIHX
KOHBEPTa3bl CHCTEMBI KOMIUIEMEHTa («HEQPUTHUYSCKUX (HAKTOPOB») WM HAIPABICHHBIX Ha
dakTopbl, peryiaupyoipe KommiieMeHT (Tabnuma 2). Cucrema KOMIUIEMEHTa HWMEET
MHOTOCTYIIEHYaTyl0 CHUCTEMY pEryJsiud, IO03TOMY HE BCAKas TIEHETUYECKas MyTalus
peamusyercs kimHHM4Yecku B Buje MIIIH/C3I'TI. B OonbpmmHCTBE ciydaeB HE0OXOAMMO
BO3JICHCTBHE (dhakTopoB BHEIITHEH cpenbl A dbopMHUpOBaHHUS  TEHETHUUYECKH
3anporpaMmmupoBaHHoro geroruna. K yrcny Takux mpoBOLUpYOMUX (aKkTOPOB, MPEXKIE BCETO,
cleyeT OTHEeCTH HMH(EKIUH, B TOM YHKCIEe MPOTEKAIoIMe CYOKIMHUYECKH, U TaKXkKe ApyTue
npu4YrHbI (00pa3 )KU3HU, MUTAaHUS, XPOHUYECKUE UHTOKCcUKauu) [13].

[Ipn penapatuBHOil (a3e TPoMOOTHUECKONH MHMKPOAHTMONATHM W HMHBIX BAPUAHTOB
NOBpeXxaeHus SHAoTeaus [16] u3MeHeHHMss B KiIyOOYKe JIMINb BBITJISIST CBETOONTHYECKH
nonobno MIITH wu He HOCAT BOCHANWTENbHBIA XapakTep, a, 3HAYUT, HE SBISETCS
TIIOMEPYJI0HE(PUTOM U OCTAETCS 3a paMKaMH JaHHBIX KIuHHYeckux pekomenaanuii (KP).

Tabnuma 1. Haubonee yacteie mpuunnbl Bropuunoro MK-onocpenosannoro MITTH.

OTtHonoruyeckuit paxkrop

Henosunusa WK  (anTuren-anturesno), o0pa3oBaBIIMXCA B  pe3yJjbTare

MepPCUCTUPOBAHNUS HH(EKIIUN




- Bupycst: renarut B, renatut C, BU4

- bakrepuu: nHGEKIMOHHBINA SHAOKAPIUT, HHPUIIUPOBAHHBIN BEHTPUKYJIOATPUAIBHBIN U
BEHTPUKYJIONEPUTOHEATbHBII IIYHTHI, BHUCIEpalbHBIA alclecc, Jenpa, MEHUHIOKOKKOBBIN
MEHUHIHT, CENITULIEMHUS

- [IpocTeiimme/ npyrue Bo30yAUTENN: MAJISpHs, HIUCTOCOMO3, MUKOIUIa3Ma, JICHIIIMaHua3,

busipuas, THCTOIUIa3MO3, MUKOOAKTEpUH

Heno3unusa UK B pe3yjbTaTe ayTOMMMYHHBIX 3200/1eBaHUi
- CucremHas kpactas Bosruanka (111 u 1V kmaccern)

- Cungpom Cherpena

- PeBMaronanslii apTput

- CmemianHble 3200J1€BaHUS COETUHUTEIBHON TKaHU

- CMmenra"HHas KpI/IOFJ'IO6y.]'II/IHCMI/I$I

Jeno3unus MOHOKJIOHANBHBIX UI' MpH MOHOKJIOHAIBHBIX TAMMANATUAX
* B-xierounas mumdoma

* JIumdonetikos

* MOHOKJIOHAJIbHAS] TAMMAIIaTHs HEOTIPEICIICHHOTO 3HAYCHUS

* MHOX€ECTBEHHAs MUEIOMaA

* MakpornoOynunemus: Baiabaencrpema

Hdeno3unusa UK, o6pasoBaBmuxcs B pe3yJibTaTe HHBIX POLECCOB

- MeJIaHOMa

- HCXO/PKKNHCKasA J'II/IM(l)OMa

- CIUICHOPEHAJIBbHBIN IIYHT IIPU XUPYPrU4€CKOM BMEIIATEIbCTBE IO TOBOAY MOPTAIBHOU
TUINIEPTEH3UU

- CapKOM103

- PaK MOYKHU

- KapUUHOMBI APYTUX JIOKAIHU3ALUH (JeTKHe, )Kely10K, KHIIIEUHUK, IIIUTOBUAHAS JKee3a)

ITpumeuanus: BUY — Bupyc ummyHozaeduuuta uenoseka; UI' — ummyHnornoOymunsr; UK

— uMMyHHbIe koMIutekcbl; MITT'H — memOpanonponudepaTHBHBIN riioMepynoHedpHT.

Ta6muna 2. Dtuonorus nepsuunoro MITTH/ C3T11 [8, 13].

OTHONOTHS MornexymsipHasi XapaKTepHCTUKa
I'eneTnueckue - MyTanuH peryiatopHbeix OenxoB kommiemenrta (FB, FH, FI, CFHRS,
(baxTops DGKE, MCP, nponepanH)
- myTtanuu (akropoB komruiementa (C3, C5)
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- anTHUTeNa K KouBeprasam (C3, C4 u C5-nedpurnueckue HakTops)
AyTOUMMYyHHbIE
o - QHTUTENA K PeryysaTopHbiM Oenkam komiuiementa (FH, Fl, FB)

aKTOPBI

IMpumeuanus: DGKE - diacylglycerol kinase epsilon, FH — ¢aktop H komrutemenra; FI —
¢daktop | kommiementa; CFHR1-5 — Oenku, cBsasanneie ¢ ¢akropom H kommiemeHnra
(complement factor H related proteins); FB — dakrop B kommiaementa. MCP - membrane
cofactor protein.

IMaTorene3 MIII'H/C3I'TI. AxtuBanus KOMIUIEMEHTA 110 TOMY WJIM UHOMY MYTH WX UX
COYCTAHUIO MPHUBOIUT K 00pa3oBaHHIO MeMOpaHoaTakymomero komiuiekca (C5b-9) [17, 18].
Cy0dpaknuu komrmiemenTa C3a u CS5a, 1eicTBYsT XeMOTaKCHYECKH, O0YCIOBIMBAIOT MPUTOK K
MECTy aKTUBAIMM MakpodaroB U HEHTpO(UIOB U3 LUPKYIUPYIOLIEH KPOBU, KOTOPbIE 32 CUET
IPOBOCHAIUTENIBHBIX ~ LHUTOKMHOB M HPOTEOJIMTUYECKUX  HH3UMOB  OOYCIIOBJIMBAIOT
dopMupoBaHHE B TIIOMEpYJIE IKCCYAaTUBHO-BOCIAIUTEIBHON peakiyu. Pe3naeHTHbIE KIIETKU
KITyOOUKa (PHIOTEIHOIMTHI, ME3aHTMOLUTHI) B OTBET HA MOBPEKICHHUE MPOBOCHAIUTEIEHBIMU
UTOKMHAMM M IIMTONATHYECKOE JEHCTBHE MeMOpPaHO-aTaKyIOIEro KOMIUIEKCAa OTBEYAloT
nposndepanueif, cuHTe3oM ocHoBHOro BemectBa (I'BM, wme3aHruanpHelii MaTpukc) H
IPOAYKIHEH POCTOBBIX (pakTopoB (TpaHchopmupyommii hakrop pocra 1, TpoMOonUTAPHBIN
dakTop pocra). B koHeunom wutore QopmupyroTcs Mopdosornyeckue NpU3HAKH B BHIE
ynsoerus 'BM, nponudepanyuy Me3aHTMOLMTOB M PacIIMPEHUEM ME3aHTHAIbHOTO MaTpUKCa,
JT00yIHM3aKy KIy0o4uKa, 30H CKiiepo3a (Ki1y0odkH 1 TyOynounteperuimii) [18].
C4-riomepyJionaTusi — OTHOCUTENBHO HeJaBHO onucaHHbli (B 2014 r) BapuaHT KOMIUIEMEHT-
OIOCPEI0OBAaHHOTO TJIOMEPYIISIpHOTO MopakeHus nmodek [8]. C4-rimomepynonarus, kak u C3IT1, B
3aBUCHUMOCTH OT JIOKQJU3allMU JETMO3UTOB MOKHO paznenutb Ha (C4-0ose3Hb IUIOTHBIX
JIETIO3UTOB (3JIEKTPOHHO II0THBIE Jieno3uTel C4 B 'BM) u C4-rnomepynonedput (1€nO3UTHI
NEPBUYHO B ME3aHTMHM C HEOOJBIIMM KOJIMYECTBOM JICTIO3UTOB BJOJIb KAIMJIISPHOW CTEHKH).
Cuuraercs, uto aeno3uius C4 dpakuuu cBsizaHa ¢ U30BITOYHON AaKTMBHOCTHIO JIEKTUHOBOTO
IyTHU aKTUBAIMKM KOMIUIEMEHTa, pu KoTopoMm 0e3 yuactusa UK npoucxoaut aktusarus C2 u C4
(Ho He Clq). ITogo6Ho C3I'TI MHMIMALMS AUCPETYJSIIMU JIEKTUHOBOTO MyTH KOMILIEMEHTA
MOXET TPOUCXOAUTh B pe3yJbTaTe T'€HETUYECKON MpeapacroioKeHHOCTH, O00pa30BaHMs

ayTOAHTHUTEN K (pakTopaM JIEKTHHOBOTO MyTH KoMIuiemenTa [5, 19].

1.3 DnuaeMuoJorug 3a00JeBaHUA WJIH COCTOSAHHA (rpvonbl 3a00JeBaHUN WU

COCTOSIHMA)

B cBs3u ¢ tem, uro C3I'TI xak Bapmant MIII'H BhigeneHa OTHOCHTENHHO HEIABHO,

AMUJAEMHUOJIOTMYECKUE TaHHbIE B OCHOBHOM Kacarorcss MIII'H B nenom. Ilo maHHBIM KpymHBIX
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MOP(OJIOTHUECKUX PErucTpoB B cTpaHax 3amamaHou EBponsr mons MIIIH cpenu nepBUYHBIX U
BTOPHUYHBIX TJOoMepyioHedpuToB BapsupyeT oT 4 % mo 11,3% [20-24]. HanpoTuB, B cTpaHax
Boctounoit EBpomnbl, Adppuku u Asun pacnpoctpanenHocts MIII'H 1o HEKOTOphIM JaHHBIM
nocturaet 30%, 4To CBSA3BIBAIOT C OOJNbILIEH PAacIPOCTPAHEHHOCTHIO MHPEKIUH, MPEexkIe BCEro,
BupycHBIX TematutoB B u C [25]. B Poccuiickoil momysiuu mo JaHHBIM HEJIaBHETO KJIMHUKO-
Mopdoornueckoro uccieaoBanus pacmnpocrpaneHHocth MIIIH cocraBuna 8,6% cpeau Bcex
NEPBUYHBIX U BTOPUYHBIX IiIoMepyionatuii [1]. B 3ToM uccrienoBanuu, BEIIOIHEHHOTO Ha 0ase
KpynHeimero Hedposorunueckoro cranmonapa Cankr-IlerepOypra, 3a 17-neTHuii nepuos ObLIO
BBIsIBIICHO 214 cimydaeB 3Toro BapuaHTa riomepyioHedputa (Bxiarouas 21 ciygait C3I'TI), To
ectb 12 ciayuaeB B rox (nepsuunbiM MIII'H — 3,9 cinywaeB B ron). IlpuHumas Bo BHMMaHue
Hacenenue Cankr-IlerepOypra (oxoso 5 miiH yenosek), 3adoneBaemocts MIIT'H cooTBeTcTBYeT
kputepusm opdannoii 6one3nu (0,24 ciydas Ha 100 Thic B rox), Jaxke IpU YCIOBHUH, YTO YacTh
ciy4aeB Obliia Bepu(HIMpoBaHa B Ipyrux Hedpoaorudyeckux cranuonapax Cankr-IlerepOypra.

JlaHHBIE TI0 PAcCHPOCTPAHEHHOCTH OTAEJIBHBIX MaToreHeruyeckux BapuaHToB MIII'H
OTrpaHHMYEHBl, KaK MPaBUJIO, OJHOLICHTPOBBIMU HCCIEOBaHUAMU. Tak, O pe3yibTaTaM OHOIO
UCCIIeIOBaHMsI HanboJiee 4acTo BCTpewarouumcs: BapuaHToM siBisiercss MK-omocpemoBaHHBIN
MIITH — 84%, xomiuiemenT-onocpeaoBantsiii MIIT'H - peructpuposanu B 8,6% ciyuyaes [12].
CxoxHe JaHHbIC MMPOJACMOHCTPUPOBaHbI U B Poccuiickoi momyssiuu maiuertoB ¢ MITTH [1].
[Mpuunaamu  popmupoBanusi marrepua MIII'H nambosnee uacto ObUTM  ayTOMMMYHHBIC
3a0oJeBaHus, HHPEKIMH, TeMaToJIoTnYeckue 3a001eBaHus.

[Mepeuunsiiit MIITH — penkoe 3aboneBanue [1, 4, 16]. Tlo maHHBIM MEXIyHAPOIHBIX
perucTpoB 3a00JIeBa€MOCTh COCTaBIsieT MeHee 5 ciayyaeB Ha 1 muiH HaceneHus B COeTMHEHHBIX
[rTarax Amepuku u okono 0,2-1 ciayuaeB Ha 1 miH Hacenenust B EBmpone [13]. B Poccuiickoi
Deneparun 3adoneBaemocts MIII'H 61m3ka k TakoBoit B Apyrux ctpanax [1], a MITTH/C3I'TI
BXOIAT B mepeyeHb opdanHbix Oosieznedt B PO [2]. CAITl saBnsercs emie Oojiee peakuM

BapUAHTOM TIOPKEHUS MOYEK — B JIUTEPAType OMMCAHO BCErO HECKOJIbKO citydaes [5, 19].

1.4 Oco0eHHOCTH KOAHMPOBAHMA 3200JJ€BAHUS WM  COCTOSAHUA (Tpynnbl

3200/ eBaHMIl MJIM COCTOSIHMI) 10 MeXAVHAPOAHOH CTATHCTHYECKON KjaaccupuKanumu

00J1e3HeH ¥ MPodJaeM, CBA3AHHLIX CO 3I0POBbLEM

OcobOeHHOCTH KOAMPOBaHUA OO0yCIOBIeHBI TeMm, uto: 1) kmumHuuecku MIITH/C3ITI
MOJKET HPOSBIATHCS JIOOBIM TJIOMEPYJSPHBIM CHHAPOMOM (cM. pasnen 1.5) u uMmerb pa3Hbie
Mopdonoruueckue mnarrepHsl; 2) stuonorus MIITH/C3TTI pasnuuna (cm. pasgen 1.2).
Konuposanue MIII'H/C3TI'TI BkimtoyaeT cuHapoMaibHbIi ypoBeHb (I'moMepynspHbie 60e3Hn —

N00-07) ¢ yrounenuem Mmopdonorudeckoro tuna MIITH/C3TTI (moapyOpuku ¢ .1 mo .8).
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[TocnemHue ykas3pIBarOTCS 4Yepe3 TOUYKY TOCIe KOAa KIMHHYECKOTO CHHApOMa (Harpumep,
N02.3). [lonpyOpuku HE CleIyeT HCIOJIB30BaTh, €CIH JUIS HUACHTH(PHUKAIIUU MMOPAKEHUN HE
OBLTM TIPOBEACHBI CICIHAIbHBIC HCCIENIOBaHUS (HampuMep, OWOTICHSI WJIM ayTOICHS IMOYEK)
Py6puxy NO8* cmenyer wucnosnb3oBate a1 BropuuHoro MIITH/C3TTI ¢ moapyOpukoi,
COOTBETCTBYIOIICH IMepBHUHOMY 3a0b0JieBaHMIO (Tabnuma 3).

Tabmuma 3. Ocobennoctn  koaupoBanusi MIIIH  cormacno  pyOpudukanum

MEXIyHapoaHOM kiaccudukanuu 6onesneit 10.

Knununueckue Kox MKb- | Mopdoorudeckne mposiBICHHS Jlo6aBOYHBII
nposiBienus (ormetuts | 10 (OTMETUTH TOMHHUPYIOLIYIO (GOpPMY) Kon
JOMUHUPYIOIIYIO MKB-10
dopmy)
Ilepsuunvie popmul Ooneznu
W3onupoBaHHast NO6 Juddy3HbIii Me3aHTHATBHBIH 3
OPOTEUHYPHS nposiiepaTuBHBIN TI0MEepyIOHEQPUT
PeunguBupyromas u NO2 Juddy3HbIi SHIOKATHIUIAPHBIT 4
yCTOMuUuBas remMatrypus nposiiepaTuBHBIN TI0MepyIOHEQPUT
Octpslii NOO DKCTpakanuUIApHBINA TIIOMEPYIOHEPPUT A
He(ppUTHYECKUIA
CHUHJIPOM
Beictponporpeccupyio | NO1 [pyrue nponaudepaTuBHbIE U3MEHEHUS 8
Ui HePUTHICCKUI (ITponudepatuBHbiii TIOMEpYTOHEPPUT OE3
CHHJIPOM JIOTIOJTHUTEIIbHBIX YTOUHEHHIA )
XpoHUYECKUI NO3
He(ppUTHYECKUI
CHUHJIPOM
Hedporuuecknit NO04 OuaroBsle U cerMEHTapHbIe rIoMepyisipHble | .1
CHUHJIPOM HapymeHust (O4aroBblii 1 CErMEHTaPHBIH
(rmanuHo3/CKIIepO3) WM 04aroBbIN
TJIOMEpYJIOHePPHUT)
Juddy3Hbiii ME3aHTMOKANWUISPHBIA | .5
TJIOMEPYJIOHEPPUT (MeMOpaHO3HO-
npoiaugepaTuBHbIi riomepynonegpur 1 u 3
TUIIOB WK 0€3 IPYTUX yKa3aHHii)
Hedputnueckuit NO5 «bone3nn MJIOTHOTO ocanka»’ | .6
CUHAPOM (MeMOpaHO3HO-TIpOTH(pEPaTUBHBIH
HEYTOYHEHHBIN rIoMepyaoHePpUT THII 2)

Bmopuunsie ghopmul 6one3nu ¢ uzsecmuvlym dmuonocudeckum Gakmopom

['momepynsipHbie ['momepynspHble TOpaXeHHUS TMpH HWHOEKIHOHHBIX H
MTOPAKECHUS npu | NO8* | mapasurapusix Gonesnsax, kmaccupuumpoBanabix B | -0*
0oJIe3HSIX, JIPYTHX pyOpUKax

KJIacCU(PUITUPOBAHHBIX

B IPYTHX pyOpHKax

['momepynsipubie 001€3HU TP HOBOOOPA30BAHUIX
1>
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['momepynspHble TOpakeHUS] TpU OONE3HAX KPOBU U
MMMYHHBIX HapyIICHUIX 2%

I'moMepymspHble GONE3HM MPU CHCTEMHBIX OONE3HAX
o *
COCTMHUTEIIBHON TKaHH .5

['momepynsipHble TOpaXEHHUsT TPH JAPYruX OOJe3HsX,
KJIacCU(UITMPOBAHHBIX B IPYTHX pyOpHKax .8*

*- B MKB-10 ucnonb3yercs kak (akyJIbTaTHBHBIH KOJ, TO €CTh JOIOJHUTEIbHBIA KOI B

CHUCTEME IBOWHOTO KOIUPOBAHUS, KOTOPBIM COIEPKUT HH(DOPMAIMIO O TPOSBICHUH OCHOBHOM
reHepaIrn30BaHHOM 00JIe3HU B OTJEIBHOM OpraHe Wiv 00JacTu Telna

t- murata u pycckos3pisiHoro nepesoga MKB-10, cooTBEeTCTBYeT COBPEMEHHOMY TEPMUHY
«boJe3Hb IOTHBIX Aemo3uToB» (dense deposit disease)

C3I'TI me ynomsiayta B MKB-10, mosToMy st ee 0003HAYCHHS CIIEAYyET MUCIOIB30BaTh
yetbipex3Haunbie kos1 MIIT'H (NO1-NO7 ¢ no6aBounbiMu KOoamMu .5 1 .6).

MIIT'H moxer ManudectupoBaTh B BuAe ocTporo mnoBpexaenus mnouek (OIII) wmm
XBII. [ns o6o3nauenus craguu OIIIl crnegyer ucnonb3oBath koael pyOpuxu N17. s

o6o3nauenus craauu XbBII crenyer ucnonb3oBaTh Koas! pyopuku N18.

1.5 Kaaccupurkamusa 3a00J1eBaHUA HMJIHM COCTOAHHNA (rpynnbl 3a00J1€BAHUN WU

COCTOSTHM )

B nponecce nzyuenus naroreresa u stuonoruu MIITH/C3I'TI ucnonb3oBanu pa3Hble

MOJIXO/bl K KJIACCU(PHUKALMU JAHHOTO COCTOsHUA. Jloaroe Bpemsl MpUMEHSIN KIacCU(PHUKAIUIO,
OCHOBaHHYIO Ha JIOKaJIM3allUU AETO3UTOB MpHU YIbTpacTpyKTypHoM aHanuze (IIpunoxenue A3,
tabmuma 2). Takas knaccudukanus He yduThiBaeT 3THonoruto u matorenes MIIIH/C3ITI u
MOXeT ObITh MpPUMEHEHa B KauyecTBE JOMOJHUTEIbHONM Ha 3aKIIOYUTEILHOM JTare
MOpP(}OIOrMUECKOro aHaIu3a.

B 2011 rony 6buta mpeanoxkena kinaccudukanuss MIITH/C3I'TI va ocHoBe xapaxTepa
JITIO3UTOB,  BBIBIEHHBIX P  HMMMYHOMOpdoioruyeckoM wucciaepoBanuu [3].  Ora
Kjaccugukanus BriIoyaeT Tpu Bapuanta MIITH [1, 3, 4, 17]:

1) c¢ nenosunueit kak U, Tak u C3 B cTpykTypax kiyOouka. CUuTamm, 4TO TaKOM
Bapuant MIIT'H onocpenoBan UK, KoTOpble aKTHMBHUPYIOT KIACCHYECKUU ITyTh
aKTHBAIlMM KOMIUIEMEeHTa, a BeiaBieHue U UI', u C3 npu uMMyHOMOP(OIOrHYECKOM
UCCIIeIOBaHUM TpeOyeT UCKIIOUeHHs] MH(EKIUH, ayTOMMMYHOTO 3a00JIeBaHUS MU

MOHOKJIOHAJIBHOW rammanartuu. B ciydae, eciau npuunHa nosisiieHns MK He Halinena,
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takoi MIII'H cuutanu nepBuYHBIM «uauonatuueckum» HWK-onocpenoBaHHbIM
MIITH;

2) 6e3 penosunmu UI, HO ¢ nenosunumeit C3. Jlomunupyromryto aeno3unuoo C3
OOBSICHSUTM aKTUBALIMEH albTEePHATUBHOTO IyTH KOMILIEMEHTA,

3) 6¢e3 menosunuu UI' u 6e3 nenosunmu C3 — Bapuant MIIT'H, chopmuposasiierocs B
pe3ynbrare  XpOoHH(DHKAIMK  SHAOTEIHAIBLHOTO  TMOBPSKIACHHUS 0€3  ydacTHs
KOMILJIEMEHTA.

Ha nacrosimuii MOMEHT OYEBHJIHO, YTO 3Ta «IATOr€HETUYECKas» Kiaccu(UKaius UuMeeT
pSA  CYUIECTBEHHBIX HEJOCTAaTKOB B IEPBYI0 ouepenb B OTHouleHun mnarorenesa WK-
onocpenoBannoro MIII'H (cm. paznen 1.2.).

Jlo BbIICHEHHUs 0OoJjiee TOYHBIX MEXaHHW3MOB pa3BuTHs pasHbix (opm MIITH/C3ITI,
BuguMo, cueayeT knaccudumupoate MIITH/C3ITI Ha mnepBuuHbIE — 00YCIOBICHHBIN
AHOMANUSIMU KOMIUIEMEHTa (BCJIEJICTBUE ayTOaHTUTEN K (aKTopaM KOMIUIEMEHTa WM B
pe3ynbTare MyTaluii B TeHaX, KOJUPYIOMUX OCIIKH KOMIUIEMEHTA), - ¥ BTOPUYHBINA (CM. pa3zies
1.2.) [7, 8]. O6a BapuanTa MoryT ObITh TipencTaBicHbl kak MK-omocpenosanaeim MIITIH, Tak u

C3I'TL

1.6 Kaunnyeckasi KapTHHA 3a00J1€BaHNs] WM _COCTOSIHMSL (IPYIIbLI_3a00JeBAHHI

MJIH COCTOSTHIMA)

Penanbnble nposiBaenns. Kinunnueckas npesenranus MIITH/C3I'TI necneunduyna u
MOXeET OBITh MpeJCTaBleHa JIIOOBIM U3 TJIOMEPYJSPHbIX HE(PPUTUUYECKUX CHHIPOMOB, B
couetanuu ¢ Hepporrueckum cuuapomom (HC) umu 6e3 Takosoro [1, 7, 11, 13, 26] (tabmumna 4).
VY NOJIOBMHBI IAIMEHTOB B aHAMHE3€ OTMEYAKOTCS YyKa3aHUs HAa HEJAaBHO IIEPEHECEHHYIO
UHQEKIUI0 BEpXHMUX JAbIXaTeNbHBIX MyTeill. Cpeau KIMHUYECKUX CHMIITOMOB MPEBAIHPYIOT:
apTepuanbHas TUIEPTEH3Ms; Makpo- W MuKporemarypus (mpaktudecku y 100%); Bbicokas
npoteuHypusi (HeppoTudeckas); mporpeccupytomee cHuxenue CK®. Bexymmit knmHU4YeCKui
cuHApoM B aeOrote 3aboneBanus B 20 — 30% ciy4yaeB mpencTaBieH OCTPbIM HepUTHUUECKUN
CHHAPOM WK OblcTporporpeccupytomuii  Heppurtnueckuit cunapom (BITHC). pyrumu
nposiinenussmu MIIIH/C3I'TI moryT ObITh XpOHHYECKHH HEPPUTHUECKHI CHHIPOM, B OCHOBE
KOTOpPOTO JIEKHUT BSJOTEKYyIIee, TOPIUIHOE BOCHAIUTEIbHOE TMOpakeHUue KIyOOuKoB, U
M30JIMPOBaHHBIH MoueBOM cuHapoM. B cmywae MIITH/C3I'TI npuumHOi MOBpEeXIEeHUS
riomepyisiporo Oapbepa u pasButus HC sBnserca nenmosunus WK w/mmm - dpakimii
KOMILIEMEHTa CyO03HI0TeNHaNbHO, HHTpaMeMOpaHo3HO w/uimu cyosnurtenuansHo. [Ipu C3ITI y

40 — 70% mnanuenToB ¢ camoro Havana pasBuBaerca HC, B 10 — 20% cmydaeB oTmedaercs
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permauBupytomas Makporematypus. Y 20 — 30% nanueHToB yJaaeTcsl 3aperucTpUpoBaTh (Kak

IpaBuiio, cnyqaﬁHo) TOJBKO HM3MCHCHUSA B O6IJ_[€M aHaJaIn3¢ MOYM B BHIAC COUYCTAHUA

NPOTEUHYPUH C MUKpOTeMaTypuei u mwimHapypuei [13, 27].

Tabmuna 4. Knuanyeckue nposieineruss MIIT'H/C3I'TI: cuMnToMbl B CHHAPOMBI.

Knuanyeckue cuMnromsl OHC BITHC XHC nUMC HC
Makporemarypus + + + - -
AprepuaibHasi TUIIEPTEH3US + + + - -
Onurypus, anypus + + - - -
[Tepudepuyeckue oTexu + + + - ++
[TonocTHble OTEKH +/- +/- - - ++
CuMnTOMBI ypemMuu +/- +/- - - -
H3meHeHus B 001eM aHATTU3€ MOYHU

rioMepyiasapHas reMaTypus + + + +/- -
HATUHAPYPUS + + + + +
SPUTPOLUTAPHBIE UINHAPHI + + + +/- -
IIporennypus + + + + ++
Cyrounas npoteunypus >3,5 /1,73 m? - - - - +
Onenka (GyHKIUU TOYEK

Cumxenne CKD ++ ++ +/- - +/-
[Tpuunna camxenuss CKO OIIIT OI1IT XBII - OIIIT

[Tpumeuanus: BITHC — 6vicTponporpeccupyronimii Hepputrueckuii cuuaapoM, UMC — u30IMpOBaHHBINA
MoueBoit cuaapoM, HC — Hedporuueckuit cuaapom, OHC — octpsrit Hedpurudeckuit cuaapom, CK® — ckopocTb
KkiyOoukoBoit ¢umprpammu, TIIH — TtepmumHanpHas mnodeyHas HemoctaTogHocth, XHC — XpoHHUYeCKHit

HeppUTHUECKUH CHHAPOM

JKcTpapeHaabHble nposiBieHus. [Tockonbky OonbimucTBO citydaeB MIIIH/C3I'TI sBnstores
BTOPUYHBIMH, B KIIMHUYECKOW KapTHUHE 3a00jeBaHUs OyAyT MPUCYTCTBOBATH SKCTpapeHalbHbIE
NPOSIBIICHUS,  XAPAaKTEpHbIE I  IEPBUYHOIO  MATOJIOrMYecKoro  mpouecca. llpwm
MOHOKJIOHQJIbHBIX T'aMMamaTUsX MOTYT HMMETh MECTO CHMIITOMBI, CBSI3aHHBIE C OOJBLION
OIyX0JIEBOM Maccoii: 1uMdoaeHonaTus, renarocijieHoMeranus, anemus, B-cumnromsl, 6051 B
KOCTSIX M CIIOHTaHHBIE IMEPEIOMbl, a TaKXXe CUMITOMBI, OOYCIIOBJIEHHbIE BO3JIEHCTBUEM
napanpoTerHa Ha pa3IMyHble OpraHbl M TKaHW (MOJIMHEWPOINAaTHsi, KOXKHBIE BBICBHIAHUSA,
CHUMIITOMBI CEPJIEYHOI HEJOCTATOUHOCTH, MTOPAKEHUS KETYJOUHO-KUIIEYHOTO TPaKTa U Ipoy.).
Knunnueckast nuarnoctuka C3I'TI obneryaercsi, eciay MOMHMMO IOYEYHBIX CHHIPOMOB,

BBISIBJISIFOTCS] aCCOLIMMPOBAHHBIE COCTOSIHUSI B BUE MPUOOPETEHHOW YaCTHYHOM JunoaucTpoduu
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W/AM MaKyJISIpHOW AUCTpoduu ceTyaTKu rina3a. [IpuanHON pa3BUTHS MaKyJIsIpHOW TUCTPOPUU
ABJIIETCS OTJIOXKEHUE Jpy3 B MeMmOpaHe bpyxa ceTyaTku B 30HE MakKyJjbl (JKEITOro ISTHA),
CBSI3aHHOE C JMCPEryJIAlUel albTepPHATHBHOIO ITyTH AaKTHBalMM KoMmIiuieMeHrta [28, 29].
[TproOpereHHast yacTU4YHAsL JTUIOAUCTPODUS XapaKTepU3yeTCsl YACTUYHOM YTPAaTOH MOJKOXKHO-
KUPOBOM KIJIETUYATKU BEpPXHEH IOJOBUHBI TeNa, KaK IOJararmT, B CBA3M C 3ddexramu
pa3peryJiMpoBaHHOIO aJbTEPHATUBHOIO IYTH AKTUBAILlMM KOMILJIEMEHTAa Ha YpOBHE >KHPOBOM

tkanu [30].

2. Jlnarnoctuka 3a00J€BaHUs UM COCTOSIHUS (TPYIIIbI 3a00JI€BaHUI UITU
COCTOSIHUI ), MEUIIMHCKUE MMOKa3aHUs U IPOTUBOMOKA3aHUs K MPUMEHEHUIO

METOAOB JUATHOCTHUKU
Beeoenue. /luacnoz MIITH/C3ITI, kax u mwo6oi Opyeoli 2iromepyionamuu, 6ce2od
KAuHUKo-mopghonocuvecku.  Mopgonoeuueckoe — ucciedosanmue  NOYEYHOU  MKAHU — —
€OUHCMBEHHDBIIL CHOCOD BePUDUYUPOBATL IMOM MUN NOBPEHCOEHUS KILYOOUKO8 U YIMOYHUMb €20
sapuanm (MK-onocpeoosannwviti MITI'H unu C31'Tl). Knunuueckas ouazHocmuka 3aKkaiodaemcs 8
BbINOIHEHUU 8CEX HEOOXOOUMBIX UCCAEO08AHUIL OJisl YMOUHEHUsL IMUOLOUU NOBPENHCOECHUSI NOUEK

(mabn. 1 u 2). Aneopumm noucxka smuonocuu MIII'H/C3I'TI npeocmasnen 6 [Ipunosicenuu b.

e Jlus ompeneneHus HAIPABJICHUS TEPAlTUM Mbl PEKOMEHJIyeM Y MAIlMEHTOB C TUarHO30M
MIIT'H/C3T'II npodoauts auddepeHnnanbHy 0 TMarHOCTUKY IEPBHYHOTO M BTOPHYHOTO
BapuaHTOB Oosie3nu (tabdmn.1) [1, 3, 13, 40].

Yposenb  yOenurTenbHOocTH  pekoMeHgamumii C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeIbCTB —4)

Kommenrapuu: Ilpu uckniouenuu emopuunocmu MIIIH/C3IT]  (mabn.l) eenes
3a001e8aHUsL MOHCEM ObIMb CEA3AH C 2eHEMUYECKUMU AHOMATUAMU OETK08 KOMNIEMEHMA u/uau
aymoanmumenamu x ¢paxmopam xomniemenma [7]. Taxue ciyuau omuocsim K NepeUHHOMY
MIITH/C3ITT [7, 13, 40]. Hanvuetiwias ouacnocmuxa NOOOOHBIX Clyuaes 3aKIOUaemcs 8
nPo6edeHUl MOLEKYIAPHO-CEHEMULEeCKO20 UCCIe008aHUs U onepedeleHuss anmumen (maon.2).
Hanvuuue ssnoti npuuuner MIITH/C3ITI (maba.l) He ucknrouaem Hanuyusi eeHemuyeckou
aHomanuu U aymoammumen K paxmopam — KOMHAEMEHMA, NOCKOIbKY  UH@peKyuu,
aymoummyHumem u MHI" mozym 6vims mpuecepamu akmusayuy KOMHIeMeHma y nayueHmos ¢

eenemuueckotl npeopacnonodicenocmoio ( Cm. Ipunoscenuu b).
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e [lammmentam c¢ mepBuunbiM MIITH/C3ITI mpu OTCYyTCTBHMM HaHHBIX O TEHETHYECKHX
aHoManusx OEJIKOB KOMIUIEMEHTA W/WJM ayTOAHTUTENaX K (akTopaM KOMIIEJIEMEHTa
(Tabn.2), MBI peKOMEH/IyeM YCTaHaBIMBaTh auarno3 mauonarmyeckoro MIITH/C3TTI c
LIEeJIbIO ONIPEACIICHUA TallbHEUIIeH TaAKTUKHA IUAarHOCTUKHU U Jieuenus [1, 3, 7, 13].
YpoBenb  yOeaurTeqabHocTH  pexkoMeHaaumid C  (YypoBeHb  J10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — 4)

Kommentapum: [lockonvky onpedenenue aymoawmumen K (Dakmopam KoMNieMeHma HoKd
HeOOCMYNHO 8 peanlbHOl KIUHUYeCKOU Npakmuke, mo 8 clyyde He2amueHblX pe3yibmamos
2eHemuueckoco mecmuposanus nod uouonamudeckum MITIH/C3III credyem nodpazymesamo
AymoumMMyHHOe NOPAdiCeHUe KOMNIEMEHMA U e20 OU3Pe2YIAYUIO C B0GLEYEHUEM 68 IMOM NPOYecc
Kk1yooukos. Takace K uouonamuyeckum ciedyem OMHOCUMb CAYYAU, KOMOpble OHCUOAOM

npoeedeHuﬂ coomeemcm(fyiou;eﬁ OUASHOCIMUKU.

e VY mamuentoB ¢ guarHozom MIITH/C3I'TI gis oneHku 3¢ (GEKTUBHOCTH JICUCHHUS MBI
PEKOMEHJIyeM CYUTaTh KPUTCPUSIMH YaCTHYHOW PEMUCCUM CHWXXEHHE CyTOYHOM
nporeunypuu >50% u perpecc HC (eciu TakoBoi ObUT HA MOMEHT Hayalia JISYeHUs1) TIPU
orcyTcTBUM CHUKEHUS ypoBHS CK®>20% 0T HMCXOAHOro, a KPUTEPUSIMHU IOJHOU
pemMuccuu — JOCTH)KEHHE CYTOYHOM mpoTenHypun menee 0,5 r/cyT mpu oTCyTCTBHH

camxenus yposas CK®>20% ot ucxoanoro [40].

YpoBens yoeaureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
Kommenrapmii: Opuenmupoeounas uyacmoma onepedenenus CK® u cymounoii
npomeunypuu 015 oyeHKu 3¢ggexmusnocmu mepanuu npedcmasnena 6 Ilpunoscenuu A3,

mabauya 3.

2.1 Kano0bl 1 aHAMHE3

Kanobwi u anamnes npedcmasnensvi 6 pazoene «Knunuueckas kapmunay.

2.2 du3ukaJnLHOoe 00CJIe10BAHNE

Jlannvie ¢huzukanbroco obcredosanus ykazaml 6 pazoene 1.6.

2.3 JlabopaTopHbIe TMATHOCTHYECKHE HCCJIeT0BAHUSA

o [lammeHTam c mpeamoyiaraeMbIM WM YCTaHOBJICHHBIM auarnozomM MIITH/C3TTI mbr
pPEKOMEHyeM MpPOBOJIUTH J1a0OpaTOpHbIE JAMArHOCTHYECKHE HCCIelOoBaHHs B 0a30BOM

o0beMe, MPeayCMOTPEHHOM aKTyaJbHBIMUA KIMHHUYECKUMHU pekoMmeHmanusimMu 1o XbII,
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JUIS OUEHKHU BBIPAKEHHOCTH JUCHYHKLUMU IOYEK, MPOTHO3a, BBISBICHUS (PAKTOPOB,
KOTOpBIC MOTYT TIOBJIMATh HA TAKTUKY JICYCHHs U onpejierieHne oobema teparnuu [31].
YpoBenb  yOegutenbHocTH  pekoMenaaumii C  (ypoBeHb  [1OCTOBEPHOCTH

JA0KA3aTeJbCTB — D)

e IlammenTtam ¢ mpeanojaracMbIM WM YCTaHOBJIEHHBIM auarHozom MIITH/C3ITI mpu
MHUKPOCKOITMYECKOM MCCJIEAOBAHUM OCAJKa MOYM Mbl PEKOMEHIyeM IIPOBOJIUTH MOJICUET
TUCMOPGHBIX 3PUTPOIUTOB U AKAHTOIUTOB C IETBIO0 JMATHOCTUKH U OLICHKH TSIKECTH
TIIOMEPYJISIpHOTO TopaskeHus [32].

YpoBeHb  yOeaMTEJNbHOCTHM  peKoMeHAauuid A  (YpoBeHb JOCTOBEPHOCTH

A0Ka3aTeJbCTB — 1)

e [lammeHTam ¢ mpennoiaraeéMbiM WM YyCTaHOBJICHHBbIM auarno3zom MIITH/C3TII u
Hedporuueckum cuuapoMoM (kox mo MKB-10 N 04) Mbl peKOMEHIyeM BBIMOIHSITH
KoaryjorpaMMmy  (OpUEHTHPOBOYHOE HCCIEIOBAHHE CHCTEMBl TeMOcCTa3a) i
JTUArHOCTHKYU HAPYIICHUN KOATYJISIIUU, UX CBOCBPEMEHHOW KOPPEKIUH U MPODUIAKTUKA
’KH3HEYTPOKAIOIIUX OCIOXKHEeHu# [33].

Yposenb  yOeanurTeqbHOCTH  pexoMeHgamumii C  (ypoBeHb  [IO0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Kommentapun: HC, npu xomopom ¢ MOUOU mepsAOmMca U3 NIA3Mbl  maxue
anmuxoayniayuonisle gaxmopvl kax awmumpomoun |, npomeun S, naasmunocen u Oop.,
accoyuuposan ¢ euneproazyiayuell U PUCKOM B03HUKHOBEHUS BEHO3HBIX U APMEPUATbHBIX
mMpom60308, 8 MOM YUCTIe MAKUX HCUSHEY2POICAIOUUX COObIMULL, KAK MPOMOOIMOONUS 1e20UHOU
apmepuu u mpomobosvl yepedbpanvuvix cocyoos [33, 34]. B smoii cesazu nayuenmam ¢ HC

onpedeﬂeﬁue Koacyslioepammaol A6IAENICA 0053amenbHbIM OUACHOCMUYECKUM meponpuimuem.

e TlamMeHTaM ¢ MpeMoJiaracMbIM WM YCTaHOBJICHHBIM auarrozom MIITH/C3TTI mbr
PEKOMEH/IyeM BBIMOIHATh CEPOJIOTMUECKUN CKpUHUHT Ha renmaTut C (ompeneneHue
antuten k Bupycy remaruta C (Hepatitis C virus) B KpoBH) C IO JUATHOCTUKH

npuunasl MITTH/C3I'TI [35, 36].

YpoBeHb  yOeaMTEJNbHOCTHM  pexkoMeHAauuMid A  (YpoBeHb J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 2)

e [lammentam ¢ mpeamojaracMbpIM WIH YCTaHOBICHHbIM auarHozom MIITH/C3TTI u

nojo3penrneM Ha BUY-undexnuo u/mimm xpoHnyeckuii BupycHolil renatut B unu C mbl
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PEKOMEHIyeM TPOBOIUTH JIaOOPATOPHYIO JUATHOCTHKY B 00BbEMeE, MPEeayCMOTPEHHOM
JNCHCTBYIOIMMU KIMHHYECKUMHU pekoMeHnarusamu no BUY-undeknun, XpoHHUECKOMY
rematuty C ¥ XpOHUYECKOMY TEMaTUTy B y B3pOCTBIX, /ISl OIICHKU STUX MHPEKINUN Kak
BeposTHOM nmpuunasl MITT'H/C3I'TI [37-41].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHaaumid C  (YypoBeHb  J10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

[Manmentam ¢ npeanojaracMblM WIH YCTaHOBICHHBIM nuarHozom MIITH/C3ITI u
IIONIO3PEHUEM Ha CEINCHC Mbl PEKOMEHAYEM BBINOJIHATH HCCIEJOBAHHE YPOBHSA
IIPOKAJIbLIMTOHNHA B KPOBHU JUUIsl CBOEBPEMEHHOM JHMArHOCTUKU OaKTEpUaIbHOIO Cercuca
KaK IPUYMHBI OpaXKeHHs novek [42-45].

YpoBeHb  y0equTeIbHOCTH peKOMeHJauMii A  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 1)

[ManpeHTaM ¢ mpeanoiaraeéMbiM HIH yCTaHOBIEHHbIM auarHozom MIITH/C3ITI mbr
PEKOMEH/IyeM BBINOJIHATEH ONPE/ICICHNE YPOBHs aHTHHYKiIeapHoro (akropa (AH®D) Ha
HEp-2 kmeTouynoii nuHuM (HempsiMasi peakiysi UMMYHO(IIFOOPECICHIINN) B KPOBH IS
JMArHOCTHKHU ayTOUMMYHHOIO 3a00JI€BaHUs KaK ATHOJIOTHYECKOT0 (pakTopa 3a00j1eBaHus
mouek [46, 47].

YpoBeHb  y0equTeNIbHOCTH  peKOMeHJauMii A  (YpoBeHb  [1O0CTOBEPHOCTH

I0KA3aTeJILCTB — 1)

[ManmeHTtaM ¢ mOpeanojaraéMbIM WM YCTaHOBICHHBIM muarHozom MIITH/C3ITI u
N0JIOKUTENBHBIM TUTPOM AH® MBI pekOMEHAYyEM BBINOJIHATH ONPEIEICHUE aHTUTEN K
neycnupanbHon JIHK xonruecTBeHHBIM METOIOM (OTpeiesieHUuEe COAEpKaHMsI aHTUTEN K
JIHK HaTtuBHON) AJI UCKJIFOUEHUSI CHCTEMHOM KpacHOM BOJYAaHKH, KOTOPAst MOKET OBbITh
npuunnoii passutust MIITH B pamkax Bomuanounoro Hedputa I1/1V kacca [48].

YpoBenb  y0eauTeIbHOCTH  peKOMeHAamuii A  (ypOBeHb  [IO0CTOBEPHOCTH

JI0Ka3aTeJbCTB — 1)

[TarienTaM ¢ mpeanmojaracMbiM WM yCTaHOBJACHHBIM auarHozom MIITH/C3TIT u
MOJO3PEHUEM HA PEBMATOMIHBIA aPTPUT Mbl PEKOMEHIYEM IPOBOJUTH ONPEACIICHUE
COJIEp’KaHusl PEeBMATOMTHOTO (akTopa B KPOBH, OMPENEICHHUE COACPKAHHS AHTUTEN K
UUTPYJUIMHUPOBAHHOMY BHMEHTHHY B KPOBH M ONpPEICIEHUE COAECPKAHUS AHTUTEN K
MUKIAYEeCKOMY TuTpyJauHoBoMy mientuny (aHtu-CCP) B KpoBH UIsl  YTOYHEHHS

ATHOJIOTUU TOpaxkeHus novek [49-51].
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YpoBeHb  yOeAMTEJNbHOCTHM  peKkoMeHAauuid A  (YpoBeHb JOCTOBEPHOCTH

A0Ka3aTeJbCTB — 1)

[Manmentam ¢ mpennonaraeMbiM WM ycTaHOBIEHHbIM auarHozom MIITH/C3ITI mbr
PEKOMEHYEeM BBIIOJIHATh ONPEAEICHUE COACpKAHUA aHTUTEN K OeTa-2-TIIMKOIPOTEUHY
B KPOBH M OIPEIEICHHUE CONCP)KAHMS AHTHUTEN K KAapAUOJUIIMHY B KPOBH C LEJBIO
CKpUHHHTA aHTU(POCHOIUITUIHOTO CHHAPOMA KaK MPUYMHBI OpakeHust novek [52, 53].
YpoBenb  yOenuTeqlbHOCTH  pekoMeHgauuii B (ypoBeHb  [10cTOBEpHOCTH

A0KA3aTeJbCTB — 1)

[TarienTaM ¢ OpeAmoiaraéMbIM HIH yCTaHOBICHHBIM auarHo3oM MIITH/C3TTI mbr

PEKOMEH/IyeM BBITIONHATh HCCIICIOBAaHUE YPOBHS HMMYHOIJIOOYJIMHOB B KPOBH,

NPELUNUTUPYIOIMX IIPU  CHW)KEHUU Temreparypsl (kpuornodymunoB (KI')), ¢

COONIOIGHUEM TEMIIEpaTypHOTO pEeXHUMa MPeaHaATUTUYECKOTO dTama HCCIeI0BaHUS

(xpanenue OuooOpasma mnpu Temmneparype He Hmwke 37C) I AMAarHOCTUKH

accouuupoBanHoro ¢ KI' nopaxenus kiy6o4kos [1, 54-56].

YpoBeHb  y0eQUTEIbHOCTH  peKoMeHIanuii A  (YPpOBeHb  0CTOBEPHOCTH

A0KA3aTeJbCTB — 2)

KommenTtapuu: [lpu svisisnienuu KI', neooxooumo onpederums ux mun (1, 2 unu 3) ons

OanbHelule2o noucka smuonocuieckoeo ¢axkmopa. 1 u 2 munvt KI' ceszanvl ¢

Mmonoxnonanehuim U, npodyyupyemozo onyxoneebim KioHOM B-xknemounoti nunuu,

VKa3bl8as. HA MOHOKIOHANbHble 2ammanamuuu. Tlpu mpemvem mune KI' npedcmagnensi

noauxnonanohoivu M, umo mpebyem noucka aymouMMyHHbIX UIU UHQDEKYUOHHBIX

oonesneti [1, 54-56].

e [lamuieHTam C mpeanosaraeéMbiM WM YCTaHOBJIEHHBIM auarHo3zom MITTH/C3TTI mnst
JMArHOCTHKH MOHOKJIOHAJBHOW TaMMaraThH, KaK TMPUYUHBI TOPAKCHHS IMOYEK, MBI
PEKOMEH/IyeM HCCIICIOBAaHUS MOHOKJIOHAJIHPHOCTH HMMMYHOTJIOOYJIMHOB B KPOBH U
MOYe METOJIOM UMMyHOduKcanuu [57, 58].

YpoBenb  yOeauTeJbHOCTH  pekOMeHAanmuMii A  (YpoBeHb JI0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 2)

Kommenrtapuu: Ilpuuunoii oucpecynayuu aiomepHamueHo20 Nymu KOMHIeMeHma u

Gopmuposarus C3I'TI unu denozuyuu mHI 6 nouxe u pazeumusi UK-onocpedosannozo MIIIH

Hepec)Ko Aeysiemcil MOHOKJIOHANIbHAS camMmanamus, OCO6€HHO, Yy nayueHmoes cmapuie 50 nem [1'

4). Ilpu MIITH, accoyuuposannom ¢ MU, nepedku ciyuau, Koeda napanpomeur mpyoHo

noo0oaemcs 8blsAGICHUIO 6 Cbl6OpPOMKe Kposu u/unu 6 moue PYMURHbIMU Memodamu, Umo mooaoncem
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mpebosamsb  BbINOIHEHUS HEOOHOKPAMHBIX NOo8MopHwvix mecmos [61l]. B uccredosanuu c
KOHMPOJeM pepepeHCcHbIM Memo0oM ObLIO NOKA3AHO, YO Memoo UMMYHODUKcayuu obradaem
OonbUUMY  YYBCMBUMENbHOCbIO U CHeYUPUUHOCMbIO 8  CPABHEHUU C  BblaslleHUeM

napanpomeuna 6 Kposu u 6 moue memooom sinexkmpoghopesa [58].

e [lanueHTtam ¢ mpeAnoyiaracMbIM WIH ycTaHOBJIEHHBIM quarHozom MITTH/C3ITI mns
JUArHOCTUKM MOHOKJIOHAJIbHOW TIaMMalaTUd Mbl PEKOMEHAYEM OIpeiesieHue
COZIepKaHMsI CBOOOIHBIX JICTKUX IIeTiei Kanma u simMOaa B kposu [59-60].

YpoBeHb  yOeaMTEJNbHOCTHM  pexkoMeHAaumid A  (YpoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 2

e [lammeHtam ¢ mpeiroJiaraeMbIM WM yCTaHOBJICHHBIM auarHo3zom MIITH/C3TTI mbr
PEKOMEH/IyEM BBINOJIHATL ONPEAE/IEHUE AKTUBHOCTH JIAKTATIEIHJIPOreHa3bl B KPOBH,
HCCIIEIOBAaHUE YPOBHS TalTOIrNOOWHAa KpPOBHU, HCCIEJOBAaHUE YpPOBHS TPOMOOLIMTOB B
KpOBM, HCCIEIOBaHME YypPOBHA  UIMCTOLMTOB B  KPOBU  JUIsl  JIMArHOCTUKHU
MHUKPOBACKYyJIIPHOTO T'€MOJIM3a M TPOMOOTHYECKOH MHUKPOAHTHMONATHM KaK NPUYUHBI
nopaxeHus mouexk [62].

YpoBenb  yOenuTenbHOCcTH  pekoMeHpganumii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

e TlamMeHTaMm ¢ MpeMoJiaraeMbIM WM YCTaHOBJIEHHBIM auarto3zom MIITH/C3TTI mbr
PEKOMEHyEM HCCIIeI0BAaHHE YPOBHS KOMIUIEMEHTAa M €ro ()pakifii B KpPOBH, BKIIIOYAs
uccnenoanusi C3 u C4 dpakuuii KOMIUIEMEHTA, /I OICHKU CTENEHU BOBJICUEHHOCTH
CHCTEMHOM aKTHBAIIMK KOMILJIEMEHTA B IMAaTOJOTHUECKUi mporecc [63-66].

YpoBeHb  Y0eqUTEIbHOCTH  peKoMeHAauuii A  (YpOBeHb  OCTOBEPHOCTH
10KA3aTeJILCTB — 2)

Kommenrapun: B yumupyemvix ucciedo8anusix ovliu npoo0eMoHCmMpUposanbl Munuitsle
onss C3I'll (6 ocnoenom, ¢ nammepnom MIII'H) usmenenus yposHeii 6enkos
Komniemenma 6 cwigopomke cHudxcenue C3 npu nopmanvnom C4 [63-66], xax
nposGNeHUsl  OU3pe2YIAYUU CUCeMbl KOMHIeMeHma 6 namozeHese 3a0071e8anus,
umerowee HezamusHoe npocHocmudeckoe 3uauenue. Ilomumo C3 u C4 ppaxyuii
Komniemenma onpeodenenue opyeux npomeurnos (Ba, Bb, C3a, C3d, C5a, pacmeopumoii
Gopmur C5b-9, nponepouna, ¢gaxmopa B, C5, C6, C7, C8 u C9) mooxcem 6vims

CYWECMBEHHbIM 6 OYEHKe 6blpddiCeHHOCmU aKkmueayuu Komniemesma u 6bl60p€

22



mepaneemul{cekoﬁ maKkmuKu, 6KJjarouas KomnﬂeMeHm-@zoxupyrowy;o mepanuro, |y

nayuenmos ¢ MITI'H/C3ITI.

e [lammenram ¢ guarHozom MIITH/C3I'TI MBI pekOMEHIyeM BBIIOJHSTH
MOJICKYJISIPHO-TEHETHYECKOe HcclieoBanue myrtamnuii dakropo H, I, B, C3,
tpombomoaynuaa, MCP, CFHR nans ompeneneHus BEepOsSTHON T€HETHUUYECKOU

HPUPOJIBI OPAXKEHUs 1mouek [27, 67, 68].

YpoBeHb  y0eqUTEIbHOCTH  pekoMeHIanuii A  (YpoBeHb  10CTOBEPHOCTH
A0KA3aTeJbCTB — 2)

KommenTapum: Illepsuunvri ~ MIITH/C3ITI ~ mooicem ObIMb 00yCn06/1eH
HACe0CMBEeHHbIMU  (Mymayuu 0enKo8 KOMNJIeMeHma Ul peyiupyrouwux 0eikos)
HapyweHusamMy 6 Ccucmeme aibMEPHAMUBHO20 NYMU AKMUBAYUU KOMHIEMeHmd.
Cuumaemcs, 4mo MUHUMAILHBIU HAOOP 2€HO8, KOMOPbIll 00HCeH OblMb CKPUHUPOBAH
npu C3ITI, exmouaem CFH, CFI, C3, CFB, CFHRI, CFHR5 u DGKE [40].
Monexynapro-eenemuueckuii  aHanu3 OONJCEH OblMb  GbLINOIHEH C NPUMEHEHUeM
COOMBEMCMBYIOUUX MEXHONIO02UN, NO360JANUWUX ONPeOeumsb 8apUaAyUY YUCIa KONU,
0OHapy’cUmMb 2UOPUOHDBLE 2eHbl U Opyaue CILOJNCHbIEe 2EHOMHble NepecmpolK 6 001acmu
2enos CFH/CFHR [68]. Buissnenue cenemuuecku-oemepmunoposannozo MIITH/C3ITI
onpeodenum OaIbHeuuyI0 1e4eOHyI0 MaAKmuKy, NOCKOIbKY NpU 3MOM 8apuanme OO0ae3HU
UMMYHOCYRpeCcCUgHoe Jieuenue HeIPOeKmusHo u OO0JNHCHbL OblMb NPUMEHEHbl UHble

onyuu, 8KI0YAsl KoMniemenm-onoxupyowyio mepanuio [8, 40].

[Tanmentam ¢ ycranoBieHHbIM/0M  MIITH/C3I'TI MBI pekoMeHIyeM BBIIOJIHSATH
olpeJielieHue coJepKaHust aHTuTen K ¢akropy H Uit JUMAarHOCTHKM 3THOJIOTHU
nopaxenus nouek [14, 27, 69].

YpoBenb  yOequTelIbHOCTH  peKOMeHJauMii A  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJbCTB — 2 )

Kommenrapum: Buisgnenue anmumen x ¢pakmopy H nossonsem onpedenums aymoumMmyHHYIO

npupody MIITH/C3ITI, kax nokazaHo 6 Yumupyemvix UCCIe008AHUAX C KOHMPOJeM

PpeppeHcHbIM MEMOOOM, A UMEHHO MOPPOL0UYECKUM UCCIed08aHuem noveurnou mranu [14, 27,

Cpeou aymoanmumen, HANPaIeHHbIX NPOMUE OEIKO8 ANbMEPHAMUBHO20 NYMU

xkomniemenma npu MIITH/C3ITI, naubonee uzyyen C3-nHegppumuueckuii gpaxmop, KOmopwiii

svisignsemes y 80% nayuenmog ¢ 6onesnvio niomuwix oenosumos [14, 27] u npumepno y 40%

nayuenmos ¢ C3-enomepynonegppumom [68]. Cld-neppumuueckuii paxmop moocem 6vimo
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sviagnen y 10-15% nayuenmos ¢ UK-onocpedosannvim MIII'H [10]. Oonako onpedenenue smux
@axkmopoe 6 Hacmosujee pemsi HeOOCMYNHO 8 PYMUHHOU KIUHUYecKol npakmuke 8 P®, kak u
C5-neghppumuueckoco gaxkmopa u aumumen K @akmopy B. B pesyrbmame, smom
amuonocuyeckul éapuanm MIIIH/C3I'TI ocmaemcs neycmarnosiennvim. Ha npakmuxe, 6 ciyuae
omcymcmeusi Mymayuii 8 2eHax (axkmopos KOMHIeMeHma 6eposmHOU NPUYUHOU NePEUUHO2O
(uoonamuuecrkozo) MIII'H/C3ITI credyem cuumams aymoanmumena K OeIKam KOMNieMeHma.
B opyeux cmpanax MIITH/C3IT] xax «camocmosmenvhoey aymouMMyHHOe 3abo/esanue

npesanupyem Hao 2eHemuyecKu 0emepMuHuposanuvimu éapuarnmamu donesnu [11].

2.4 HNHCTpYMeEHTAJIbHbIE THATHOCTHYECKHE UCCIEeI0BAHUS

Taxoke cm. pazzgen 1.6.

e VY mammentoB ¢ momxo3peHueM Ha MIIIH/C3I'TI unm ¢ moATBEp)KASCHHBIM JTUArHO30M
MIITH/C3T'TI MBI peKOMEHAyeM BBIIOJHEHHE WHCTPYMEHTAIBHOW JHATHOCTHKH B
o0BeMe, mpeaycMOTpeHHOM pekoMeHaanusiMu 1o XbBII, 1 OmEeHKH BBIPaKCHHOCTH
CTPYKTYPHBIX HM3MEHEHUW II0YEK, a TaKKe JPYrUX OpPraHOB U CHUCTEM, IOPAKEHHE
KOTOPBIX AaCCOIMUPOBAHO CO CHIDKEHHEM (YHKIMH T[OYeK U PHUCKAMH JIPYTHX
HeOmaronpsATHeIX coObiTHit [31].

YpoBenb  yOenuTenbHocTH  pekoMeHaaummii C  (ypoBeHb  [10CTOBEPHOCTH

10KA3aTeJILCTB — 5)

e TlamMeHTaMm ¢ MpeMoJiaraeMbIM WM YCTaHOBJICHHBIM auarto3zom MIITH/C3TTI mbt
PEKOMEHIYEM BBINIOJHATH YJBTPA3BYKOBOE MCCIEAOBAHUE IMOYEK ISl OLICHKH  HX
CTPYKTYpHI [72].

YpoBenb  y0equTeIbHOCTH  peKOMeHAanmuii A  (YpOBeHb  [IO0CTOBEPHOCTH

10KA3aTeJILCTB — 2)

2.5 UHble THATHOCTHYECKHE MCCAeT0BAHUSA

e [lanmenrtam c¢ muarnozom MIII'H/C3I'TI mbl pexomeHlyeM Ha3HauyaTh mpueM (OCMOTD,
KOHCYJIbTAIIMI0) Bpada-o(ranbMoiora NepBUYHbIN (IpU HEOOXOAUMOCTH — IOBTOPHBIH)
C LIEJIBIO BBISIBIICHUSI MaKyJISIpHOHM muctpodun [29].
YpoBenb  yOeaureqabHocTH  pexkoMeHaauuid C  (ypoBeHb  /10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)
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Kommenrtapuu: [lepsuunas namonocus anbmepHamusHo20 nymu KOMHIEMEHmMAa 4acmo
He 02paHu4ueaemcsi MmMoOJNbKO NOYeuHOlU mKaHvio. B pempocnexmusHom uccredoanuu
Komnjiemenm-onocpedogaunvix caydyaes MIIIH y noumu 40% nayuenmos Ovliu 6bls61eHb
NPUSHAKU KOMNIeMEeHM-0N0CPe008AHHO20 NOPANCEHUs OpP2aHA 3PeHUs 6 6uoe MAaKVIAPHOU
oucmpogpuu  [29]. Ilpuuem 6 nonosune cryuaes uMei0 Mecmo HapyuieHue 3pPeHUsl.
Ogmanvmonoeuueckuii ocmomp nayuenmos ¢ MIIITH/C3IT] u evissnenue cneyuguueckozo
NOpAdICeHUsT CeMmYamKyu MO2Ym KOCBEHHO YKA3bl8amb HA NEPSUUHBIU 8APUAHM OUCDe2YIAYUU
ANbMEPHAMUBHO20 NYMU KOMHIAEMEHmAa U CHocoOCmeosams npoguiakmuxke HapyueHus

@dyHKYUU Opeana 3peHus y maKux nayueHmos.

e [lanmentam c¢ puarHozom MIITH/C3TTI u BeisiBieHHbIM MU B CBIBOPOTKE H/MITU MOYE
MBIl PEKOMEHJyeM Ha3HayaTh NpHeM (OCMOTp, KOHCYJbTallMsI) Bpada-reMarosiora
MEepPBUYHBIN (IIpH HEOOXOIMMOCTH — TOBTOPHBIN) UIS OMNpeNeNieHUus AalbHEHIIero
0o0beMa 00CIIeIOBaHKS B paMKaX MOHOKJIOHAJIbHOM rammanatuu [73, 74].

YpoBenb  yOenuTenbHOcTH  pekoMeHpgamumii C  (ypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e [lanmentam c¢ MIITH/C3TTI ™Mbl pexkoMeHAyeM HCKIIOYUTH HWHTpa- WIH TOCT-
MH(EKIMOHHBIA BapUaHT MOPAXKEHUS MOYEK C JJs JUATHOCTUKHU 3THUOJIOTUU MOPAKCHHUS

noyek [13, 75].
YpoBeHb yoenuteqbHOCTH pekoMeHaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
Kommenrapum: MIII'H, accoyuuposannwviii ¢ unghexyuei, npeocmasnsem cobou HK-
ONOCPedO8aHHbIll NpoYecc, 8 CMaoulU paspeueHus Komopo2o npu UMMYHOMOPGDOL02ULecKkom
uccneoosanuu  mModcem Ovimov  GviAeIeHO0  JomuHupyrouee omaodxcenue C3  ppakyuu
Komniemenma, umo Oyoem coomgemcmeogamov kpumepusim C3ITI  [13].  IlooobHvie
pesynomamuvl - pecucmpupyiom y  30-50% nayuenmoe c¢ MIII'H, accoyuuposannvim ¢
unghexyuonuvim 3aboneeanuem [15]. B ceazu ¢ mem, umo uHpexyus s611emcs OOHUM U3
mpuzeepog  Oucpe2yiayuu  AlbmMEepHAMmUeHo20  NYymu — aKmueayuu — KOMHIeMeHmd,
ougppepenyuanvras ouacnocmuxa unmpa/nocmungexyuonnoeo MIII'H u C3I'T1 wvacmo 6vi6aem
3ampyOHumenvHa U OOJJNCHA BKAIOYAMb OYEHKY UH@EKYUOHHO20 Cmamyca U mecmol,

onpeoensiiouue namonozuio komniemenma [13].

2.5.1. MopdoJiornueckoe uccjieq0BaHne MOYKH

o Ilanmentam c nmomo3penueM Ha MIII'H/C3I'TI mMbl pekoMeHlyeM BBINOJIHEHHE OMOIICHU

IIOYKH I10[J V31 KOHTPOJIEM € IATOJIOTO-aHATOMUYCCKUM UCCIICJOBAHUCM OMOIICUITHOTO
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MaTepuaga TOpU OTCYTCTBHM HPOTUBOMOKA3aHUM C LEJIbI0 JUArHOCTHUKU H

muddepenimanbHON tuarHocTuku oosesnu [1, 76-79].

YpoBeHb  y0eqUTEIbHOCTH  pekoMeHaanuii A  (YpoBeHb  10CTOBEPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapuu: Mopgonocuueckoe ucciedosanue noueunol mMKaHU NO36071em
OUACHOCTNUPOBAMb MUN 2TIOMEPYIAPHO20 NOBPEHCOEHUSL, NOIMOMY IMOM MEMOO 8 COYEMAHUU C
KAUHUYeCUMU OGHHBIMU COCMABIAEN OCHO8Y OUACHOCTUKU DonesHell enomepyn. Jokazamenvhas
baza mesuca-peKomMeHOayuy OCHOB8AHA HA KpynHom uccieoosanuu [716], 6 xomopom c
npumeneHuem OAHHOU OuasHocmuyeckou memooonocuu onpeoeninu caydau MIITH u C3ITI
cpedu Opyeux enomepyronamuil. Ihgekmusnocms NOO0OHO20 NOOX00A NOOMBEEPAHCOAIOM
oannvie uccredosanusi MIIT'H ¢ P® [1] u neckonvko cucmemamuueckux 0630pos [17], exmouas
MA [78-79].

buoncus nouku sasnsemcs uneazusHou npoyedypotl, 8 ce:A3u ¢ Yem 00AHNCHA BbINOIHAMBCA
npu Hanuuuyu noxkazanuu u npomueonoxkazanuil (Illpunoscenue A3, mabauya 4). B psoe ciyuaes
MIITH/C3ITI, nanpumep, npu Hesghgexmuenocmu nedenus, peyuouge, Hpocpeccupo8aHull
ouc@yHkyuu nouex O0ns OYeHKU MOpPON0cUeCcKol OUHAMUKU 3a001e8anus U CcmeneHu
BbIPANCEHHOCMU XPOHUYECKUX UBMEHEeHUU, pesusuu OuazHo3a u onpedeieHus OdlbHeuulell
MAKMuKU 8e0eHUss Moxcem ObiMmb GbINOIHEHO NOBMOPHOE MOopdonocuteckoe Ucciedosanue

nouku [40].

e JInsa muarnoctuxu MIITH/C3ITI nmamuenTam ¢ mojo3peHHeM Ha 3TO 3a0oJeBaHUE MPHU
BBITIOTHEHUH TATOJIOT0-aHATOMUYECKOTO HUCCIIEOBaHMs OMOIICHHHOTO MaTepuana MoYKu

MBI PEKOMEH/1yEM ITPUMEHSTD !

- CBETOBYIO MUKPOCKOIIHIO (MUKPOCKOIUSI MUKpOIIpenapara TKaHe MoYkn) (OKpacKu Ha
napauHOBBIX Cpe3ax: TeMaTOKCWIMHOM M 303MHOM, TpHXpOMallbHas OKpacka I10

Maccony, I[TAC-peakiusi, MIperHaiys cepedpom 1o J[HkoHcy):

- UIMMYHO(]JIFOOPECLIEHTHBIE METO/IbI C OLIEHKOW riiomMepyispHbIX aenozutos (UIN A, M,

G, nerkue nenu Jasamo1a 1 kanna, pudpunoreH, ¢ppaxkuuu komriementa C3, Clq);

- QIIEKTPOHHYI0 MHUKPOCKOIIHIO MHKPOIIpEenapaToB TKaHu MOYKH [ 76-79].

YpoBeHb yoenuTeIbHOCTH peKoMeHAanuii A (YPOBeHb JOCTOBEPHOCTH I0KA3aTeILCTB — 2)

KOMMeHTapHﬁ: Ilamonoeo-anamomuyueckoe ucciedosanue OUONCUTHO2O mamepuaila Nno4yxKu

OO0NIJICHO  BKAIOYAMb c6emoeyio  MUKpOCKonuro, ummyuomoquwzozuuecxoe uccnedosanue u
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NEKMPOHHYIO MUKPOCKONUI) MUKPONPEnapamos mranu nouxu. Kadcowitl uz smux memooog
HANpasien Ha 6blaGleHUe PA3IUYHBIX MOPQHOIOSUYECKUX NApaMempos, XapaKmepusyrouux
ocobennocmu MIITH/C3ITI 6 kax)cOom KOHKpEemMHOM Caydae, Ymo S615emcsi HeombeMieMou
yacmouio ouacHocmuku. I10000HbIL NOOX00 K OYeHKe NOYEHOU MKAHU A61emcsi CMAHOAPMHBIM 8
Hepponocuueckoti npakmuke [80-82]. B kauecmee dokazamenvHoUu Oa3zvl me3uca npusedeHvl
uccnedosanus, eKaOUaAs cucmemamuyeckue 063opul (2 uz nux ¢ MA), 6 komopwvix MIII'H/C3I'T1

sepuduyuposavl MOphHOI0SULECKU NPU UCTOTb30BAHUU BCEX YKA3ZAHHBIX Memoouk [16-79].

e [lammmentam c¢ mnomgo3pennem Ha C3I'T] npu npoBeneHUH MATOJOr0-aHATOMUYECKOTO
UCCIIEeIOBaHMUsl OMOINCUITHOrO (OMEepalMOHHOI0) MaTepuana IOYKH C MPUMEHEHHEM
UMMYHO(DITIOOPECIIEHTHBIX METOJ0B ¢ Ienbio amarHocTuku C3ITI MBI pekoMeHTyem
CUMTATh AMATHOCTUYECKU 3HAUYUMBIM MHTEHCHUBHOCTb OTJIOKEHHUS MPOAYKTA PEaKIMHU Ha
C3 na 2 nopsaka (2+) npeBblaoIUi THTEHCUBHOCTh OTJIOXKEHHS MPOIYyKTa PeaklUy Ha
Ul A, M, G B cTpykTypax riomepy [1, 27].

YpoBeHb  y0eauTebHOCTH  pekOMeHAamuii A  (YpoBeHb  [10CTOBEPHOCTH

JI0Ka3aTeJbCTB — 2 )

e [lanmenrtam ¢ goMuHupymomei aenosunueit C3 mo qaHHBIM UMMYHOMOP(HOJIOTHYECKOTO
aHajM3a Mbl PEKOMEHIYEM JIONOJHUTEIbHO BBINOJIHAT MATOJIOr0-aHATOMUYECKOE
uccie0BaHle OWONCUIHOIO (ONEepalMOHHOI0) MaTepuaia MOYKH C IMPUMEHEHHEM
MMMYHOTMCTOXMMHUYECKHX METOJOB C JWIEeCTHEH [UI  BBIIBICHUS  CKPBITBIX
(MackupoBaHHbIX) osnutonoB MIT u  guddepeHunanbHO  AMArHOCTUKM — THIIA
rJI0MepyJisipHOTo moBpexaeHus [83, 84].

YpoBenb  yOenutenbHOcTH  pekoMeHaanmumii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

3. Jleuenue, BKIrOUast MEAUKAMEHTO3HYIO U HEMEUKAMEHTO3HYIO TEPANUU,
JUETOTeparuio, 00e3001MBaHne, MEIULIMHCKHUE MTOKA3aHUs U IPOTUBOMOKA3aHUS K

IMPUMCHCHHNIO MCTOJO0B JICUCHUA

3.1 MeaukaMeHTO3HOoe JICUECHH e

3.1.1 Oomme moaxoabl Kk Beaenno nanueaTos ¢ MIIT'H/C3I'TI
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e IMammentam ¢ guarunozom MITTH/C3I'TI ¢ npusnakamu XBIT C1-C5 BHe 3aBHCHMOCTH OT
€ro  JTHOJIOTMM MBI  PEKOMEHJYeM  MpPOBOAWTh  HEUMMYHOCYNIPECCUBHYIO
PEHONIPOTEKTUBHYIO TEpAaNMI0 MO TMOKAa3aHWsIM H B 00BEMe, MPEAYyCMOTPEHHOM
pexomenpanusamu 1o XbBI1, At cHUKEHUsT TPOTEUHYPUH M TEMITOB TPOTPECCHPOBAHHUS
00JIe3HH, IPEAYIPEKIACHHS U JICYSHUS OCIOKHEHUIN qucyHKkiuu mouek [31, 85].
YpoBeHb  yOenuteabHOCTH  pekoMenaanmii C  (ypoBeHb  10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

e Ilammentam c¢ jguarmozom MIITH/C3ITT u HC (kom MKB-10 - NO4) npu
THITOATEOYMUHEMHUHN/THIIONIPOTEUHEMHUN C  BBIPQKCHHBIMA CHCTEMHBIMH OTCKaAMH U
KHU3HEYTPOXKAIONICH TUIepPTUapaTallield, PE3UCTCHTHBIMU K TEPaluu TUYPETUKAMHU, MBI
peKOMeHayeM Ha3HauaTh aJIbOyMUH denoBeka™™, pactBop s wuHpysuit, 20% B
COYETaHUM C PacTBOPOM PypocemMua** ¢ menbro MOTCHIIMUPOBAHUS JICHCTBHS METJICBBIX
JMYPETUKOB, YBEIMYCHUS TUype3a M KYMUPOBAHUS CHMIITOMOB rumepruaparaiuu [86,
87].

YpoBenb  y0enuTeIbHOCTH  peKoMeHAaumii A  (ypoBeHb  [10OCTOBEPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapun: [lepsviv npenapamom 6vl6opa 0nsi CUMRMOMAMUYECKO20 JNe4eHUs.
CUCMEMHBIX OMeK08, PA36USUIUXCS  BCe0CMEUe HePPOMUecKo2o0 CUHOPOMA, AGIAIOMCA
nemjesvie OUypemuKu, 8 YacmiHocmu Qypocemuo**, 6600uMblii nepopaIbHO ULU GHYMPUBEHHO
[40]. [Hockonvky eunoanvOymunemuss cuudcaem >¢pgexm dypocemuoa**, npu HC u
aunonpomeunemuu covemartoe Haznawenue 20% pacmeopa anvOymuna wenogeka™* emecme c
@dypocemudom™** moorcem cnocoocmeams YayuuleHUO OUypemuyeckozo dghgekma nocieoHezo,
yeenuyeHuo Hampuypesa u ouype3a u Kynupo8aHuro OmMeK08, 4mo Oblio NOOMEEPHCOEHO 6
PAHOOMUBUPOBAHHBIX  KIuHUYeckux uccredosanusx (PKH) [86, 87]. Bosmooxcnas cxema
eHympugennozo eseoenus: 20% pacmeop ona unghysuii anvoymuna uenogexka** 200 mn +
@dypocemud**, pacmeop ons 6Hympusennozo eeedenus, 10 me/mn 6 M1 6HYMPUBEHHO KANEIbHO
meonenno 1 paz 6 cymku [87] 0o docmuoicenus sgppexma. Jloza pacmeopa gpypocemuda™* onsn
BHYMPUBEHHO20 — 88eOCHUsL  MOJIcem — Oblmb  NOCMENeHHO  Y8eluuyeHa 00 MAKCUMAIbHO

aghpexmusroll 0o noayueHus: ouypemudeckoco s¢gpgexma [40].

e Tlammentam ¢ HC (kom MKB-10 — NO4) Ha (hoHe M3BECTHOrO WIIM MPEIIIOIAracMoro
MIITH wmu C3I'Il u npu nepudepuyecKkux M IMOJOCTHBIX OTEKaX, PE3UCTEHTHBIX K
TEparuy, Mbl PEKOMEHAYEeM IPOBEACHUE YIbTPAQMIbTPALUH KPOBH C  LENbIO

HpO(bI/IJ'IaKTI/IKI/I )I(H3Hepr0)I(aIDH.[efI TUIICpruparainui, KyIOHUpPOBaHUA acOUuTa U
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OOYCJIOBIICHHOTO WM CHHJApPOMa WHTPaaOAOMUHAJIBHOW THIEPTEH3MH, OTeKa W
MOBPEXKICHHS TOYCYHOM apeHxumbl [88].
YpoBenb  yOenuteabHOcTH  pekoMmengammii  C  (YpoBeHb  /IOCTOBEPHOCTH

A0KA3aTeJbCTB — 4)

* [larmentam ¢ HC (kom MKB-10 — NO4) Ha ¢oHEe M3BECTHOTO WJIM IMPEANOIAracMoro
MIITH wmu C3I'TI Mbl pekOMeHAyeM NpPOBOAWTH AHTHKOAryJISHTHYIO TEpanuio Ipu
OTCYTCTBUH MPOTUBOMOKA3aHUH C LIEIbI0 MPO(YUIAKTUKHA TPOMOOIMOOTNYECKUX OCIIOKHEHUN

JI0 MOMEHTA KyIHupoBaHus HeppoTryeckoro curapoma [89, 90].

YpoBeHb  yOeaMTEJNbHOCTHM  peKoMeHAauui A  (YpoBeHb JOCTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

1. Kommentapum: Hegppomuueckuii cunopom npu MIIT'H/C3ITI, kak u npu 11060m Opyeom
2nomepyloHeppume, ACCOYUUPOBAH € NOBLIUEHHBIM PUCKOM  MPOMOOIMOOIULECKUX
ocnodicnenui  [91]. Heoaenuii mema-ananus uccie0osanuil, 6 KOmMopvlx C yeavlo
npouiakmuxku  mpomO0308 U MPOMOOIMOOAUL  NPUMEHSAIU  PA3TUYHDBLE
anmumpombomuyeckue  cpeocmea,  ekaouas — #Howoxcanapun**,  #Heapgapun**,
npodemoncmpuposan >¢pgpexmusnocmo maxozo nooxooa u npu HC [90]. B kauecmse
npogpunakmuxu  mpom60308 U mpombOoIMOOAUU  (NOKA3aHUe 0Nl NPUMEHEHUs.
JIeKaAPCMBEHHO20 CPeOCmBa) MONCHO NPUMEHAMb PACMBOp O  6HYMPUBEHHO20 U
NOOKOMCHO20 B8e0eHUst 2enapun Hampusa™**, #Honokcanapun Hampusa™**, mabiemxu
#eaphapun™* (yeneeou yposeno MHO 2-3). Koppexyus 003bl neobxoouma & ciyuae
CHUDICEHUSL (DYHKYUU NOYEK CO2NACHO UHCMPYKYyuu K npenapamy. B cucmemamuueckom
0030pe u mema-ananuze 6 PKU u 19 nabarooamenvHulx ucciedo8anuii no CpagHeHUo
aghghexmuenocmu u 6e30nacHoCmu NPAMbIX UHeUOUMopos paxmopa Xa u #eapgapuna**
v nayuenmos c¢ XBII 0Oviio noxazawo, umo npsamvie uHeubumopwsl ¢axmopa Xa
(#anuxcaban**, #pusapokcaban**) 6vLiu ceszanvi co 6ojee 3HAUUMETbHBIM CHUNCEHUEM
PpUcKka mpomoOoIMOOIUYECKUX OCTONHCHEHUU U NPeOCMABIAIOM XOPOULYIO AbIMEPHAMUBY
mpaouyuonuvim npenapamam [89].

Aneopumm npumeHneHuss aHMUKOARYIAHMHOU/ 0e3azpecanmHol mepanuu y NayueHmos ¢
Hegppomuueckum cunopomom u MIITHIC3ITI na ocnose (hakmopos pucka u wKaivl pucka
kposomeyenusi HAS-BLED npeocmaenen ¢ Ipunoscenuu b. [lIkana HAS-BLED npedcmaenena

6 Ilpunoocenuu I'1-2.

3.1.2 Jleuenue nepsuunoro MIITH/C3T'TT
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Ilpu ewissnenuu cocmosinus, Asueuiecocs npuduroi emopuunoeo MIIIH/C3ITI (mab6n.l),
npogoosim coomseemcmayoujee jevernue (cm. pazoen 3.1.3). B omuowenuu mepanuu nepsuyHo2o
MIITH/C3I'TI OoxaszamenvHas 6asa, HAKONIEHHAs K HACMOAWeEMY MOMEHMY, umeem psio
CYUWIeCmBEHHbIX 0CODeHHOCmel, O02PAHUYUBAIOWUX Kauecmeo Ookazamenbcms. Bo-nepswix,
nepeuunviit. MIITH/C3I'TI — opgannoe 3abonesanue, cnedo8amenbHO, YUCIO NAYUEHMOE 8
UMEIOUWUXCA UCCTIe008AHUAX 4ACMO Hesenuko, a npoeedenue PKU npakmuyecku Hego3MONICHO.
Bo-emopuix, 6 Ooniee paHHux ucciedo8anusx He 6ce20a Obiau YumeHbvl 6ce 6MOPUYHbBLE BAPUAHNbI
MIITH/C3I'TI. B-mpemvux, nooxoowvt k mepanuu HUK-onocpedosarnnoeo MIII'H u C3I'TI wacmo
usyuanu pazoeibHo, 0COOeHHO 8 meuenue nocieoHell 0ekaovl. Yemeepmuim 8aAHCHHIM MOMEHMOM
ABNACNCA OMCYMCEMBUE 2eHEMUUEeCKO20 aHANU3A U UCCIe008aHUs anmumen K ¢hakmopam
KOMNIeMenma 6 paHHux uccireoosanusx. Tem mHe Mmenee, K Hacmoawemy MOMEHMY
chopmuposancs nooxo0 Kk mepanuu nepsuynozo MIIITH/C3IT]  kak  eenemuuecKku
oemepmMunopoeannozo, mak u  aymoummynnoeo [8]. B cayuae  omcymcmeus
HC/npoepeccuposanus oucynkyuu nouex npu nepeuunom MIITH/C3ITI ummynocynpeccuenyio
mepanuto (UCT) ne npogodsim 8 c6s3u ¢ 8bICOKUMU PUCKAMU PA38UMUsi NOOOYHBIX 3phexmos,
02PAHUYUBASCH PEHONPOMEKMUSHOU mepanuei u opyeumu onyuamu newenusi XBIT [31, 40, 85].
B cnyuae axmuenoco meuenusn 3abonesanus 6 ¢popme BIIHC UCT neobxooumo npumenamo
Hezameonumenvro. Y nayuenmos ¢ HC c yenvio e2o Kynupoeanusi mo2ym Ovlmb NPUMEHEHbl
uneubumopwvl  kanvyurnespuna (MKH). Ilpu noomeepoicoenuu Hanuyus aymoaHmumen K
Gaxmopam KomniemeHma modxcem ObiMb UCHONb308AHA MeOUKAMEHMO3HAs Oenjieyus B-
JUMGDOYUMO8 UNU NIAZMAMUYECKUX KIeMOK, a makdyce niasmagepes. B nekomopwix ciyuasx
depuyuma akmopa H Komnaiemenma modxcem oKazamvcs 3POeKMUsHoOl mpanc@ysus
CBeIHCe3aMOPOIAHCEHHOU NAA3MYL, 3amewaloujeli smom axmop. Yuumeieas ocHOGHOU MeXaHusm
@opmuposanus MIITH/C3I'H 6 eude axmusayuu Komniemenma, KOMNiemMeHm-010Kupyowas
mepanus #orynuzymabom™** (enympusennas unghysus 6 0ose 900-1200 me 1 pas 6 nedento [66]),
onoxupyrowum C5 ¢paxyuro Komniemenma, u nNOOOOHLIMU NPENAPAMU, MOA*CEM OKA3AMbCS
aghpexmuenou. Pao npenapamos, ONOKUPYIOWUX pasiuyHble OelKu KOMNleMeHmd, 8
HAcCMoAWULL MOMEHM paspadamul@arocs /Uiy npoxoosim KIuHuyecKue UCNbIMAanus 8 NonyIayuu

nayuenmos ¢ MIII'H/C3I'TI u éckope 60tioym 6 kaunuyeckyio npakmuxy [8].

e B cayuae BITHC npu MIIT'H/C3TTI BHE 3aBUCHMOCTH OT 3THOJOTHU Mbl PEKOMEHyeM
OpUMEHEHHe  Mynbc-Tepanuu  rarokokoptukouaamu  (IK) B coweranum ¢
MPOTHBOOITYXOJIEBBIMU ~ TIpenapaTamMyu/ HUMMYHOJENpeccaHTaMu (NP OTCYTCTBUHU
npotuBomnokazanuil) (mukiaopochamuaom™* (D) unm #mukodenonara MopeTnmom™*

(MM®)) nepopanbao B mo3e 500-1000 mMr 2 paza B CyTKM 10 JIOCTHKeHHs dddekra
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Teparnuu) Ui MPEIOTBPAIICHHUS Pa3BUTUS TEPMUHAIBHOW MOYEYHOW HEIOCTATOYHOCTH
[8, 40].
YpoBenb  yOenurteqnbHocTH  pekoMeHpganmumii C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeJbCTB —5)

e [lanMeHTaM ¢ JOKa3aHHBIM WM MHPEIIOJaraéMbIM I'€HETUYECKU IETEPMUHHUPOBAHHBIM
nepeuunabiM MITT'H/C3ITI, crabwibHoOM ¢GyHKuuend moyek u orcyrctBueM HC Mbl He
pexomenayem npumenenue MUCT ms nedenus 3adosieBanus [27, 66, 92-94].

YpoBenb yOeaurTeqabHocTH  pexkoMeHaauuii C  (YypoBeHb  J10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

e Jlns mocTmkenus pemuccuu 6ose3uu namueHTam ¢ nepsuaabiM MITTH/C3I'TI, HC u 6e3

MIPU3HAKOB TPOTPECCHPOBAHUS TUCHYHKIIUU IMOYCK IMPU OTCYTCTBUU IMPOTHBOIIOKA3AHUN

Mbl pekoMeHayem HaszHauenne MKH (uuknocrmopuna**) B Teuenue 12 MecsieB mpu

Hannunn 3¢ dexra [95-97].

YpoBenb  y0enuTeIbHOCTH  peKoMeHAauMii A  (ypoBeHb  [10CTOBEPHOCTH

I0Ka3aTeJILCTB — 1)

Kommenrapuu: B cnyuae nepsuunoco MIIIH/C3ITI, npomexarowezo c¢ HC,
pesucmenmuvim Kk I'K, Haznauenue UKH mnanpasneno, 6 mom uucie, Ha 80CCMAHOGIEHUE
yumockenema noooyumoe u xynuposanue HC. [lokasamenvuas 6aza 6 omHoweHuu
agppexmuenocmu HMKH npu cmepouo-pesucmenmuom HC npeocmaenena psioom mema-
ananuzos [95-97]. Luknocnopun** credyem naznavamo 6 cmapmogoui 0ose 2-4 me/ke/cymku 6
08a npuema c nocieoyrujeli Koppekyueri 003bl NO HY1eol KOHYEeHMpayuu YyukiocnopuHa** e
cvigopomke (yenesas konyeumpayusi 100-175 ne/me). Luknocnopun™* moocem dvimo npumereH
6 couemanuu ¢ I'K 6 nuskux 0ozax npu omcymcmeuu y NayueHma cyujeCmeeHHbvlX PUCKO8

pazsumusi nobounsix s¢pgpexmos mepanuu I'K.

e [Tanmentam ¢ mepsuunbiM MIII'H/C3I'TI, HC w/unu nmporpeccupyromei nuchyHKInein
MOYeK Ul MHAYKIHMUA peMHuccuu 0ose3Hu Mbl pekomenayeM jieuenue 'K B coueranuu c
[®** npu OTCYTCTBMM MPOTHBONOKA3aHUN M TINATENIbHONW OLEHKE PHUCKA Pa3BUTHUS
no0o4HBIX 3P pexToB [98].
YpoBenb  yOenurtenbHocTH  pekoMengammii C  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)
Kommenrtapuu: [lpumenenue I'K 6 6vicokux 0o03ax u OIUMENbHO ACCOYUUPOBAHO C
pAadom msdicenvix nobounvix s¢hghexmos [40]. B smou cea3u neped naznaveruem I'K 0ondgwchol

Obimb OYEHEHDbL uHOueudyaﬂbele PUCKU 0CN0dCHEeHU mepanuu IK u c yuemom miAosicecmu
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3a001€6aHUsI NOYEK MAKCUMATbHO pedyyuposansvl 003bl U CPOKU Npuemda Npenapamos.
MaxkcumanvHoimu 00301 U OIUMENLHOCIBIO MEPAnUU Cledyem Cuumams nepopanrbHulil npuem
I'K 6 0o3e 0,5-1 me/xe/cymku (ne 6onee 80 me) 6 meuenue 1 mecsaya ¢ nocmeneHHbIM CHUICEHUEM
0036l 00 NONHOU OMMeHbl cnycms 6 mecayed nocie Hauana nedenus. B ciyuae omcymemeus
appexma nevenus cnycms 3 mecaya nocie HaA¥ana ciedyem npoeecmu peoyKyuio u 3amem

noanyio ommeny I'K panvwe [40]. Maxcumanvuas 0oza L{O** npu npueme enympo 2 me/ke/cym

wnu 200 me/cymku [40].

e Ilpu orcyTcTBHM MPOTUBOMOKA3aHUI U THIATEIHLHON OLIEHKE PUCKA Pa3BUTHS MOOOYHBIX

s dekroB manumentam ¢ nepBuunbiM MIITH/C3ITI, HC w/wmu mporpeccupyroriei

mucyHkme mouek Mbel pexkoMmenayem Jsiedenue 'K B coueranum ¢ #MMO** s

UHAYKIIUH pemuccuu 6one3nu [99-105].

YpoBenb  yOenuTelbHOCTH  pekoMeHgauumid B (ypoBeHb  [10CTOBEpHOCTH

A0KA3aTeJbCTB — 3)

Kommenrapuu: /Jaunvie 06 s¢ppexmusnocmu #MMD** npedcmasnenvl HeckorbKumu
cpasHumenvHuimu - uccreoosanusmu  [99-105/. #MM®O** npu nepsuunom MIITH/C3ITI
npuMeHsIu nepopanvho 8 0ose 750-1000 me 2 p/cymku 6 KOMOUHAYUU C NEPOPATIbHBIM HPUEMOM
I'K 6 negvicoxux dosax. Bce uccnedoseanus noxazanu 6ojee 8blCOKVIO YACMOMY PeMUCCUll npu
npumenenuu #MMD** ¢ cpasnenuu ¢ monomepanuei I'K, [JO** u opyeumu npenapamamu. B
amoul cesizu Pabouas epynna cuumaem 603mModCHLIM U He0OX0OUMbIM npumeHerue H#MMD**
npu nepeuunom MIII'H/C3I'TI. B kauecmee sxeusanenma #MM®D** mooxcem 6vimv npumenenvl
npenapamul  #mukogenonosoi kuciomul** ¢ oxeusanenmuuvix 0osax (500 me HMMD**

axeusaieHmusl 360 me #muxopenonoso Kuciomol).

e Ilammentam c¢ mnepsuunbiv MIITH/C3TTI u noka3aHHBIMH WIIM TIPEAIIOIAracMbIMU
aHTHUTENaMU K (pakTopaMm KOMILIEMEHTa Mbl PEKOMEHIyeM MpUMEHEeHue #puTykcumada™*

C LEJIBI0 MHIAYKIIUK PEMUCCHH 3a00JIeBaHus U yiryulineHus mporHosa [106-109].

YpoBenb  yOenutenbHOcTH  pekoMeHaanmumii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

Kommenrapuu: /Jocmynuvie na mekywjui MOMeHmM UCCIe008aHUs dphexmusHocmu
npumenenus Hpumyxcumaba** (6/6 ungpysus e 0oze 375 me/m?® (maxcumanvuo 1000 me)
OOHOKpAMHO unu O08yKpamuo ¢ unmepsaiom 6 14 omeil) npu nepsuunom MIITH/C3ITI 6e3
KPUO2TLOOYIUHEMULU, HECMOMPS HA MO, YO 8KIIOYAIOM CYMMAPHO HeDOIbUoe YUCIO NAYUEeHMO8,
npodemoncmpuposanu  dpgdexm 6 sude CHUNCEHUs NPOMEUHYpUU npu  OMCYmcmeuu

npocpeccuposanusi OUCHYHKYUU NOYEK U CyuecmeeHHblx nobounvix s¢gexmos [106-109].
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[Marwentam ¢ nepBuuabiM MITT'H/C3T'TI npu orcyrerBuu sddekra Tepanuu 'K n/mnm
MMMYHOJICTIPECCAHTaMH MBI PEKOMEHJIyeM PacCMOTPETh PUMEHEHUE #IKynu3ymada** B
KayecTBe ciemyroulei auHun Tepanuu B o3¢ 900 mr B/B 1 pa3 B Hememo mepBbie 4
Henenu (mHaykmus) u 3ateM 1200 mr B/B 1 pa3 B 2 Henenu B TeueHre 48 HEIelb ¢ MelbIo
neuenus 3abonesanms [110, 111].

YpoBenb  yOenurTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  [I0OCTOBEPHOCTH

0Ka3aTeJbCTB — 4)

[Tanmentam ¢ nepsuunbiM MIITH/C3I'TI B coyeTaHuu ¢ KOMIUIEMEHT-aCCOIIMUPOBAHOMN
TPOMOOTHYECKON ~ MHUKpOAaHTHONaTuell  (aTUMUYHBIM  TEeMOJIUTHUKO-YPEMHUECKUM
CHHJIPOMOM) MBI PEKOMEHJIyeM MpHUMEHEHHE dKyInu3ymada*™ wim paBynuzymaba** mms
MPEIYIPEKACHUS TIOYCUHBIX U CHCTEMHBIX ocaoxHenui [112, 113].

YpoBeHb  y0equTeNbHOCTH  pekoMeHaaumii A  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTEJbCTB — 2)

[Tatmentam ¢ mpeanonaraeMod WM JOKAa3aHHOW AayTOMMMYHHOM — ATHOJIOTHEMN
MIITH/C3TII u nporpeccupoBanueM TUCHYHKIIMU TOYCK JUIS JICUCHUS 3a00JICBAHHS MBI
pEeKOMEeHIyeM MNpUMEHEeHue IMmia3MooOMeHa (6-8 ceaHCOB B TeueHHUE JBYX HeNElb) B
coueranuu ¢ UCT [114].

YpoBenb  yOenuTeqnbHOcTH  pekoMeHaamumii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

[Marmmentam ¢ MITTH/C3I'TI n noka3anHbeIM WM npeanosiaraeMeiM aedexkrom ¢gaxkropa H
JUIsL JIeueHus! 3a00J1€BaHUsl Mbl PEKOMEHIyeM MPOBOJAUTH HH(Y3UU CBEXE3aMOpPOKEHHON
TUTa3MbI KaK/ple 2 Hemenu B TeueHue 3 mecsies [115, 116].

YpoBenb  yOenutenbHOCcTH  pekoMeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

10KA3aTeJILCTB — 4)

3.1.3 Jleuenue sropuunbix Bapuantos MIIT'H/C3I'TI

[Tarmentam co BropuuHbiMu opmamu MIII'H MbI pekomMeHyeM MPOBOIUTH TEPAINUIO
OCHOBHOTo 3a0oseBaHust (Talmn.l) I TOPMOXKEHUS HPOTPECcCUpOBaHMs 3a00JI€BaAHUS
no4ek u uHAyKun pemuccun [31, 40].

YpoBenb  yOeaureqabHocTH  pexkoMeHaauuid C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeJbCTB — D)
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VY mamuentoB ¢ MIITH, accomuupoBanHsiM ¢ uHpeknuer Bupycom rematuta C u
TucyHKIMEH TMoYeK, Mbl PEKOMEHIYEeM IPOBOJAUTH JICUYCHHE IPOTUBOBUPYCHBIMU
npernaparamMy IpsMOro ACUCTBUS, NEPCOHU(UIIMPOBAHHOE C yYETOM I'€HOTHUIA BUpYcCa,
BHPYCHOM HAarpy3Kd, BBIPQKEHHOCTH MUCPYHKIUHA TIOYEK W ITOYEYHOM TOKCHYHOCTH
mpenapaTroB Il JOCTHIXKEHUS CTOMKOTO BHCYCOJIOTHYECKOTO OTBETa M JICYCHHS

3aboneBanus [117].

YpoBeHb  y0eIUTEJHHOCTH  peKoMeHaamuii A  (YpoBeHb  JIOCTOBEPHOCTH
A0KA3aTeJbCTB — 2)

[Tpu kpuornodynunemuyeckom MIIT'H, accoumupoBanHbM ¢ BupycoM rematuta C, u
npu Hamuuuu HC w/unm  nporpeccupyrolieM CHMKEHHMM (YHKLIMM TOYEK Mbl
pexomennyem npumeHenue MCT B coueTtaHuM ¢ IPOTUBOBUPYCHBIMH IIpenapaTamu
IPSIMOTO ICHCTBUS C LEIbI0 MHAYKIIMHA PEMHUCCHH U YIIydllleHHs porHo3a [41].

YpoBenb  yOenuTenbHOCcTH  pekoMeHpganumii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

ITpu xpuornodbynmuuemuyeckom MIIT'H, accormupoBanHbiM ¢ BupycoM remaruta C, u
npu Hamunn HC wwim nporpeccHpyromeM CHIKEHUH (QYHKIMU TOYEK MBI
PEKOMEHJIlyeM  MPOTHBOBUPYCHYIO TEpamui0 KOMOMHHMpPOBATH C TIPUMEHEHUEM
1a3MO00OMEHA C IENTbI0 MHAYKIIUK PEMUCCHH U YITydIIeHus mporHosa [41].

Yposenb  yOenurTenbHOcTH  pekoMeHgamumii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

IIpu MIIT'H, acconmuupoBanHeiM c Bupycom remaruta C, peppakTepHOM K
IPOTUBOBUPYCHON TEepamuM M TEparuud HUMMYHOJEpPIECCAaHTaMHM W/MIM HpU HAIWYUU
NOJMYJIYHUH 1O JaHHBIM MOP(}OJIOTHYECKOTO MCCIEOBAHUSA TKAaHM MOYKU MBI
PEKOMEHIyeM NPUMEHATh H#PUTYKCUMAO™™* i1 AOCTHKEHMSI PEMHUCCUM U YIIyYLICHUS
nporHo3sa [41].

Yposenb  yOenurTenbHOcTH  pekoMeHganumii C  (ypoBeHb  [I0CTOBEPHOCTH
10KA3aTeJILCTB — 5)

Kommenrtapuu: [lpu  kpuoenobyrunemuueckom  eapuaume  MIIIH,  komopuwiii

PESUCMEHMER K NPUMEHEHUIO AHMUBUPYCHbIX npenapamoe ujiu npomexaem C 6blpadiCeHHbIMU

npusHaxkamu Kpu02ﬂ06yﬂUH€Mull€CK020 eackKyuma (nopaOfceHue KooK, Je2Kux,

eniomepyioHehpum ¢ ROIYIYHUAMU) NPEnapamom ebloopa Aensemcs #pumykcumao, npumeneHue

KOMOpOo20 Npu8ooum K ucmoweHuro nyia B-numgoyumos, npooyyupyiowux KpuoznooynuHvl

(375 me/m? 1 pasz 6 nedenio 6 meuenue 4-x nedein). Menee s¢hgpexmugnoii anomepHamugoii 6
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IMUX CIyuasnx aensemcs niazmaoomen (3 1 naazmol 3 pasa 8 Hedenro, 2-3 Hedenu) 8 COUeMAaAHUU C

'K u/unu I]J®@** 6 meuenue 2 — 4 mec.

e IIpu MIII'H, acconuupoBaHHBIM C BUPYCOM Te€laTUTa B, MBI pEKOMEHyeM IIPOBOAUTH
MPOTHBOBUPYCHYIO Tepamvio B coueTaHuun winm 0Oe3 coderanus ¢ WCT c¢ uensio
KyIHpPOBAaHUs  AaKTUBHOCTH BHPYCHOTO  IPOIECCAa, KOHTPOJS  TIIOMEPYJISIPHOTO
MOBPEK/ICHHS U YIIy4IICHHs TOYEYHOTo mporHo3a [118-120].

YpoBeHb  y0eqUTEIbHOCTH  peKoMeHaanuii A  (YpoBeHb  10CTOBEPHOCTH

JA0KA3aTEJbCTB — 2)

Kommenrapun: Heckonbko mema-ananuzos oemoucmpupylom sggexkm monomepanuu
NPOMUBOBUPYCHBIMU — NPENApamamu  CUCMEMHO20  Oelicmeéus 8 OMHOWeHUU  CHUNCeHUs
nApOMeuHypuu npu 2iomepyioHedpume, accoyuuposaniom ¢ supycom cenamuma B [119, 120].
B b6onee pannem mema-ananuze Ovbin NOKA3aH NOJLOACUMENLHBIU dDpexm KOMOUHUPOBAHHOU
UMMYHOCYnpeccunolt u npomusosupycvot mepanuu [118]. Bwvibop npomusosupycrozo
npenapama CUCMeMHO20 OeUCmeusl OOINCeH YUUMbIBams 603pacm NayueHmd, UCXOOHbIl
YpOBeHb BUPYCHOU HAZPY3KU, BAPUAHM NOPAXCEHUS. NOYEK, PUCK De3UCEeHMHOCMU 8Uupycd,
conymemeylowue npenapamol, ékaouas ummynooenpeccanmol [121]. Joswr #llreunmeppepona
amvga-2a (40 kHda)** u Hyk1e03u008 U HYKIEOMUO08 - UHSUOUMOPO8 0OPAMHOU
MPAHCKPUNMA3bl ~ O0JHCHLL  ObIMb  CKOPPEKMUPOBAHbL N0 KIUPEHCY  KpeamuHuHa  (CM.
Ipunoscenue A3). Takoce credyem yuumvleames NOMEHYUATbHYIO HOYEYHVIO MOKCUYHOCHb

#aoegposupa u #menogosupa™*.

e Ilpu MIII'H, accoumnpoBanHeiM ¢ BHWY, MBI pexkoMeHayeM  IPOBOAUTH
aHTUpETpoBUpYCHYIO0 Tepanuto (B codyeranun c¢ WCT B ciydae ObIcTporo
NPOrpecCUpOBaHMs IUCOHYHKIUH TOYEK) JUIS WHAYKIMA PEMHUCCHH W YIyYIICHHS
MOYEeYHOTo mporHo3a [122, 123].

YpoBenb  yOenuTelbHOCTH  pekoMeHgauuid B (ypoBeHb  [10CTOBEpHOCTH

JI0KA3aTeJbCTB —3)

e [IIpu MII'H, acconuupoBaHHBIM C ayTOMMMYHHBIM 3a00JIEBAHHEM, Mbl PEKOMEHIYEM
MIPOBOJIUTH JICUEHHE MOCIENIHEro B 00beMe, NepyCMOTPEHHOM CcOOTBeTCTBYIOmMUMU KP
C LEJIBI0 MHIYKIUH PEMUCCUH U YIy4IICHHUs MOYeyHOro nporuosaa [31, 40].
YpoBenb  yOeaureqabHocTH  pexkoMeHaauuid C  (ypoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — D)
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e IIpmw MIITH/C3TI'TI, accouMupOBaHHBIMH C MOHOK/JIOHAJIBHOW TramMMamnaTHEH, MBI
PCKOMCHAYCM IMPUMCHCHUC KHOH-OpHGHTHpOBaHHOﬁ MOJIMXUMHUOTCPAIIUN
MIPOTUBOOITYXOJICBBIMU TMpenaparamMu (Tabn.5) ¢ [eNbl0 WHAYKIHA PEMUCCUU H

yIIydIeHHs I0YeYHOoro nporuo3a [61, 71, 124-129].

YpoBenb yOeaurTeqabHocTH  pexkoMeHaauuid C  (YypoBeHb  J10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 4)

Kommenrapuu: Ilpu MIITH/C3ITI, accoyuuposannom ¢ MOHOKIOHANbHbIM HT,
Haubonee 3ppexmusHvIM A8NAEMCs leueHue, HaAnpasleHHoe HA IMUONoSUdecKull gakxmop, 8
OaHHOM Cllyyae Ha Namoao2udeckuti KioH B-xremounou nunuu. Ilpu evisenenuu y nayuenma
MOHOKIOHANLHOU 2aMMAanamuy, coOOmeemcmayoujeti OHKO2eMamono2udyeckum Kpumepusam O
Hauana nedenus, KaK npasusio, NAyueHm HAanpasisiemcs K 8pavy-2emamonozy 01 UHUYUayuu
Kaxko20-1ubo eapuanma noauxumuomepanuu (maoa. 5). Cnyuau MIITH/C3ITI, pazsusatrowuecs
8 PAMKAX MOHOKIOHAILHOU 2AMMANAamuy peHalbHo20 3HA4eHUs, makaice mpeodyom npumeHeHus
npomusoonyxoneevix cpeocms [14]. Ilpu smom 6e3 nposedenuss no0obHO2O NeueHusi Puck
npoepeccuposanuss MIITH/C3ITI cywecmeenno eo3pacmaem, KAk U puck HeOIa2onpusimuozo
penanvrozo ucxooa [125-129]. Jleuenue maxux ciyuaes OONNCHO NPOBOOUMBCA COBMECMHO C
spavom-zemamonozom [14].

Tabmuma 5. I[lpemapaTel w MeTOABI, NPHUMEHSEMBIC JUIS JICYCHUS KIOHATBHON

nposnudepanuu B-ki1eTouHoit auHuK coriiacHo cootBercTByromuM KP [130-132].

AJkniampywouime cpeiacrsa (Hanpumep, nukiopochamua**, GeHaamycTuH**, mendanan**,

XIOpaMOyIHIT**)

AHTHMETa00aUTHI (HanpuMmep, Gpiayaapabun™*)

HpOTI/IBOOHyXO.TIeBLIe AHTHOHOTHKH H POACTBCHHDLIEC COCIMHCHUA (HaHpI/IMep,

JIOKCOPYOHUITHH**)

I II0KOKOPTHKOM/IBI (JIEKCAMETa30H™*, peTHU30I0H**)

IIpoune mnpoTuBoOONMYyXOJIeBble TNpenaparbl (HalIpUMEp, HWHTHUOUTOPHI MPOTEACOMBI —

60pTe30MUO**, KapPHUIZOMUO**)

MoHokJoHaJbHbIe anTuTena (Hanmpumep, aHTH-CD20 — putykcumad**, oOuHYTYy3ymMad**,

oarymyma0; antu-CD38 — maparymymao™*)

HNurnéuropsl npoTeMHKUHA3bI (HanpuMep, HOPyTHHUO**)

Jpyrue HMMYyHoOIenpeccanThl (HarpuMep, JCHATHIOMUI**, TOMaTHIOMUI**)

Bricokon03HasT MOMMXMMHOTEpANUsl C TOCIEAYIONEH ayTOTPaHCIJIAHTAIMENd CTBOJOBBIX

TCMOIIOTHYCCKHUX KIICTOK KPOBU
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[Taimentam ¢ BropuunbiM MIITH/C3ITI, pa3BuBaromemcss Ha ¢(oHe B-kiaeTouHbIX
(HEXOKKUHCKUX) TUM(OM, MBI pEeKOMEHIyeM MPUMEHEHHE pUTyKcuMaba** ¢ 1enpio peayKIuu
OITyXOJIEBOTO KJIOHA W YJYYIIEHUS MPOTHO3a aCCOLMUPOBAHHOTO C HEW 3a00JeBaHUS MOYEK

[133].

YpoBeHb yoeauTeIbHOCTH peKkoMeHaanuii A (YpoBeHb J0CTOBEPHOCTH /10KA3aTeJbCTB —

1)

o Ilatmmentam c¢ BropuuasiM MIITH/C3I'TI B couetanuum ¢  KpUOTIOOYJIMHEMHEH,
pasBuBarollelics B pe3ynbrate B-kinerouHoil nmponumdepanuu, B TOM  YHCIE
accoUMUpoOBaHHOM ¢  Bupycom remarura C, MBI PEKOMEHIYEM IPUMECHECHHE

#putykcumaba** ¢ 1eabio yIydIieHHus MPoruo3a 3adonesanus mouek [134].

YpoBenb yoenuTeqabHOCTH pekoMeHAanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB —
2)
KommenTapuu: Bgedenue #pumyxkcumaba™* moocem ocyuwjecmeisimocs ciedyioumum oopazom:
6/6 ungysua 375 me/m? 1 paz 6 neoento na npomsicenuu 4x nedenv unu 1000 me 08ykpammuo ¢

unmpesanom 14 oneu [134].

3.2 HemennkaMeHTO3HOE JIeYeHUE

e VYV mammenroB ¢ MIITH/C3ITT u XBIT CI1-C5] MBI pEeKOMEHAyeM IMPOBOIMTH
HEMEeIMKaMEHTO3HOe JeueHne B oobeme, npenycmoTpenHoM B KP mo XBII, ¢ nemnsio
yIIyYIIIEHHUs TIOYEYHOT0 MPOTHO3a M MPOTHO3a sxu3Hu [31].

Yposenb  yOenurTenbHOocTH  pekoMeHgamumii C  (ypoBeHb  [I0CTOBEPHOCTH

10KA3aTeJILCTB — 5)

4. MeauumMHCKAasi peaduIuTANUSA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeJULMHCKUE MOKA3AHUA U IPOTHUBONOKA3aHHUA K IPUMEHEHUI0 METO10B
MeJIULIMHCKON peadJIuTAllUU, B TOM YK CJIe OCHOBAHHBIX HA MCIOJIb30BAHUU

NMPUPOIHBIX Je4eOHbIX (PAKTOPOB

Cneyuguueckou meduyunckou peadburumayuu npu MIII'H u C3I'TI ne pazpabomatio.

e VYV nanuenroB ¢ ar00biM BapuanToM MIITH/C3I'TI u XBII Mbl pekoMeHyeM MPOBOIAUTH
MEIUIMHCKYIO peaduINTAINI0 110 TTOKa3aHusIM U B 00beMe, npeaycMoTpeHHbiMu KP o

XBII, ¢ nenpko yay4qiieHus MOYeyHOro MPorHo3a u nporuosa xusuu [31].
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YpoBenb  yOeaurTeqabHocTH  pexkoMeHgauuidi C  (YypoBeHb  J0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

5. HpO(l)l/IJIaKTI/IKa U JUCITAHCEPHOE Haﬁmoneﬂne, MEAUIMNHCKHC NTOKA3aHUA U

NMPOTHUBOINIOKaA3aHUA K IPUMECHCHUIO METO/10B l'lpO(l)I/IJ'laKTI/IKI/I

Memoowr nepsuunoii  npogurakmuxku nepsuunoco MIITH/C3I'TI He paspabomanoi.
Ilpogunaxmuxa emopuunvix eapuanmos MIIIH/C3ITI, uanpumep, npu cucmemHvix
AYMOUMMYHHBIX 3a00Ne6AHUSAX, XPOHUUECKUX UHQDEKYUAX, MOHOKIOHANbHOU 2AMMAnamuu,
Modcem 3aKayamvcs 6 JledeHul OCHOBHO20 3a001e8aHUs 00 NOSAGNEHUS 2JIOMEPYISAPHO20

CUHOPOMA, 0OHAKO, 0OKA3AMENbHASL 6A3A 8 DMOM OMHOUWEHUU KPAUHE 02PAHUYEHA.

eV mammentoB ¢ MIITH/C3I'TI, accoruupoBaHHBIM ¢ MOHOKIIOHAJIBHON TraMMalaTHEH,

NOJYYalOIIUX  3aMECTUTENbHYI moueuHyto tepamuto (3[IT) wu  sBisommxcs

KaHIuJaTaMM Ha NepecajKy IOYKH, Mbl PEKOMEHAYeM IPOBOJUTH KOHTPOJb

reMaToJIOTMYeCKOro OTBETa M MpPHU HEOOXOAMMOCTH KJIOH-OPUEHTHUPOBAHHOE JICYCHHE

COBMECTHO C BpayOM-T€MAaToJIOTOM B IMpe- M MOCTTPAHCIUIAHTALIMOHHOM IHEPUOJE C

tenpio npodmiaktuku peruausa MITTH/C3I'TI B anmnorpadre mouku [135, 136].

YpoBenb  yOenurteqabHOocTH  pekoMeHpganumii C  (ypoBeHb  J10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

Kommenrapumn: [lpogunakmuxa peyuousa MIII'H/C3I'TI 6 noueunom mpancnianmame
Modicem Oblmb peanu3068ana NpU HeKOMoOPbIX 8MOPUYHBIX 8apUaHmax 3a001eeanus, Hanpumep, 6
CAY4asnx, accoyuupoBaHHblX ¢ MOHOKIOHANbHOU cammanamueu. Yacmoma peyuousa MIII'H
(nponughepamusnozo enomepynoneppuma ¢ omiodxiceHuem MoHoknoHarbhoeo Ul') é annoepagpme
NOYKU NPpU OMCYMCMBUU 2EMAMOTIOSULECKO20 OMBEma sGIAeMCsl blCOKOU U CBA3AHA C HUZKOU

BBIICUBAEMOCbIO MPAHCIIAHMUPOBaAHH020 opeana [61, 137].

e V¥V nmanuentoB ¢ C3I'Tl, nomyuatomux 31T u sBusromuxcs KaHAuAaTaMu Ha MEpPecagKy
MIOYKH, MBI PEKOMEH/IyeM MPOBOAUTH TEPAINHUI0 #IKYyTU3yMaOoM™* (BHYTpUBEHHO B J03€
900 mr 1 pa3 B Hememo 4 Hepnenu, 3ateM B fo3e 1200 mr 1 pa3 B Hezmento) B mpe- U
MOCTTPAHCIUIAHTAI[MOHHOM TepHoJe ¢ uenbio mnpodunaktuku penuaua C3ITI B
autorpadre mouku [136, 138, 139].

YpoBenb  yOenuTeqlbHOCTH  pekoMeHaamuii A  (ypoBeHb  [0CTOBEPHOCTH

0KA3aTEJbCTB — 2)
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e VYV manmentoB ¢ MIITH/C3I'TT ™Mbl  pekOMeHAyeM MPOBOAWTH  MEPONPHUSTHS,
HampaBjlICHHbIE Ha MNPOMUIAKTUKY OCHOXHEeHUH nuchynkumu mouek u OIIl, u
nucrnancepHoe HaOmogenne B oOwveme, mpenycmorpenHoM KP mo XBII, ¢ menbio
yIyYIIeHHs TIOYEYHOTO MPOTHO3a U BbhDKHBaeMocTH [31].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHaaumid C  (YypoBeHb  J10CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

6. Opranm3anus oKa3aHus MEAUIIMHCKON TTOMOIITH

OcHOBHBIE MOKA3aHUA K IKCTPEHHON rocnuTAIM3aNUM B cTanuoHap nanuedtos ¢ MIII'H
u C3I'II:

1) PazButne nnu nogo3penue Ha pazsurue Ol (cHmwkenue TemnoB auypesa <0,5 mu/kr/dac B
Te€4eHHUE >0 4acoB WX MOBBILICHHUE KpeaTMHHHA KpoBU >50% OT UCX0HOTO 3a 7 JTHEl
WY TIOBBIIICHHE KPEaTHHWHA KPOBH Ha >26 MKMOJIB/J 32 48 4acoB);

2) Beictponporpeccupyroiee cHmxkenne CK® w/unm noBbIICHHE YPOBHS KPEaTUHHHA KPOBU
(1a >50% B TeueHue 3 MecsIEeB);

3) Octpsiif HehpUTHUECKUI CUHAPOM;

4) BoaHO-’NIEKTPONUTHBIE HApylIeHUs M anuao3 (moTeps KUAKOCTH U THIIOBOJIEMUS,
TUIepKaTueMus, TUIMOKaMeMus, TUMOHATPUEMHUS, MeTaboIueCKUu anuao3,
JIEKOMIICHCUPOBaHHBIN );

5) JIroGoe u3 cnenyrounmx OCIOXHEHUH, TpeOyroliee 3KCTPEHHOM Tepanuu, BKIOYas Hayaylo
JMann3a: HapylleHue (QyHKUUH ILeHTpaJbHONM HEPBHOM CHUCTEMBI; CEPO3UTHI; JEKOMIIEHCALUs
METa0O0IMYECKOTo alu103a; THIepKaueMIsl; HEKOHTPOJIUpyeMasi TUIeprujiparanus (aHacapka,
OTeK JIETKUX) M  apTepuaibHas TUOEPTEH3Us; Tskenas  OeIKOBO-dHEpreThyecKas
HEJ0CTaTOYHOCTB;

6) Pe3sucrenTHas K aMmOyJaTOpHOMY JICUEHHUIO apTepUalibHas THUIEPTEeH3Us (BKIIOYas
TUIEPTEH3UBHBIN KPU3);

7) Brieperie BeisBnenHoe cHmkenne CK® <30 mm/mun/1,73 M2,

OcHOBHBIC TMOKa3aHMA K BbINNCKE MNAalMEeHTa W3 CTalHOHApa IMocJe JKCTPeHHOI
roconutaansanun nanuenros ¢ MIIT'H u C3I'11:

1) IMoarBepskaeH uau uckitroueH auarao3 OIIT; mpu moaATBEPKACHUN — YCTAHOBJICHA STHOJIOTUS
OIIIT;

2) IIposeneno neuenme OIIIl B momHOM 00BEMe, 3aBepIIMBIIEECS HCXOIOM (perpecc,
nporpeccupoBanre XbI1, TepMuHaIbHAsS TOYSUHAS HEJJOCTATOYHOCTD);

3) VYcranoBnena mpuumHa ObICTpomporpeccupytomero cHrkeHuss CK® w/wnmm moBeIeHUs
ypoBHS KpeatwmHHHa KpoBH (Ha >50% B TedeHue 2-6 MecCsIEeB) W TMPOBEIACHO JICUYCHHE,
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3aBepmuBIeecs ucxoaoM (perpecc, mnporpeccupoBanue XbBII, TepmMuHanmbHas mMoOYeUHAs
HEJI0CTaTOYHOCTH);

4) KynupoBaHbl IpOSIBJICHUS OCTPOTO HEPPUTHUIECKOTO CUHIPOMA, YCTAHOBJIEHA €T0 MPUYKHA;

5) TlpoBeaeHO JieYCHHE KIMHUYECCKH 3HAYMMBIX OCIOKHEHHH JTUCPYHKIIMM ITOYEK: BOJHO-
3JICKTPOJIMTHBIX HAPYIICHUH, HAPYIIEHUH KUCIOTHO-OCHOBHOT'O COCTOSIHHSI KPOBH: KYITHPOBAHbBI
WIKM KOMIICHCHPOBAHBI THIIOBOJIEMHS, THIICPKATUCMHUS, THUIIOKAJIUCMHs, THIIOHATPUEMHUS,
METaOOIMUECKUN alua03, METa0ONMYeCKUud ankano3 (KOHCEPBATHBHBIMH METOJAMH HIIU
METO/IaMH JIUAJIN3a);

6) CHumXeHO apTepualbHOE JABJICHHME, YCTPAHEHbl >KU3HEYTPOXKAIOLIME MPOSIBICHUSL
TUIIEPTEH3UH U ONITUMU3HMPOBAHA aHTUTUIIepTeH3uBHAas Tepanus y nanueHTos XbII C1-C5/1;

7) IIpu BepBbie BhisiBIeHHOM CHIbKeHUH CK® <30 mur/mun/1,73 M2 — mpoBeIeHBI TUarHOCTHKA
U JICYCHHE OCHOBHBIX OCIIO)KHEHUN AUCPYHKIIMH MTOYEK.

OcHoBHBIC N0KA3aHNS K IVIAHOBOM rOCIIMTAJM3AIUHA B CTAllHOHAD:
1) IlepBuunas auarsoctuka npu nogo3pennu Ha MIIT'H win C3I'TI;

2) y manueHToB ¢ u3BecTHbIM quardo3om MIITH umu C3I71I:

a. HapacTaHWe NPOTEUHYPUH U/WIH TeMaTypuH;

b. BrepBbIe BBHIABICHHBIH HEPPOTUYECKHHA CHUHIPOM WM COYETAaHUE THUIOATBOYMUHEMUU U
npotennypun >3,5 r/cyTkn/1,73 M

C. HCO6XOI[I/IMOCTI:> ):[I/IaFHOCTI/IKI/I/I[I/I(I)Q)epeHHI/IaHBHOI\/'I AUAarHOCTUKHU C MPUMCHCHHEM ouoncuun
MOYCK UJIN APYTUX JUATHOCTHYCCKUX HCCHGHOB&HHﬁ, Tpe6y10H_II/IX ToCIIuTaJIn3aIlun,

3) dbopmupoBaHue 1OCTyNA AJIs JUATH3;
4) Ha GoHe OEPEeMEHHOCTH;

5) npoBenenune UCT MIITH unu C3T'TI w/wnm neyeHue accOIMUPOBAHHBIX MATOJIOTHYECKUX
IIPOILIECCOB;

6) MMOATOTOBKA K IMPOBECACHUIO OINICPATUBHOIO JICHCHUS 110 pA3HbIM IMOKAa3aHUSM.

OcHOBHbIE TOKAa3aHUSI K BbINHCKE manpueHTa M3 CTanuoHapa 1mocjiae IJIAHOBOH
rocrmuTajam3anum:

1) IonrBepxnen wunu onposeprHyT auarHo3 MIIIH wmm C3I'TI, npoBeneHs! jeueHue u
NEepBUYHAS JTUArHOCTUKA C TPUMEHEHHEM OMOICHM TOYeK WM JPYTHX JAUAarHOCTHYECKHX
UCCJIEI0BAHUI B COOTBETCTBUU C PEKOMEHIALIUAMU;

2) HO,Z[TBep)KI[CH WX OHNPOBCPIrHYT AHUATrHO3 O6OCTpeHI/ISI/peI_II/I,Z[I/IBa, MMPOBCACHO JICHCHHUC B
COOTBCTCTBUH C pCKOMCHIAIHUAMU
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3) [IpoBenena nuarnoctuka npuuuH BropuuHoro MIII'H B cooTBeTCTBUY C peKOMEHIALMSIMU;
4) CchopmupoBaH TOCTYM JJIS AUAITHA3A;

5) MIITH wmu C3I'TI Ha ¢doHe OGepeMEHHOCTH — OIpPEACNICH MOYEUHBIH MPOTHO3, MPOBEICHBI
JIeYeHUe U IMarHOCTUKA B COOTBETCTBUU C PEKOMEHIALIUSIMU;

6) Ilpoemenue wunayknuonnoi WCT — mpoBemeH WK WM TOCHUTalbHas —(asa
MMMYHOCYNIPECCUBHOW TEpalruM, BBINOJHEHA JHarHocTuka M JiedyeHue ocnoxHenuit MCT,
OCYUIECTBJIEH KOHTPOJIb (YHKIMOHAJIBLHOTO COCTOSIHUSI TMOYEK, IPOBEJACHBI TUATHOCTHKA U
JICYCHHUE OCTIOKHEHHUH TUC(PYHKITMU TTOYEK (€CIIM TAaKOBBIE OBLIIN BBISBIICHBI),

7) HOI[FOTOBKa K IIPOBCACHHUIO OIICPAaTUBHOIO0 JICUCHUA — OCYIIECTBJICHA HGO6XO,Z[I/IMa$[
JUAarHOCTUKa W KOPPEKOUA OCJIOKHECHUM XBH, BJIMAIOINWX Ha PUCKU OICPATHUBHOI'O
BMEIIAaTCIbCTBA (KOHCCpBaTI/IBHO HJIn ME€TodJaMu ,Z[I/IaJ'II/I3a).

IpuHIunbI Opranu3anum aMm0yJIaTOPHOM MOMOLIN:

AmOynatopHoe Benenue mamueHToB ¢ MIITH wm C3I'TI nmommkHO OBITH OpraHW30BaHO B
COOTBETCTBHUH C MPHHIIUIIAMH, U3JI0)KEHHBIMU B pekoMeHaanusx mo XBIT [31].

7. JononHutenbHas nHGopMarus (B TOM YUcie (PaKkToOpbl, BIUIIOLIME HA UCXO

3a00JIEBaHUSUIIN COCTOSTHUS )

HecmoTpss Ha akTuBHBIE Mepbl NPOPUIAKTUKY HH(PEKIMHA, KOTOpble OOBICHAIOT
HaMeTUBLIYIOCS B nocieqHue 15-20 jieT BHYI0 TEHAEHIMIO K CHUKEHHUIO PaCIpOCTPAaHEHHOCTH
MIITH B 60onbIIMHCTBE PErMOHOB MHpa [1], 3TOT BapHaHT riomepyjoHedpHuTa HEIb3s CUUTATh
nporHoctuyecku  OnarompustHeiM. MIIITH  ocraercst ogHOW M3 OCHOBHBIX NPUYUH
TEPMUHAJIIBHOW MOYEYHOW HEJTOCTaTOYHOCTH Cpelu BCEX OCTAJIbHBIX (OPM MEPBHUYHOIO
riomepynonedputa [140]. OnpenenuTs TOYHO MporHo3 B oTHommeHnn paszButus MITTH/C3TTI
3aTPyIHUTENBHO, MOCKOJBKY 3a MOCIEAHHME TOJAbl M3MEHMJIUCH IPEACTABICHHUS O NaTOreHe3e
00J€3HU, YTO JeNlaeT HEBO3MOXKHBIM HCIIOJIb30BaHUE «HUCTOPUYECKOTO KOHTPOJIs». 10-neTHss
nouevHasi BeDKHBaeMocTh it MIIIH, cocraBmsier 50-60% wu 3aBUCHT OT MHOTUX (haKTOPOB
(Tabn.6), TMaBHBIM M3 KOTOPBIX sBIAETCS (OPMHpPOBAHUE NOMYIyHHH Oosiee yemM B 50%
kiay6oukoB. Ilpm C3I'TI 10-netHsii moueuHas BbDKHMBaeMocTh cocrtaBisger 30-50% (mpu
TeHeTUYECKUX BapHaHTax — Oosee HH3Kas). YacToTa BO3BpAaTHOro TIJOMepyJloHedpUTa B
tpancmiantare npu Ul -nosutuBHom MIITH koneGnercs B npenenax 18-50% [136]. TTpu BIT/
4acToTa BO3BPATHOTO TIoMepylioHedpuTa coctaiseT oT 67 1o 100% [138]. YacTeiM BapuaHTOM
MIIT'H, peunnBUpPYOMUM B TPAHCIUIAHTATE, SIBISETCA aCCOLMUPOBAHHBIN ¢ MOHOKJIOHAJIBHOU
raMmariaTiei, 4To 00yCIOBIMBACT HU3KYHO BEDKUBAEMOCTh ITOYSYHOT0 TpaHciuianTaTa [137].

T36J'I.6. HpC,Z[I/IKTOPBI HCGHaFOHpI/IﬂTHOFO MMpOrao3a B OTHOIICHHUU HOYEYHOU BBDKHUBAEMOCTH
npu MIITH/C3ITTL.

Knunnueckue * MY>KCKOH 10JI
* He(POTUIECKHI CHHAPOM
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* apTepUabHAS THIICPTCH3HS
* MaKporeMaTypHs

KJIMHAYECKOM PEMUCCHUHN B TCUCHUC 0oe3Hu

¢ OTCYTCTBUC CIOHTAHHOU UIIN MECIHUKAaMCHTO3HO O6YCJ]OBJIGHHOI>'I

JlaGopaTopHsie * HU3KHUI ypOBEHBb TreMOTIO0nHA

* IOBHITIICHUE KpeaTHHUHA W/nmu cHIkeHne CK® B nebroTe 00e3Hu

Mopdonoruueckue * muddy3HOE yABOCHHE Oa3abHBIX MEMOpaH 10 CPaBHEHHIO ¢ (DOKATBHO-
CErMEHTApHBIM
* noyayHus 6osee ueM B 20% Ki1yO0o4KOB
* BRIpKEHHAS] M€3aHTHANTbHAS Tponudepanys (JI0OyISIpHBINA BapUaHT)
* ME3aHI'HaJIbHbIE JETIO3UTHI U CKIIEPO3
* BRIpKEHHBIE TYOYJI0- HHTEPCTUITHAIBHBIE H3MEHEHUS
[Tpumeuanus: MIIITH — wmemOpanonponudepatuBublii riomepynonedpur; C3ITIT —
riomepyionatust; CK® — ckopocts kKiry00UKOBOH (PHIIBTPALIUH.
KpI/ITepI/II/I OIlEHKH Ka4YeCTBA MeIUIMHCKOH MOMOLIH
Ne Kpurepuii kauecta YpoBeHb YpoBeHb
yOenuTenbH | IOCTOBEPH
OCTH OCTH
peKoMeHAal] | JoKa3aTelb
ui CTB
1 [ManmenTy ¢ mpexnonaraeMpIM WIN yCTaHOBJICHHBIM THArHO30M A 1
MIIT'H/C3TTI BbINONHEH MOACYET AUCMOP(GHBIX SPUTPOIMTOR K
AKAHTOLMTOB [IPU MUKPOCKOIIMYECKOM HCCIICIOBAHUH 0CAKa MOYH
2 [ManuenTy ¢ npennonaraeMpIM WM yCTAaHOBJICHHBIM TUarHO30M A 1
MIIT'H/C3T'TI BBITIOTHEHO ONpEIeiCHUE YPOBHS aHTHHYKJICAPHOT O
¢axropa Ha HEpP-2 kiieTouHO# nrHUM (HenpsiMast peaKiys
UMMYHO(ITIOOPECIICHIINN) B KPOBH
3 [TauuenTy ¢ ¢ npeanonaraeMbiM UM yCTAHOBJICHHBIM TUarHO30M A 1
MIIT'H/C3T'TI u IOJ0KUTEIEHBIM THTPOM aHTHHYKJICapHOTO (pakTopa
BBIIIOJIHEHO ONpeEENIEHUE aHTUTeN K ABycnupansHoit JIHK
KOJINYECTBEHHBIM METOZIOM (ompeseneHne conepxanust anruten k JJTHK
HATHBHOI)
4 [ManmenTy ¢ npexnonaraeMpIM WIN yCTaHOBJICHHBIM THarHO30M A 2
MIII'H/C3TITI BemmonaeHo onpenenenue ypoBHer C3 u C4 dpaxrwmii
KOMIUIEMEHTA
5 [ManmenTy ¢ npexnonaraeMpIM WIH yCTaHOBJICHHBIM ANarHO30M A 2
MIIT'H/C3T'TI BBITIOTHEHO MUCCIICAOBAHUE YPOBHS KPHOTJIO0YIMHOB B
KpOBH
6 [Manuenty ¢ npennonaraeMbIM WM yCTAaHOBJICHHBIM TUarHO30M A 2
MIIT'H/C3TTI BblNoIHEHA AUATHOCTUKA MOHOKJIOHAJILHOM raMMaIaTuu
7 [Mauuenty ¢ quarnozom MIIT'H/C3TTI BbINOIHEHO MOJIEKYJISIPHO- A 2
reHeTHYeCKoe uccienoBanue mytanuii ¢pakropos H, I, B, C3,
TpombomorynuHa, MCP
8 Mauuenty ¢ quarnozom MIIT'H/C3TTI BeInosHEHO onpe/ieneHue A 2
cojiepkaHusi anturel K gakropy H
9 [ManmenTy ¢ npexnonaraeMpIM WIN yCTaHOBJICHHBIM THarHO30M A 2
MIITH/C3I'T] BBIONHEHO YIBTPa3BYKOBOE MCCIIEI0BAHHIE OYEK
10 [anwenty ¢ moxo3penuem Ha MITT'H/C3T'TI BeImoTHEHA OUOTICHS TIOYKH A 2
noj; Y3U KOHTpoJIEM ¢ 11aToI0r0-aHaTOMHYECKUM HCCIIEIOBAHUEM
OuoIICHI{HOTO MaTepHalla IPH OTCYTCTBUM NPOTHBONOKA3aHUH
11 | [Manmenty ¢ nono3pennem Ha MIIT'H/C3T'TI npu BeInosTHEHUH A 2

MATOJIOT0-aHATOMUYECKOTO UCCIICOBAaHHS OMOTICHITHOTO MaTepuaia
TIOYKH BBITIOTHEHBI:

- CBETOBasi MUKPOCKOIHUS (MUKPOCKOITUS MUKPOIIpernapaTa TKaHeH
oYKy ) (OKpacku Ha MapaMHOBBIX Cpe3axX: FTeMAaTOKCUIMHOM U
D03WHOM, TPUXPOMaJIbHas OKpacka no Maccony, [TAC-peaknus,

42




UMIperHaius cepedpom mo [IxoHcy):

- IMMYHO(ITIOOPECIICHTHBIC METO/IBI C OIICHKOH TMIOMEPYJIISPHBIX
nerno3utoB (UI" A, M, G, nerkue nenu asm0/a 1 Karma, uOpHHOTEH,
¢pakun kommementa C3, Clq);

- QJICKTPOHHASI MUKPOCKOIHUSL MUKPOTIPEIAPATOB TKAHU MOYKH

12 | Mamuenty ¢ HC (xox mo MKB-10 - N 04.) Ha ¢poHe U3BECTHOTO WiIH A 2
npennonaraeMoro MIII'H unu C3I'TI npoBeneHa aHTUKOATyJISIHTHAS
Tepanus

13 | HammenTty ¢ nmepsraasM MITTH/C3I'TI, HC n/nnum nporpeccupyromeit B 3

nucyHKIme nodex nmposeaeno neuenue I'K (mpu orcyTcTBim
MIPOTHBONIOKa3aHuil) B coueranuu ¢ [ID** nam #MMD**

14 | Hammerty c nepsuaasiM MITTH/C3I'TI, HC u 6e3 npu3aakoB A 1
MPOrpeccupoBanusi UCHYHKIUH TOYEK IPH OTCYTCTBUH
MIPOTHBONIOKa3aHuil mposeaeHo Jiedenne MKH (mmkmocropuaOM**)

15 | Hammenty ¢ mepsuaasiM MITTH/C3I'TI B coueTaHny ¢ KOMIDIEMEHT- A 2
ACCOIMUPOBAHON TPOMOOTHYECKOW MUKPOAHTHOTIATHEN (aTHITHIHBIM
TeMOJIMTHUKO-YPEMHYECKAM CHHIPOMOM) TIPOBE/ICHO JICUEHUE
9KYIM3yMaboM** win paBynu3yMaboM™* ¢ 1esIbro JIeueHus
3a00JeBaHU

16 | IManmenty ¢ Bropuunsiv MITT'H/C3TTI, pazBuBaromemcs Ha GpoHe B- A 1
KJIETOYHBIX (HEXOMKKHHCKHUX ) TUM(DOM H/HiH KpHOTiIoOynuHemun 1-2
THUIIOB, IPOBEJICHO JICYEHHE PUTYKCHMadbom™*

17 | Manuenty ¢ BropuunsiM MITT'H/C3T'TI B coueTanuu ¢ B 2
KpHOTJI00YJIMHEMHUCH MPOBEACHO JICUCHHE #pUTyKCUMaOboM™*
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[Tpunoxenue A2. Meronosnorus pa3pad0TKH KIMHUYECKUX PEKOMEH 1Al

B kauecTBe OCHOBBI A Pa3pabOTKU KiIMHHUYeCKUX pexkomeHnauuii no MIITH Obuin
UCIOJIb30BaHbl pekoMeHaanuu «MemOpanonponudepaTuBHblil rinomepyinoneppur» 2013 r.,
MEXYHapoAHble peKOMEHJaluu 1o npodieme. [Iporecc moAroToBKM peKOMEHAALUN COCTOSIT
U3 CIEYIOLIMX 3TANoB: BHIOOP PYKOBOAUTENs, WieHOB pabouel rpynmnsl (PI') u cekperapuara;
olpesieieHue B XOJ€ IUCKYCCHM HamOosiee BaXKHBIX Ul PEaNbHOM KIMHUYECKOW NPAaKTUKU
oOnacteld, KOTOpbIE JOJKHBI IIOKPHIBATh PEKOMEHAAIMU; ONPEIEICHNE YaCTHBIX BOIPOCOB IS
UCCIIeIOBaHHUS U (POPMYITMPOBKH PEKOMEHIAINN; Pa3pabOTKU MPUEMOB MOUCKA JOKa3aTEIbHON
0a3bl; GOpMHPOBAHUE OKOHYATEIHHOTO MEPEYHs PEKOMEHIAIMI M €ro CTPYKTYpHl. YKa3aHHS,
IIPEJICTaBICHHbBIE B HACTOSALIUX PEKOMEHIAIMIX, OCHOBaHbl HA BBIMOJIHEHHOM YJIEHAMHU TPYIIIIbI
aHaJu3e McCiIeJoOBaHui B HE()POIOTUU M CMEXHBIX 00JIACTSIX MEIULMHBI, UX CUCTEMaTHUECKUX
0030poB 1 MA, ony6nuKoBaHHBIX 10 Mast 2024 r.

Unensl PI' crpemmiinck, 9To0Bl KaXkas peKoMeHaauus 0a3upoBajliach Ha MaKCHUMAaJbHO
BO3MOXHBIX YPOBHSX JOCTOBEPHOCTH U yOeauTenbHOCTH pekoMeHaauuil. Tem He menee, PI’
cowia HEOOXOJUMBIM OCTAaBUThH PsiJi peKOMEHAAalUuid, (GOopMaTIbHO MMEIOIIMX HHU3KUH ypOBEHBb
JIOKa3aTeJIbHOCTH WJIM OCHOBAHHBIX HA JKCIIEPTHOM OLICHKE, C Yy4€TOM MHOTOJIETHETO OIIBITA
BE/ICHUS MAIlMEHTOB COOTBETCTBYIOLIETO MPO(UIISA U TOTO, YTO ITH PEKOMEHJAllUA MOTYT UMETh
CYLIECTBEHHOE 3HAUYEHUE Ul IPAKTUYECKON pabOTHI.

Jlns OLleHKM KayecTBa W CHJIBl PEKOMEHJAIMM HKCIONb30BAIMd YPOBHU JIOCTOBEPHOCTH
JIOKa3aTeIbCTB M yOeUTEIBbHOCTH peKoMeHaanui (Tabi. 1-3).

IleeBast ayauToOpus JAHHBIX KINHUYECKHX PEKOMEH AN :

1. Bpau-nedpouor.
2. Bpau-Tepanesr.
3. Bpau-TepaneBT y4acTKOBBIM.

4. Bpau o0meii mpakTHKHU (CeMEHHBIH Bpay).

57



5. Bpau-ypouior.

6. Bpau-remarosor.

7. Bpau-peBMartoJor.

8. Bpau-uHpeKImoHuCT.
9. Bpau-odranbmoror.

10. Bpau-natonoroanatom

Tadauna 1.11lkana olleHKH ypoBHEH J1OCTOBEpHOCTH JoKazaTenbeTB (Y 1J1)wist MeTonos

JUAarHOCTUKH (I[I/Ial"HOCTI/I‘ICCKI/IX BMeI_HaTeJ'H:CTB)

YA Pacuin¢pposka

1 CucremaTndeckre 0030pbl MCCIEAOBAHUN C KOHTPOJEM pedepeHCHBIM METOJIOM HIIN
CHUCTeMaTHYeCKHil 0030p pPaHIOMU3MPOBAHHBIX KIMHUYECKHX HCCIECHOBAaHUN C
NpUMEHEHHEM MeTa-aHajn3a

2 OtaenpHbIE HCCINEAOBAHUS C KOHTPOJEM pEePEpeHCHBIM METOAOM WU OTAETIbHbIC
PaHIOMU3UPOBAHHBIE KIMHUYECKUE HCCIEIOBAaHUS M CHUCTEeMaTH4ecKue 0030pbl
HCCJIEIOBAaHMM JTI000T0 Ju3aiiHa, 3a UCKIIOYEHHEM PaHJIOMU3UPOBAHHBIX KIMHUYECKIX
UCCIICIOBaHMIA, C TPIMEHEHNEM MeTa-aHalln3a

3 HccnenoBanust 0€3 TMOCIEIOBATEIBHOTO KOHTPOJS pPEePEpeHCHBIM METOJ0M WU
UCCIICIOBAaHUS C pEPEepeHCHBIM METOJIOM, HE€ SBJSIOMIMMCS HE3aBHUCHMBIM  OT
UCCIIEyeMOTO METOJIa MM HEPaHIOMHU3MPOBAHHBIE CPABHUTEIBHBIC UCCICIOBAaHHSA, B
TOM YHCJI€ KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHuTenbHbIE UCCIIETOBAHMS, OMUCAHUE KIIMHUYECKOTO CIydast

5 Hmeetcs nunib 000CHOBaHUE MEXaHU3Ma JCUCTBUS UM MHEHHE YKCIIEPTOB

Taéauna 2.11Ikana omeHKN ypoBHEH g0cTOBepHOCTH JoKa3arenbeTB (Y /1) meTomon

npoUTAKTUKY, JT€UEHUS U peadunuTanuu (MpoumakTH4eckux, Je4e0HbIX, peabuIUTAIIMOHHBIX

BMEIIATEILCTB)
YA Pacuiugposka
1 | Cucrematnueckuii 0630p PKU ¢ npumeHeHneM MeTa-aHaiu3a
2 Otnenpabie PKU u cucrematmyeckue 0030pbl HMCCIENOBAaHUM JIO0OTO U3aiiHa, 3a
uckimouenneM PKH, ¢ npuMeHneHneM MeTa-aHaln3a
3 | Hepangomu3upoBaHHbBIE CPABHUTEILHBIC UCCIIEIOBAHMS, B T.4. KOTOPTHBIC MCCIIEIOBAHUS
4 | HecpaBHUTENbHBIE UCCIIEOBAHUS, ONMCAHNE KIMHUYECKOIO Ciy4as WM CEpUU CIIydaes,
HCCIIEIOBAHMSI «CITy4aii-KOHTPOJIbY
5 | Umeercs nuib 0OOCHOBaHHME MeEXaHM3Ma JIEHUCTBUS BMELIATENbCTBA (JOKIMHUYECKHE

I/ICCJ'IC,Z[OBaHI/Iﬂ) HJIM MHCHHC SKCIICPTOB

Ta6auna 3.1llkana oueHku ypoBHeH yOeautenbHOCTH pekoMeHaauui(YVYP) mns

MCTOO0B HpO(I)I/IJ'IaKTI/IKI/I, JUArHOCTUKH, JICUCHUSA U pCaGI/IJII/ITaLII/II/I (HpO(I)I/I.HaKTI/ILICCKI/IX,

JAUarHoCTHYCCKHUX, J'Ie‘-ICGHBIX, peaGI/IHI/ITaHI/IOHHHX BMCI_HaTCJ'IBCTB)

YYP ‘ Pacuiugposka
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A CunbHass pekoMeHIanus (BCce paccMaTpuBaeMble KpHUTEpHH HPPEKTUBHOCTU
(ucxomdbl) SBISIOTCS BaXHBIMHM, BCE MCCIEJOBAHUS MMEIOT BBICOKOE WIIU
YAOBJIETBOPUTEIIBHOE  METOJOJIOTMYECKOE  KaueCcTBO, HMX  BBIBOABI IO
MHTEPECYIOIIMM UCXO0J1aM SIBJIIFOTCS] COIJIACOBAaHHBIMMU )

B VYcinoBHas pekoMeHaanus (He BCe paccMaTpuBaeMble KpUTEPUH 3(P(EKTUBHOCTH
(MCXOIBI) SIBISIIOTCS BaXHBIMH, HE BCE MCCIICOBAHUS HMEIOT BBICOKOE WM
YIOBJIETBOPUTEIHHOE METOJIOJIOTHYECKOE KayeCTBO W/MIM WX BBIBOJBI IO
MHTEPECYIOIIMM HCXO0/1aM He SIBIISTIOTCS COTJIaCOBAHHBIMHU)

C Cnabast pekomeHaus (OTCYTCTBHE JIOKA3aTeNbCTB HAJJICKAIIETO KauecTBa (Bce
paccMaTpuBaeMble KpUTepuu 3(PQPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBaXKHBIMU,
BCE MCCJIEAOBaHUSI UMEIOT HU3KOE METOJI0JIOTHYECKOe KaYeCTBO M MX BBIBOIBI 10
MHTEPECYIOIIMM UCX0/IaM HE SIBJISIOTCS COTJIACOBAHHBIMHU )

IMopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEH 1A,

Mexanuzm 06H06.716HM}Z KIUHU4YeCKux pekomeHdab;uﬁ npedycmampu@aem ux
cucmemamuiyecKyro akmyaiusayuro — He peosice dem oduH pas 6 mpu 20&61, a makoice npu
NOSGNEHUU HOBbIX OAHHLIX C NO3UYUU OOKA3AMENbHOU MEeOUYUHbL NO 8ONPOCAM OUACHOCMUKU,
Jledenusl, NpoPUIAKMUKU U peaduIumayuu KOHKpemHulx 3a0071e6aHull, Haiuduu 0O60CHOBAHHbIX

odononneHull/3ameuanuti Kk panee ymeepacoeHuvim KP, Ho He uawe I paza 6 6 mecayes.

HpI/IJIO}KCHI/IG A3. CHpaBO‘lHBIC MaTCpuaiibl, BKIIO4Yasa COOTBCTCTBHC MOKa3aHUM K
IIPUMCHCHHUIO U HpOTHBOHOKaSaHHﬁ, CII0CO00B IMPUMCHCHHA U 103 JICKAPCTBCHHBIX

IIpenapaToB, MHCTPYKIMH 10 PUMEHEHHUIO JIEKAPCTBEHHOTO IIpenapara

Tabmuua 1. Ilpuumsbl GopMupoBaHHs HE HMMMYHOKOMIUIEKCHOTO/ HE KOMILJIEMEHT-

onocpenoBanHoro nmarrepua MITTH [40]

Pemaparusnas daza I'VC/TTII

AnTHdOoCchomMIUIHBIN CUHAPOM (aHTH(OCO(IUNUIHBIE AaHTUTENA, AHTUKAPIUOIUIIMHOBBIE
aHTHUTENA)

POEMS cunrnpom

JlyueBoii HepHUT

Hedponarus, acconuupoBaHHas ¢ TpaHCIUIAHTallME€Hd KOCTHOTO MO3ra/ TeéMOMOATHYECKHX
CTBOJIOBBIX KJIETOK

JlexapcTBeHHO-acconuupoBanHas TMA

TMA/rymopanbHoe OTTOpKEeHHE B ajuiorpadTe moYKu

CepnoBHIHO-KJIETOYHAsI AaHEMUS U ITOJIMIIUTEMUS

JuchubpuHOreHeMus 1 Jpyrue NpoTpoMOOTHYECKUE COCTOSTHUS

Hedunut ansda-1 aHTH-TpUNICHHA
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[Ipumeuanus: MIIIH — wmemOpanonponudepatuBabiii  Tiomepyiaonedppur, WL -
umMmyHornooynuael, ['YC — remonutuko-ypemuueckuii cuaiapom, TMA — tpoMOoTnueckas
mukpoanruomnarus, TTII — TpomboThueckass TpomOouToneHndeckas mypmypa, POEMS
CUHAPOM — I[aTOJIOTUYECKOE COCTOSHUE HEYTOYHEHHOW OSTHUOJIOTMH, AacCCOIMUPOBAHHOE C
runiepnpoaykiuend psaa nutokuHoB (VEGF — cocynmucThiii sHIOTENMHANbHBIA (aKTOp poOCTa;
UHTEpJIEHKMH 6 W 1p.), KIMHUYECKHM TPOSBISIOUICECS B BUAC NOJMHEHPONATHU
(Polyneuropathy), opranomeranuu (Organomegaly), »umoxpunomatuu (Endocrinopathy),
nannureM M-tipotenna (M-protein), Bosiacuenuem koxu (SKin changes).

Tabmuma 2. YierpactpykrypHas kinaccudukamnus MITTH

Tun Jlokanu3anust 1en03UTOB

[ B ME3aHTHH M B CYOIHIOTETUATHLHOM MPOCTPAHCTBE

I «00JIe3Hb TUIOTHBIX JICTIO3UTOBY» - MPOTSIKCHHBIC JICHTOBUIHBIC JEHO3UTHI BIOJb
Oa3anbHON MeMOpaHbl KJIyOOUKOB, KaHAJIBLEB U KancyJisl boymena

Il B ME3aHTHH H B CyOIHOTEIHAILHOM IPOCTPAHCTBE U CyOINTUTEIINATIBHO

- moarun «Strife and Anders» (7emo3uThl pacpOCTPAHSIOTCS CYOIHAOTEIHATBHO,
cyOsnuTenuanbHo U ckBo3b I'BM, paspymas ee)

- moxarun «Burkholder» (cybsnurenuansabie v Cy0sHI0TENHATBHBIE TCIO3HUTHI)

[Tpumevanus: 'BM — rmomepynsapHas 6a3aibHas MeMOpaHa.

Tabnuna 3. OpuentupoBounas yactora onepeaeneHuss CK® u cyTouHoil npoTenHypuun

JUTSI OTICHKU 2 ()EKTUBHOCTH TEPAITHH.

Kimmanueckas cutyanus YacToTa OLEHKM KIMHMYECKHMX IOKa3areiaen
(CK®, OGenoxk B CyTO4YHOM Moue, o0Omuit

aHaJIu3 MOYH, aJ'IL6YMI/IH B CBIBOPOTKC U T.,Z[.)

[lepBbrit TOx neuyenus m00Oro Buja Tmocie | 1 pa3 B Tpu Mmecsia
ycranoBneHuss jguarnoza MIITH/C3ITI wnum
MOCJIE CMEHBI TE€Paluu B CBSI3U C AKTUBHOCTBIO

3200J1€BaHUA

Bropoii u mocnemyromue ronapl jedeHus npu | 1 pas3 B 6 Mecsles

OTCYTCTBUM U3MEHEHUN B HEU

CK® — ckopocTh Ki1y004KOBO# punbTpanuu

Ta6J'II/IL[a 4. Ilokazanus u MMPOTHUBOIIOKA3aHUA K BBIIIOJIHCHUTO OMOIICUU TTOYKH.

IToxazanms OTHOCUTEIIbHEIE ITPOTHUBOIIOKA3aHU A

Croiikasgs NpOTEeHMHYpPUS W/HMIM TeMaTypus | YMEHbIIEHHE pa3MepoB Novek (X9 cM mpu KOppeKUuu

IMMOCJIC UCKIIIOYCHUA APYTrUX NpUIrH mo BeECy, pOCTy) B COUY€TaHMM C MHCTOHYCHHEM U

60




THIICPOIXOI€HHOCTBIO MMapCHXHUMBI 110 JaHHBIM

YIIBTPa3ByKOBOTO WCCIIEIOBAHUSA (BeposTHBI

BBIP@KEHHBIE CKIIEPOTHIECKHE U3MEHEHHS TTI0YEK)

Hedpurnaeckmii CHHIPOM (ocTphIi,

OBICTPOIPOTPECCUPYIOMINH, XPOHUIECKUH)

EnunacTBeHHas (yHKIMOHUPYIOIIAS MOYKa

HedpoTtnueckuii cunapom

MHO>XECTBECHHEIC ABYCTOPOHHUC KHUCTHI MTOYCK

Cumwkenne CKO®  HeoObsicHUMOE — mpu

KIMHHUYCCKOM HCCJICO0BaHUHU (OCTpOC NIIn

XPOHUYECKOE)

Omyxoib NOYKU

YTouHeHUE XapaKkTepa IMOpaXCHUA IOYCK

npu CHUCTEMHBIX 3a00JIeBaHUAIX
(MHOXXECTBeHHasT MuenoMa, AL-aMmimonmos,
AA-amuonnos, CHCTEMHas KpacHas
BOJTYaHKA, AHTU(MOCOOIUIMHUIHBIA CHHAPOM,

CHCTEMHBII1 BaCKYJIHUT U IIp.)

Texymuii WHQEKIMOHHBIA NpolecC B TOYKE WU
napaHe@pum, a TaKKe MPHISKANUX K MECTY IMYHKIIHU

00JacTax, BKIFOYas KOXKY

Hexontponupyemas aprepuaibHas THIIEPTEH3US

Hexopperupyemas rumoxoaryisius

Tpom6ouuronenus <100*10%n

Tlunponedpos

BpO)KI[CHHI)IC aHOMaJInn CTPOCHUA ITOYCK

(moxkoBOOOpa3Hast MOYKa)

ITomukucros

OTCYTCTBI/Ie OIIBITHOT'O Bpaya, HCO6XOZ[I/IMOFO

HHCTPYMEHTapHS, naToMop(oIOrHIECcKOro

COIMPOBOXACHUS

[Ipumeuanusi: CK® — ckopocTh KiyO0UKOBOM (puimbTpanuu

Tabmuna 5. Koppekuuss 103 HYKJICO3MIOB U HYKIEOTHUIOB

- MHrUOUTOpPOB OOpaTHON

TPaHCKPHIITA3bl U NArUHTEpPepoHa anb(a-2a (40 k/la) B 3aBUCUMOCTH OT KIMpPEHCa KpeaTHHUHA

Krnupenc JlamuBynun | Tenbusynun | Anedosup | DuTekaBup | Tenodosup | [I>runtepdepon
KpeaTHHHHA | ** ** ** ** anpda-2a**
(Mu1/MuH)
>50 100 mr/cyt | 600 mr/cyT 10 mr/cyT 0,5 mr/cyr | 245 mr/cyt | 180 MKT
HOAKOKHO/HE]|
30-49 100 wmr/cyt | 600 mr | 10 mr uepes | 0,25 mr/cyt | 245 mr | 135 MKT
nepsas 4yepes3 IeHb | JAeHb yepes IeHb | MOJKOKHO/HEN
71032, 3aTeM
o 50
MI/CyT
15-29 35 wr/cyt | 600 mr | 10 mr | 0,15 mr/cyt | 245 MT | -
nepBas Kaxkaele 3 | Kaxaele 3 Kaxnple 2-3
J103a, 3aTeM | AHA JHSI JHS
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25 mr/cyT

5-14 35 wmr/cyt | 600 Mmr | 10 Mmr | 0,05 mr/cyt | 245 mr/aHen | -
mepBast Kaknaple 3 | kKaxasle 3 | mpu Ipu
J03a, 3aTeM | AHS THST IpU | KIHPEHCe KITUpeHCce
15 mr/cyT KIIMpEHce >10 ma/muH | >10 Mur/mMuH

>10 ma/MuH

<5 35 wr/cyr | 600 mr | 10 wmr/aen | 0,5 mr/uen | 245 mr/men | -
nepsas Kaxnaple 4 | ecnmM HauyaT | €Clli HayaT | ecld Hayar
J103a, 3aTeM | JHS TreMOJIMANIN3 | TEMOJHANN3 | TEMOJINAITH3
10 Mr/cyT

Ipuioxkenue b. AiiropuTmsl 1eHCTBUH Bpaya

Anroput™ 1. Anroput™ aquardoctuku MITTH/C3I'TI u moaxo/ibl K JICUSHHUIO.

MarrepH «membpaHonponudepatmMsHbIi rnomepynoHedpur»
UD: Ur+C3+ mnu Ur-C3+

—

v

WckntoueHne BO3MOXHBIX NPUHUH aKTUBaLUK KomnaemeHTa U popmupoeanus MITH (taba.1, 2) J

HHPERLMH
Mouck o4ara
HHPERLMK;
Mapkepsl BI'C,

BB, BUY;
NPOKENbLYUTOHNH

‘ Wcknodesne ’

BA

e
Wckniodexune
MOHOKAOHaNbHOM
rammanams

UmmyHodukcauma
napanpoTenta 8

HET

l

Wckniosexune
3YTOHMMYHHOTO
3abonesanna

PO, AHO, ATk
ACAHK,

HET

KPOBH H B MOHE;
€8000AHbIE NETKHE
Uenu Kanna ¥
nambAa B KPOBM

=

6n0T
SHTHHYRAEAPHBIX
antuten, AeC-
aHTHTENS;
KPHOTA0GYANHDI

4
Wckno4exune

BYTOSHTHTEN K
daKkTopam
KOMINEMEHTE

(3, C4nC5-
HEPpHTHYECK
ne GaKkTopbl;
- GHTHTENa K
FH,FI,FB

=000 B
Wckno4exune
reHETHYECKON
aHOManuH 6enkos
\_ KOMNNEMeHta

FB, FH, Fl,
CFHRS5, DGKE,
MCP,
nponepauH,
€3,C5

MAFH/C3rM, ) (" mnrw/camn, acc. | [ mnrH/carn, acc. ¢ ' . TeHeTuseckn
‘ . AyTOMMMYHHbIHA ~
acc. ¢ MOHOKNOHaNEHOM BYTOMMMYHHBIM YI-\rAI'IfH/(\‘,’SFH AETEPMUHMPOBE Wanonatuiecknit
MHOEKUMOHHBIM | rammanaTueit 3abonesaHnem HHEIN MnAry/csm
\_ Mpoueccom 3 o fr— MMrH/c3rn
- / ‘7-\ y
Neuenue Neyenve 5
MHEKLMM MOHOK/NI0HaNbHOM JleueHme ayTOMMMYHHOTO 3abonesaHna Hedponpotekuma

rammanartim

‘ KomnnemeHT-6nokupytoLLan Tepanua ‘

[Tpumevanus: AH® — antunykineapusiit ¢pakrop; AT k ac/IHK — antuTena k nBycnupaibHON
JHK; ADC — antudocdonununnsiii cuaapom; BI'B — Bupycuslit renatut B; BI'C — BupycHslii
renatut C; BUY — Bupyc ummyHonedumura uenoBeka, MI' — ummyHornoyomun; D —
ummyHodroopecuenuus; MII'H — memOpanonponuedpaTuBHblil rioMepynonedpur; PO —
pesmarounublii (akrop; C3I'TI — C3-rmomepynonarus; CFHR1-5 — Oenku, cBsizaHHBIE C
dakTopom H xommurementa (complement factor H related proteins); DGKE - diacylglycerol
kinase epsilon; FI — dakrop | kommiemenrta; FH - dgakrop H xommiementa; FB - dakrop B

komrmiementa; MCP - membrane cofactor protein.
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Anroput™m 2. Anecopumm npumeHeHus AHMUKOALYIAHMHOU/ Oe3azpe2aHmuol mepanuu O/

NPOUIAKMUKY MPOMOOMUUECKUX OCTONHCEHUU Y NAYUEHMO8 C HeppomuyecKum CUHOPOMOM U

MIITH vunu C3I711.

MIIH + HC
‘ HAS BLED ’ [ HAS- BLED ( HAS-BLED
( AnbbymuH AnbbymuH AnbbymuH ‘ ::::y;:: | | AnbbymuH || AnbBymuH AnbbymuH
CbIBOPOTKM CbIBOPOTKM CbIBOPOTKM st :J/n G CbIBOPOTKM CbIBOPOTKM CbIBOPOTKN
>25 r/n <25 r/n <20 r/n op = >25 r/n >25 r/n <25 r/n
i ] = MoskeT 6biTb
e NpoBoAUTL podunaKTUKa Npenapatamu rpynbi renapuHa v ero Henposogumsnpodwnatmmio e
NpodUNaKTURY NPOU3BOAHBIMM MAW aHTarOHUCTaMK BUTaMUHE K m—

®P — daxTops! pucKa. * cyTouHas HpoTenHypus >10 I/71, HHAEKC Macchl Tea >35 kr/m?,
HacJeACTBEHHAss  TpomOodwims, XpoHWYEecKas  cepaedyHas  HemoctatouHocts -1V
(YHKIIMOHAJIBLHOTO KJIacca, HeIaBHEE XUPYPrHUECKOe JIeUeHHE, MMMOOMITH3AIIHSI

HC — nedportrueckuii cuaapom

Aunroput™m 3. Jleuenue nepeuunozo MIITHIC3ITI.

Mepsuunbiii MMIH/C3IM

A
‘ Ectb BIHC ‘ 4{ Her BIMHC }—

| nucr | | cme23s CnB<3,5
/ r/cyt/1,73m? r/cyt/1,73m?
Mynbc-Tepanua K CK® 260 CKP < 60
+ EMMO** (L|d**) mn/mun/1,73m2 ma/mun/1,73m?
4 AKTUBHbIE
’ K | BOCnanuTenbHbie XpoHuyeckue
*% o nponudepartmusHbie $ubponnactuyeckue
’ il | npoLeccbl No M3MeHeHus no
‘ UKH | AaHHbIM AaHHbIM Mopdonorum
mopdonorum
’ #PUTYyKCMMab ** | |
‘ #IKynusymab** | UHrnburtopsi ANP/ aHTaroHUcTbI
peuenTopos aHrMoteHsuHa ll/

MHIrM6UTOPbI HAaTPUA-TIIOKOSHOTO
KoTpaHcnoptepa Tuna 2 *SGLT2)
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[Tpumeuanus: BITHC — 6picTponporpeccupyromniuii Hehputudeckuid cuaapom, ['K —
TIIIOKOKOPTUKOUIBL, H-AlID — MHrHOUTOPHI aHTHOTEH3UH-TIpeBpatnatomiero ¢pepmenta, MKH —
uHrnouTops! KansimaBpuHa, UCT — umMyHOCyipeccuBHas tepanus, MM® —mukodenonata
moderun, MIII'H — memGpanonpomudeparuBHbiii rimomepynonedpur, C3I'TI — C3-
rinomepynonatus, CK® — ckopocTs kirydboukoBoi ¢punsTparuu, CI1b — cyTrounas nmoreps 6enka,

LD — muknodochamu.
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[Tpunoxenue B. Madopmanms aiis nmanueHTa

MIIT'H/C3I'II — 3TO BapuaHT THCTOJOTMYECKOrO TEUCHHsI XPOHHUYECKOTO 3a00JeBaHUE
MOYEK, KOTOPOE MPHUBOAUT K yTpaTe HUX (QYHKUUH B Cllydyae OTCYTCTBHS CBOEBPEMEHHOMN
nuarHoctukd u jedeHuss. MIITH/C3TTI sBasieTcss aumbs MOPQOJTOTHUESCKUM JUArHO30M, HO HE
TOBOPUT 00 3THOJIOTHH IMATOJIOTUYECKOro Mpolecca, nmpuBeiero Kk Hemy. Kak mnpasuno, 3ToT
NATOJIOTUYECKHIA MPOIlecC BTOPHUEH 10 OTHOUICHUIO K KaKOH-1nOo MHOM Oone3nu. Hampuwmep,
nopaxkenue mnouyek B Buae MIITH/C3ITI moxer ObITh NpH XpPOHWYECKOH WH(pEKUIUH, B
4acTHOCTH, Ipu renarutrax C u B, mpu cucTeMHON KpacHOW BOJYAHKE, PU TeMaTOJOTHYECKUX
3a00JIeBaHUSX.

[MomospeBaty Haymume MIITH/C3I'TI mo3Bosisier Hamu4Me TaKUX CHUMITOMOB, Kak
CHIKEHUE KOJIMYECTBA MOYH, IOSIBJICHUE OTEKOB, BOSHUKHOBEHHME apTEPUAIIBHON TMIIEPTEH3NN,
MosiBJIeHWe Oellka W/WIM SpUTporuTOB B Moue. JlampHedmas awarnoctuka MIITH/C3ITI
JOJKHA TMPOBOJUTHCS BpadoM-HedposoroM. JluarHoctuka BKJIIOYaeT 2 OCHOBHBIX MOMEHTA,
KOTOpBIE JIOJDKHBI TMPOBOJUTHCA OAHOBPEMEHHO: 1) BBINOJIHEHHE OWONCHUM IOYKHU IS
YCTAaHOBJIEHUS KMMEHHO JTOrO0 THUIA IMOPAXEHUS T[OYEK M ONpEAENIeHUs NPOrHosa; 2)
oOcrenoBaHUE Ul YCTAHOBJICHUS MPUYHHBI MOPAXKEHHS] MOYEK M BHIOOpAa TAKTHKHU JICUCHUS.
Mopdomornueckoe wucciaenoBanre npu MIITH/C3I'TI  o0s3aTenbHO  JOMMKHO —BKIIIOYATh
UMMYHO(DIIIOOPELIEHTHOE HCCIEA0BAHNE, MOCKOIbKY OHO IO3BOJIIET BO MHOI'OM OIIPENEIUThH
IIPOUCXOXKAEHNE 3a001eBaHMsl. B HEKOTOpBIX cilydasx HEOOXOIUMO IPOBEIECHHUE AJIEKTPOHHON
MHUKPOCKONUU Jjsi Oojiee TOYHOW OLIEHKM CTENEHM MOBPEXICHUNA KIyOOYKOB U OLIEHKE
nporxHo3za. O6cneoBaHue B OTHOLIEHUH BTOpUYHBIX npuurH MIIT'H MoxxeT BKiIrouaTh pa3HbIid
CIIEKTp HCCIEJOBAaHUM B 3aBHCHMOCTH OT KJIMHMYECKOM CHUTyallMM M JOJDKHO HPOBOIUTHCS
OTNBITHBIM BpadoM-Hedponorom. B ciyuae ecnu npuunna MIII'H He BhIsBI€HA, MOXKET OBITH
YCTAHOBJIEH JMAarHo3 mepBuuHOro (wawomaruueckoro) MIITH, To ecTh HeyTOYHEHHOMH
npuduHel. OT YCTAaHOBJIEHMS OJTHOJIOTUM 3aBUCUT JedeHue. Tak, nedenue npu MIITH,
00yCIJIOBJIEHHBIM MHPEKINOHHBIM IPOLECCOM, OYAET KapAUHAIBHO OTJIMYATHCS OT TAKOBOTO MPHU
MIITH npu cucteMHON KpacHOM BOJYaHKe WM remarosiornyeckoil matosoruu. C3I'TI, kak u
HeKoTopble BapuaHThl nepsuuHoro MIII'H, cBsi3aHbl ¢ HacIeACTBEHHBIMU Je(eKTaMu (HaKTOPOB
CHCTEMBI KOMILJIEMEeHTa. B 3Toii cBsA3M 11e1eco00pa3HO reHEeTUYECKOoe HCCieI0BaHue.

[Iporros MIITH/C3I'TI 3aBUCHT OT CBOEBPEMEHHO YCTaBHOBJIEHHOM 3THOJIOTMH
mpouecca, HO B IIEJIOM HE SIBJSieTCSl OJaronpusATHBIM B OTHOIICHHWH COXPAaHHOCTH (YHKIUU
noyek. [Tarmentsr ¢ MIII'H nr060it aTHONIOrMK TOMKHBI HaOMIOIaThCA y Bpada-Hedposora s

CBOCBPCMCHHOTI'O BBISABJIICHUA dKTUBHOCTH 3a00JIeBaHUS U HpO(I)I/IJIaKTI/IKI/I O6OCTpCHPII>i.
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[Tpunoxenne I'. Illkanel ONEHKH, BONPOCHUKA U JAPYTHE OLIEHOYHBIC
WHCTPYMEHTBl ~ COCTOSIHMSI ~ TNAlMEHTAa, I[PUBEACHHBIE B  KIMHUYECKHX
PEKOMEHIAIUAX

[Tpunoxenue I'1. lkana onenku pucka kpooteuenuss HAS-BLED

Ha3Banue Ha pycckoM s3bIKe. IIKajia Ui OLEHKH pucka kpoBoredenuit HAS-BLED
(akpouum ot Hypertension, Abnormal renal-liver function, Stroke, Bleeding history or
predisposition, Labile international normalized ratio, Elderly (65 years), Drugs or alcohol
concomitantly).

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

Hcrounnk (opuIManbHBIA CcaliT pa3pabOTYMKOB, MyOJUKAlMs C BaJlHuJaluei):
https://www.mdcalc.com/has-bled-score-major-bleeding-risk

Tun (MoI4YepKHYTH):

— oIKajJa OIICHKHU

— HHJEKC

— BOIIPOCHHK

— npyroe (yTOYHUTB):

Haznauenme: OLICHKa pUcCKa KPOBOTCUYCHUA y IIannueHTa npu HasHa4Y€HUU
aHTHKanynﬂTHOﬁ/ ,uesarperaHTHoﬁ TCpalnu
Coneprxanue (11abJ10H):

IToxka3artenn KomMmenTapuii

I'unepronus Hexontpomupyemast, cucromnueckoe AJl >160 mm pr. cT. 16

Hapymienne  QyHKOHM | IUPPO3, HAPYIICHUS B TIEYCHOUHBIX Mpobax: OMimpyonHa™> 2 16

MIeYeHU HopM + AJIT/ACT/TI® >3 HOpM

Hapymenne  ¢yHKUuM | 1uanu3, TpaHCIUIAHTAlMs IIOYKH, KpeaTHHHUH Oosee 200 16

OYeK MKMOJIB/JT

MHucynpT B aHaMHE3€ Oco06eHHO JIaKyHapHBIH 16

Kposoreuenus Bonpime kpoBoTeueHHMs B aHaMHe3e (MHTpaKpaHHAIBHOE, 16
b0 Tpelyrolee TOCTUTATU3AIUK, JIM0O CO CHHXKCHHUEM
Hb>2 r/n, mubo Tpebyroiee reMoTpaHC(Hy3HI0), aHEMUSI UITH
IPEAPACIIONOKECHHOCTh K KPOBOTCUCHHUSIM

JlabumsHOe MHO <60% BpeMEHM B  TEPameBTUYECKOM  JHAIa30HE, 16
BbIcokoe MHO

Bo3zpact >65 Oonee 65 ner 16

[Tpuem nexapcts NpUeM JIEKapCTB, YCWIMBAIOMIMX PHCK KPOBOTEUCHUS: 16
anTuarperantsl, HITBIT

3noymnorpebicHue >8 PIOMOK B HEZEIII0 16

AJIKOTOJIEM

Kittou (uHTEpmpeTarus): cM. 6aibl
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[Tosicnenue: Pesynprar B 3 Oayuia m 0oJjiee acCONMPOBAH C BBICOKUM PHCKOM Pa3BUTHS

kpoBoTeueHus (3,74 kpoBoteuenust Ha 100 marmenTo-ner). Pe3ynprar B 2 6amia 1 MeHee — HeT

3HAYMMOT0 MOBBIIIEHUS pUcka kKpoBoTeueHu (1,88 kpoBoreuenus Ha 100 nanueHTo-1€eT)
Mpuioxenne I'2. Onnaiin kanabkyasitop HAS-BLED: https://www.mdcalc.com/has-

bled-score-major-bleeding-risk
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