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Cnucok coxkpauieHmni
al'VC — aTunu4HbIi TeMOTUTUKO-YPEMUYECKUN CUHAPOM
BITJ] — 60one3Hp MIOTHBIX JEMO3UTOB
BITHC — 6sicTponporpeccupyroniuii HehpUTUIECKUIA CUHIPOM
I'BM — rnmomepynsipHas 6azanbHas MeMOpaHa
I'KC — rmroKOKOpTUKOCTEPOUIBI
UI" — uMMyHOTIIO0YJTUHBI
NK — uMMyHHbBIE KOMIUIEKCHI
JILI — nerkas uenb IMMYHOTJIOOYJTUHOB (JIeTKas
MAK — memOpaHoaTakyomuii KOMILIEKC
MIIT'H — memGpanonposnndepaTuBHbIi rnoMepynoHeGpur
OHC — octpslii HehpUTHUECKUI CHHAPOM
CK® — ckopocTb Ki1y00uKOBOM (priibTparn
TIIH - TepMuHanbHas MOYE€YHASI HEAOCTATOYHOCTD
XBIT — xponnyeckast 0071€3Hb MOYEK
C3-I'TI — C3-rnomepynonatus
C3NeF — C3-nedpurnueckuii paxTop
C4-T'TI — C4-rnomepynonarus
C4-BI1JI — 60J1€3Hb MITOTHBIX JEMIO3UTOB, ACCOLIMUPOBaHHAs ¢ aeno3unuei C4
CFH — perynstopHsIii (hakTop cucTeMbl KoMImieMeHTa «Hy»
CFHR 1-5 — complement factor H related proteins
CFI — perynstopHblii ¢pakTop cucTeMbl KOMIuIeMeHTa «I»

HCV-undexmms - hepatitis C virus — uadexiusi, accomupoBaHHas ¢ BUPYCOM TrenaTuTa

MALT-nmumdpoma (mucosa--associated lymphoid tissue) — numdoma u3 aumdonHOM

TKaHU, aCCOHHHPOBaHHOﬁ CO CIIM3HUCTBIMHA 000JI0YKAMHU



TepMuHBI 1 onpeaeIeHUs

MemoOpanonpoaugepaTUBHbIA TJIOMepyJIOHePUT - 1TO TEHEPUUYECKUH TEPMHUH
(«Mopdonoruueckuid marTepH»), OOBEAMHAIONIMHA TIPYNIy [NIOMEPYJIONaTuid, HNMEIOIINX
CXOJHYI0 MOpP(QOJIOTHYECKYI0 KapTHHYy TIpU CBETOBOH MHUKPOCKONHM OHONTAaTOB, HO
pazIUYaOIIMXCs IO 3TUOJIOTHH, TATOTEeHE3y, MMMYHOTHCTOXUMHYECKUM U YJIBTPACTPYKTYPHBIM
(371eKTpOHHAsE MUKPOCKOTIHS ) K3MEHEHUSIM MOYEYHON MapeHXUMBI.

IepBuunbliii (maumonmatuueckuit) MIICH - Bapmanr MIITH, omocpenoBaHHbIi
UMMYHHBIMH KOMIUIEKCaMH (MMMyHOMOdposiornueck Ml -no3uTuBHBIM), [OpU  KOTOPOM,
HECMOTpPsI Ha MPOBEACHUE NETAIbHON AU(QepeHInaTbHON AUArHOCTUKY BTOPUYHBIX MPUYHMH
UMMYHOKOMITJIEKCHOTO MOPaYKEHHS, yCTAHOBUTH STHOJIOTHIO 3a00JIEBaHUS HE YIAJIOCh.

Bropuunsiit MIII'H - Bapuant MIII'H, onocpenoBaHHbli IMMYHHBIMH KOMILJIEKCAMHU
(ummyHOMOdponorndeckn Wl '-mo3uTuBHBIN), TMNpU  KOTOPOM B XOAE€  HPOBEACHHUSA
muddepeHInanbHON JTUArHOCTUKM BTOPUYHBIX NPUYMH HMMYHOKOMIUIEKCHOTO MOPaKeHUS
y/1aJI0Ch YCTAHOBUTD 3THOJIOTHIO 3a00JI€BaHuUs.

Hmmynorno0yaun-no3utuBubiiik. MII'H — Bapumant MopQonOruyeckoro mnaTrepHa
MIIT'H, npu KOTOpOM MpH UMMYHOMOP(}OTOTUYECKOM HCCIIEIOBAHUM BBISBIISIETCS JEMO3ULIUS
MMMYHOTJIOOYJIMHOB B CTPYKTypax KiIyOouyka, YTO YKa3bIBaeT Ha IMAaTOICHETHYECKYIO CBS3b
mexay UI'/UK u noBpexaeHneM Kiy0ouKoB.

HNmmynorno0ynaun-veratuBHbslii MIITH — Bapuant mopdonorndyeckoro marrepHa
MIII'H, mnpu KOTOpOM TIpU HMMYHOMOP(OIOTHYECKOM  HCCICOBAHUU  JICTIO3HLIUH
UMMYHOTJIOOYJIMHOB HET, YTO YyKa3blBaeT Ha OTCYTCTBHE IMATOTCHETUYECKOH CBS3H MEXKIY
NI'/UK u noBpexaeHrueM KiryOOdKOB.

bosae3np MIOTHBIX Aeno3uToB (00JI€3HL IUIOTHOTO oOcaaka) — Bapuant C3-
[JIOMEPYJIONATHH, YJIBTPACTPYKTYPHBIMU TPOSBICHUAMH KOTOPOTro sipisercs aenoszunust C3-
(bpakuuy KOMIUIEMEHTa B CTPYKTYpax Ki1yOouka B BUJIE IPOTSKEHHBIX JIEHTOBHU/IHBIX JETI03UTOB
BJ10JIb Oa3anbHOM MeMOpaHbl KITyOOUYKOB, KaHAJIBIIEB U Karcysibl boymeHa.

C3-raomepyaonatuss — BapuanT WI-neratuBHoro (C3-nosutuBHoro MIITH,
XapaKTePU3YIOIUNCS npeobmanaromeir  gemosunmerdn  C3 (>2+) 1o JTAHHBIM
UMMYHOMOP(OJIOTHUECKOTO  HCCiIeloBaHus  HepoOHonTaTta MNpu  OTPULATENBHOM WU
c1a00TONOKUTEIBHOM peakiuu Ha UMMyHoTI100yuHb, C4, C1(.

C3-rnomepynoneppur — Bapuant (C3-riioMepyJsionaTuH, YJIbTPACTPYKTYpPHBIMU
NPOSIBICHUSIMU KOTOpOro siBisierca aeno3unus C3-gpakuuy KOMIUIEMEHTa B CTPYKTypax
K1yOOuKa B ME3aHI'MH U B cyOsHI0oTenuanbsHoM npoctpanctse (1 Tun MIITH) wiu B Me3anruu, B

cyOsHaoTenansHOM npoctpancTBe u cyosnurenuanbio (111 tun MITTH).



C4-rnomepyaonatuss — peakas GopMa IIOMEPYISIPHOTO TMOPAKEHUS  TOYEK,
XapaKTepHU3yIOMmascss MpeoOiaameil Jemo3uimel B cTpykTypax kiybouka C4 dpakuuun
KOMIUIEMEHTa Tpu oTcyTcTBUM omioxkeHut C3, Clq u UMMyHOIIOOYJIMHOB TpU
UMMYyHOMOpQororuueckoM ucciaenaoBanuu. Hanbonee yactoit Mopdonoruuecko mpe3eHTaunmein
C4-rnomepynonatuu spisiercs UI'-neratuBHblii C4-m103UTHUBHBIN MeMOpaHOTPOIU(EpaTUBHBIH
rnomepynonedpur. [lono6no C3-rmomepynonatuu UMEET JBa YIbBTPACTPYKTYPHBIX BapHaHTA:
C4-rnomepynonedpur u C4-6071€3Hb MIIOTHBIX JAETIO3UTOB.

Ckopocth KIYy00UKOBO# (riioMepyjsipHOi) ¢GuiabTpauum — 5TO KOJUYECTBO
MWIUIWINTPOB IU1a3Mbl KPOBM, NpO(UIbTpOBaBILEiiCS BO BCEX KIyOOYKax IOYEK 3a OJHY
MuHyTy. Benmunmna CK® BelpaxkaeTcss B MIJI/MMH, OIpEIENIS€TCS BEIMYUMHAMHU I[0YEYHOTO
IJ1a3MaToKa, (GUIbTPALMOHHOTO JaBJIeHHs, (PMIBTPALIMOHHON MOBEPXHOCTH U 3aBUCUT OT MacChl
neicTBytomux HepoHoB. Mcrnonb3yercsi, Kak MHTErpajbHbIM MOKa3zaTesb (PyHKLIHMOHAIBHOIO
COCTOSIHMS IIOYEK U CTAHAPTU3YETCs Ha IUIOINAb IOBEPXHOCTH TENA.

I'n1omepyasipHasi reMaTypusi — remMatrypusi, Ipd KOTOPOM MPH MUKPOCKONHMU OOIIEro
aHaJu3a MOYHU JI0JI1 AMUCMOP(HBIX IPUTPOIMTOB cocTaBisieT >80%, a akaHTOUUTOB - >5% OT
BCEX DPUTPOLIUTOB.

I'iomepyasipable  CHHAPOMBI —  coOUpaTeNbHBI  TepMUH, 00O03HAYAIOLIHNA
HE(PUTHYECKUE CHUHAPOMBI (XPOHHYECKHUH, OBICTPONPOTPECCUPYIOUIHHA, XPOHUYECKHUIN),
HEPPOTHUYECKUI CHHIPOM, H30JIUPOBAHHBIA MOYEBOM CHHAPOM.

Hedpurnyeckuidk CHMHAPOM —  KIMHHYECKOE OTOOpaKeHHE  BOCHIAIUTEIBHO-
9KCCYAATUBHOIO MPOIIECCa, JIOKATU3YIOLIETroCs B KIIyOOUKaxX MOYKH U MPOSIBISIIOLIETOCS TaKUMU
CUMITOMaMH, Kak remMaTypus (Makpo- U MHUKpO-), IPOTEUHYpHUS, LWIMHAPYPUS, CHIKEHUE
CKO®, nepudeprueckue 0TeKH, apTepraibHasi THIEPTEH3USI, OJUTYPHUS.

Octpblit HeppUTHYECKUI CHHAPOM — CUMITOMOKOMIIEKC, XapaKTEPU3YIOIIUNCS
octpbiM (1-5 nHeil) mosiBeHneM reMatypuu (Makpo- U MUKPO-), IPOTEUHYPHUH, LIWIUHAPYPUH,
cHiwkenneM CK®, nepudepuueckumu oTekamu, apTeprualbHOM rMIepTeH3uel, OIUTy pHuei.

beicTponiporpeccupyromuii  HeppUTHYECKHH CHHAPOM — CUMITOMOKOMIUIEKC,
OTPaXKAIIIMA OCTPOE HAYAJIO MATOJIOTHYECKOro mporecca (1-2 Hem.) B BUAE MOSBICHHUS BCEX
OCHOBHBIX IIOYEUHBIX CHMITOMOB (reMaTypus, NPOTEHHYpUs, LMIMHIPYPUs, apTepuabHas
TMIIEpTEH3Us, OTEKH), M XapakTepusyloumiics mnporpeccupyroummM najgeHueM CKO
(mpubnusurensHo 2-3 MII/MHUH/CYT Wi 0oJiee), 4TO 0OyCIOBIMBAET OJUTYPHIO U HapacTaHHE
azoreMud. B Teuenne 1-2 mec. 0e3 nedeHus ¢GopMHUpyeTCs TEpMHUHAIbHAs IOYEYHAST

HCOOCTAaTOYHOCTD, Tpe6y10maﬂ Hadajia 3aMeCTUTEIbHOM IMMOYEYHOMI TCpaInuu.



XpoHnyecKUid He(PUTHYECKHMI CHHIAPOM — CHUMIITOMOKOMIUIEKC, OTPaKAKOIIUN
IIOCTENIEHHOE  IMPOTPECCHPOBAHUE  MATOJOTMYECKOTO  Ipoliecca U XapaKTepHu3yeTcs
MEePCUCTEHIIMEN HE(PUTHUYECKUX CHUMIITOMOB (TeMaTypus, TMPOTEUHYPUs, IWIHHIPYPUS,
apTepualibHas THUIIEPTEH3HsI, OTEKH) Ha MPOTSIKEHHUH OO0Jiee TPeX MECSIEB U IMOCTENECHHBIM
camxennem CK®, kak npaBuiio, B TEYEHNE HECKOIBKHUX JIET.

HN30/1MpoBaHHBIH MOY€BOM CHHAPOM — COCTOSIHHE, MPOSBIIIONIEECS IEPCUCTEHIMEN B
o01IeM aHanu3e MOYM MPOTEHHYPHUH W/WIM TeMaTypuH W/WIN UWIMHAPYPUU TPU OTCYTCTBUH
apTepUaIbHON TUNIEPTEH3UH, OTEKOB U CHIKeHUI CKO.

Hedpornuecknii CMHAPOM — CUMITOMOKOMIUIEKC, XapaKTEPU3YIOIIMUUCS HaTUYUEM
BBIp@KCHHOW mpoTtenHypun (6osee 3,5 r1/cyTkum), runoampOymuHemuend (menee 30 1/m),
KOMIICHCATOPHOW THUMEPIUNUAEMHUCH, a Takke MNepupepudecKuMU U TOJOCTHBIMH OTEKaMH,
BBIPKEHHOCTh KOTOPBIX MOXET JOCTUTATh BBICOKOW CTeNeHH (BIUIOTH A0 aHacapku). PasBurue
HEPPOTUIECKOTO CHHIPOMA O0YCIOBIEHO HAPYIIEHUEM IIEIOCTHOCTH TIIOMEPYISPHOTO Oaphepa
Y YyTpaThl NOJIOUUTAMU BTOPUYHBIX HOKKOBBIX OTPOCTKOB.

OcTtpoe mnoBpekaeHHEe MMOYEK — IIATOJIOTMYECKOE COCTOSHHUE, DPa3BMUBAOIIEECS B
pe3ynbTare HEMOCPEACTBEHHOTO OCTPOTO BO3ICHCTBHS DPEHATBHBIX W/WIH JKCTPapEHATBHBIX
MOBPEXIAIONINX (PAKTOPOB, MPOJOJHKAIOIIEECS 10 7-MH CyTOK M XapaKTepHu3yroleecs ObICTPhIM
(Jachl-THU) Pa3BUTHUEM TPU3HAKOB TMOBPEKICHUS WIH JUCPYHKIIUU TIOYEK PA3TUUYHON CTETeHU
BbhIpaXXE€HHOCTHU. [lOCKOIBKY OCTpO€ TMOBpPEXKICHHE TMOYEYHON TMMAPEHXUMBI MOXET OBbITh
0OyCIIOBJIEHO HE TOJBKO pEHATBHBIMU (TMOYCYHBIMHU), HO TaKKe MPEPECHATBHBIMU U
NOCTPEHAIBHBIMU (DaKTOpaMH, aHIIIOA3BIYHOMY TEPMHUHY «acute kidney injury» cooTBeTcTBYeT
HEPEBOJI «OCTPOE MOBPEKICHHUE MOYEK». TEPMHUH «OCTPOE MOUEUHOE MOBPEKIACHUE», KOTOPbII
BO3HMK I10 aHAJIOTUHM C TEPMUHOM «OCTpasi OYeYHasi HEJOCTATOUHOCTH), HE OTPAYKAET CMbICIIAa U
noyiokeHu Teopernueckot konuenmmu KDIGO u He pexkoMeHIyeTcs K HCIOIb30BaHHUIO.
«OcTtpas modeyHass HEJIOCTATOYHOCTb» — TEPMHH, KOTOPBIM B HacTOslee BpeMs TaKXkKe He
PEKOMEHAYeTCs K HCIIOJIb30BaHHUIO, TIOCKOJBKY XapaKTEepH3yeT COCTOSIHUE BbIPaKEHHOU
TUcHyHKIIMM BceX HEe(PpPOHOB (COOTBETCTBYeT 3-€i CTaud OCTPOTO MOBPEKICHUS IOYEK),
TpeOYIOIeT0 Hadajla 3aMECTHTEIIBHOW IIOYE€YHOW Tepanmud W HE COOTBETCTBYIONIUN
NPEBEHTUBHOM MAapaUrMe COBPEMEHHONW MEIUIIMHBI.

OcTtpast 60J1€3Hb MOYEK — NTATOJIOTUYECKOE COCTOSHUE, HE PA3pEIIMBLIETOCS B CPOKH 10
7-MU CYTOK OCTPOTO MOBPEXKIEHHs MOYEK, Mpooxkaaroleecs B nepuoa ot 7 10 90 cyTok u
XapakTepu3yrolleecs: MePCUCTCHIINENH MPU3HAKOB TOBPEXKACHUS MOYEK WIM UX TUCHYHKIUU

paanquﬁ CTCIICHU BBIPAKCHHOCTHU.



XpoHuyeckasi 00J1€3Hb MOYEK — ITO MEPCUCTHPYIOIIEE B TCUCHHE TPEX MECSIEB WIH
0ojiee TMOpakeHWE OpraHa BCIEJCTBHE MACWCTBUS PA3THUYHBIX 3THOJOTHYECKHX (PaKTOPOB,
AHATOMHYECKOW OCHOBOM KOTOPOTO SIBJISIETCSI MPOIIECC 3aMEIICHHISI HOPMaTbHBIX aHATOMHYECKIX
CTPYKTYp prbpo30M, NpUBOAAIINI K €0 JUCPYHKIIH.

TepMuHanbHASsI TOYeYHASs] HEIOCTATOYHOCTHL — OTO TIATOJIOTHYECKOE COCTOSHUE,
xapakTe-pusyromeecss BenumuunHoii CK® menee 15 mua/mun/1,73M2%, 9TO COOTBETCTBYET S-if
cragun XbII u anrmosseraabiM TepmuHaMm «End-stage renal disease (ESRD)» unm «End-stage
kidney disease (ESKD)». TIIH moxer OwiTh umcxomom kak XbII, tak u OBII, mostomy
ynoTpebieHre TepMHHA «TEPMHUHAJIbHAs XPOHUYECKasl MMOYEeYHasi HEAOCTaTOYHOCTh» HE MMEET
naTo(pU3H0IOTUIECKOTO CMBICIIA U HE PEKOMEH]Y eTCSl.

MoOHOK/IOHANbHBINE UMMYHOIJI00YJIMH — UMMYHOTJIOOYJIMH OJHOTO KJacca, KOTOPHI
CUHTE3HpYyeTCsl B M30BITOYHOM KOJIMUYECTBE OIyXOJIEBOM I1a3MaTudeckoil kieTkoil. CTpyKkTypa
UMMYHOTJIOOYJIMHA TPU 3TOM HE HApyIIeHa, HO CHHTE3 MMMYHOTJOOYJIWHA WU OTAENbHBIX
KOMIIOHEHTOB MPEBOCXOIUT YPOBEHb (PM3HOTOTHYECKON MOTPEOHOCTH.

MoOHOK/IOHATbHbIE TAMMANATHN — OHKOTEMATOJIOTUYECKUE COCTOSIHUSI, CBSI3aHHBIC C
o0Opa3oBaHueM B OpraHuM3Me KJIOHa B-KiIeTouHO# JuHMHM, CIOCOOHOTO K MPOXYKIMH MOJIEKYJIbI

MMMYHOTJIOYOJIMHA WITH €r0 YacTH (JIETKOM 1eTIn).



1. KpaTkas muHpopmanus 1o 3a00/1eBaHUI0 UM COCTOSTHUIO (TpyIIIie

3a200J1eBAaHU I WJIN COCTOSIHUM)

1.1 Onpenesienne 3200eBaHUA WJIM COCTOAHNA (rpynnbl 3a00J1eBAHHA WU

COCTOSIHMIA)

B coBpemeHHON HEPPOJOTHM HAKOIUICH JIOCTATOYHBIM 00bEM 3HAHWK 00 ATHOJIOTHH,

MeXaHU3MaX, KIMHUYECKHX U MO(POJIOTHUYECKMX OCOOEHHOCTAX MATOJIOTUYECKUX IPOLIECCOB,
3aTparuBalOIIUX CTPYKTYpbl KiyOouka. [nomepynoHedputr He sBIsSEeTCS OTAEIbHBIM
CaMOCTOSTENIBHBIM ~ 3a0oJieBaHueM. [ JoMepynoHedpHUTHl OPENCTaBISIOT CcO00W  Ipymmy
Pa3HOPOAHBIX MO ATUOJIOTUH, MATOT€HE3y U MPOTHO3Y MMMYHOOTOCPEIOBAHHBIX 3a00JIeBaHUN
KITyO04KOB, 00IIel 4epTOi KOTOPHIX SBJIAETCS BOCHATUTENbHAS MpONUQepanus TeX WU UHBIX
PE3UICHTHBIX KIETOK KIyOouka. Knuuuuecku riaomepynoHedhpuT MaHUPECTHUPYET B BUC
KaKoro-nubo TJIOMEPYISIPHOTO CHUHApPOMA: OCTpblii Hedpputudeckuit cuuapom (OHC),
osicTponporpeccupytomuii Heppurndeckuit cuaapom (BITHC), xporuueckuit HeppuTHUeCKuit
cugpom (XHC), medporuueckmit cuaapom (HC), wu3omupoBaHHBIH MOYEBOW CHHIPOM.
[Tockonpky (OpMHUpPOBaHHE TOTO WIM WHOTO TIOMEPYJISPHOTO CHHAPOMA CKOpEe 3aBHCUT OT
BBIP@XXEHHOCTH TATOJIOTHYECKOTO MPOIIecCa M BOBJICYEHHUS B HETO TEX WIM HHBIX CTPYKTYp
KIyOOuKa, YeM OT KOHKPETHOTO HO30JIOTHUYECKOTO BapuaHTa TIioMepysoHedpura, B
COBpEMEHHOH He(POJIOTUH BAKHBIM 3TAallOM B YCTAHOBJIEHHM JMAarHO3a M OLIEHKE MPOTHO3a
uMeeT MOpP(OJIOTHUECKOE HCCIEAOBAaHHE TMOYEYHOW TKaHW. be3 Mop(oJorHueckoro aHainsa
OTIPEJICNINTh BapHAHT TJIOMEpPYJIOHEe(PUTA TOJBKO HAa OCHOBAaHUHM KIMHUYECKOTO CHUHIpOMaA
HEBO3MOXHO. Takue GOpMYNIHPOBKH JUAarHo3a, Kak «XPOHUUECKUHA TJIIOMEpPYJIOHEPPUTY,
«OCTpBIi rJIOMepyJIoHeDpUT, «OBICTPOTIPOTPECCUPYIOITHIT TJIOMEPYIOHEPPUTY,
«He(ppOTHUECKHUI BapuaHT XPOHUYECKOTO IIIOMepYyIoHeppUTay» OMHUCHIBAIOT HE 3a00sieBaHue, a
cunapoMm - XHC, OHC, BITHC, HC, cooTBeTCTBEHHO. B 3TOI CBSI3M 3TH TEPMHHBI SBIISIOTCA
YCTapeBIIMMHU U MOTYT OBITh HCIOJIB30BaHbI JJIS ONUCAHMS JMAarHo3a TOJIBKO B TOM Ciydae,
KOT/la BBINOJIHEHHE HeGpPOOHONCHH HEBO3MOXKHO. ODTOT K€ MPUHIUI TPHUMEHEH U B
kiaccuduxanmu MKB-10 npu koqupoBaHuu TII0MEPYJISIPHBIX O0JIE€3HEH: CHHAPOMHBIA YPOBEHb
¢ yTouHeHueMm Mopdoioruueckoro Bapuanra (pazgen 1.4). OguuM u3 maroMopQoIOTHIECKUX
BapUAHTOB TeUEHUs rmomepyinonedpura susercs MIITH.

MewmOpanonponudepatuBHbiii rmomepynonedpur (MIII'H) - ato reHepuueckuii TepmMuH
(«Mopdonoruueckuii TAaTTepH»), OOBEAMHAIONIMNA TPYMIy T[JIOMEPYIONaTHid, HNMEIOIINX

CXOOHYIO MOp(I)OJIOTI/I‘-IeCKYIO KapTUHy IpHU CBETOBOH MUKPOCKOIINHU OuonTaToB B BUIC
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THIIEPKIIETOYHOCTH, JHIOKAMWUIAPHOW mpoiudepanyii € YTOJNIIEHHUS/YABOCHHS KOHTYpa
riomepyJisipHoit 6azansHoit MemOpansl (I'BM), HO pa3nuyaromuXcs 1Mo ATHOJIOTHH, NTATOTCHE3Y,
MMMYHOMOP(OJIOTUYECKUM M YIBTPACTPYKTYPHBIM (RJIEKTPOHHAsT MUKPOCKOIHNS) U3MEHEHUSIM
noyeuHoi mapenxumbl [1, 2]. B coBpemenHom mpexacraBienunn MIITH He sBasercs
3a001€BaHMEM TOYEK, XapaKTEePHU3YIOIIMMCS CaMOCTOSITENIbHBIM MaTOT€HE30M, a IMPEICTaBIISET
co00Olf OOMH M3 YHHUBEPCAIBbHBIX MOP(OJOTMYECKUX BapUAHTOB TMOBPEXKACHUS TIJIOMEPYI
(MOPGOIOrHYECKHIA TATTEPH) B PE3Y/IbTaTE PA3IUYHBIX TATOTCHETHYECKUX MEXaHn3MOB [3, 4].
[Ipoucxoxxaenne TepMuHA «MeMOpaHoTponu(epaTuBHBIN» CBSI3aHO C XapaKTePHOUN
MOP(hOJIIOTHYECKON KapTUHOHW, TPHU KOTOPOW H3MeHeHHs Kacarorcs ['BM: 1) B cBszm ¢
omioxennem MK w/mnm pakumii KOMIUIEMEHTa, a TaKXKe B pe3yibTaTe MHBIX coObITHIA ['BM
CTAHOBUTCSl TOJIIIE, a ME3AaHIMAJIbHbIE KIETKU M APYTUE€ KIETOYHBIE 3JIEMEHTHl OKA3bIBAKOTCS
mexny ['BM u sHmorenuem (MHTEpIo3uius), co3/iaBas ourylueHue «mponaudepammm» ['BM; 2)
nponudepanys B OTBET HAa BOCHAJICHHWE HAa CaMOM JeJieé KacaeTcsi ME3aHTMaJbHBIX KIETOK,
ME3aHTMaIbHOTO MATpHUKCa, HSHAOTEIHOLUUTOB, a TaKXKe akKKyMyJsSIHUM B Kamwuisipax
UUMPKYJIUPYIOIIMX MOHOIMTOB W JIPYTUX BOCHAJIMTENBHBIX KIETOK, B pe3yJbTaTe€ Yero
(OpMHPYIOTCS THUNEPKIETOYHOCTh W KIIACCUYECKUU JTOOYISpHBIA PUCYHOK, KOT/AAa KIETKU
MIOJTHOCTBIO 3aHMMAKT  JOJIBKY KITy0ouKa [13]. CuHOHMMaMM  TEpMMHA
«MeMOpaHonponudepaTuBHBIA  TIIOMEPYIOHEPPUT»  SBIAIOTCS  ME3aHTMOKAIMUIAPHBIN
rJoMepyJoHeppHUT, a B OTCUECTBEHHOW JHTEparype — MeMOpaHO3HO-TIpoIH(epaTuBHBIN
TJIOMEpYJIOHEPPHUT. [IpeanouyTuTenbHEIM cieyeT CUUTATh TEPMUH —
«meMOpaHonponudepaTuBHeld  TIOMEpyaoHehpuT». Jpyrue TEpMHHBI HCHOJIB30BaTh HE

cienyer.

1.2 9THoJIOTHS M NaToreHe3 3a00J1eBaHUs WJIH COCTOSIHHUA (rpynnsl 3a200J1eBaHuii

HJIM COCTOSIHM)

B Hacrosmee BpeMs NOCTUTHYTHI 3HAYUTENIbHBIE YCIIEXU B MOHUMAaHUM 3THUOJIOTHH U
ocoberHo martoreHe3a MIII'H, yto mo3BoisieT paccmaTpuBaTh JAHHYI MOP(OJIOTHYECKYIO
dbopMy Kak BecbMa HEOJHOPOJAHYIO Trpymmy 3aboneBanuii [1, 5, 13]. ®opmupoBanue
Mopdonoruueckoro narrepua MIII'H moxer ObITh 00YCIOBIEHO HECKOJBKHUMH MEXaHHU3MaMH,
peanu3yronmxcsi B KiyOoukax (pucyHok 1). IIpu3Haku TOro WM MHOTO MATOTEHETHYECKOIO
nytu QopmupoBanus MIIIH wmoryt ObITh BBISIBICHBI NpPpU HUMMYHOMOP(OIOTHUECKOM
UCCIIEJIOBAaHUM MOYEYHOW TKAHW B BUJEC HAJTUYHS/OTCYTCTBUS IEMO3UTOB UMMYHOITIOOYJIHHOB
W/unu Gpakuuii KoMIuIeMeHTa. B 3Toi cBA3M HMEHHO HMMYHOMOP(}OIOTHUECKUI aHAIN3 JIEKUT
B OCHOBE COBpEMEHHOH naToreHernueckoi kinaccugukanus MIIT'H (pucynox 1):

1) onocpenosannbiii UK/ ummynorno6ynunamu (UIN) — UT-nosutusubii (UI);
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2) komIuIeMeHT-onocpenoBannbiii — I -weratusHbiii C3-mo3uruBabiii (UTC3™) wiu UT -
HeratuBHbIN C4-no3utuHbiil (U C47Y);

3) uHOW MexaHu3M, mporekaromui 6e3 nenosuimmu WK/ ¢paknuii komruiemeHTa,
HampuMmep, pemapatuBHas (aza IHAOTENHATBHOTO TMOBpexaAeHus — Wl -HeratuBHbII
KoMmIuieMeHT-HeratuBHbiil (MTC).

Pucynok 1. Cxema NaTOT€HETUYECKUX BapUaHTOB rnarrepHa

«mMeMOpaHonpoau(epaTuBHOTO TIIOMEPYIOHEPPHUTAY.

MatrepH mem6paHonponndepaTMBHOro
omepynoHedputa

[ OnocpepoBaHHbii UK/UT ] [ He onocpegosanHbiit UK/UT ]

OnocpeaoBaHHbIi He onocpegosaHHbIi
Komnnemenmm KOMM/IEMEHTOM
MSﬁblTOHHaﬂ ("
AkTMBaUMA U36biTouHan akTUBaLMA
aKTUBaLMA bes akTnBauum
KN1aCCUUECKOro NyTu a/bTePaHTUBHOTO NyTH JIeKTUHOBOM NYTH
KOMnnemeHTa KOMM/IeMeHTa KOMHneMeHTa\; KOMM/IeMeHTa
\§ S \ J

dpakumm MK/Mr
KOMMN/IeMeHTa B Het genosuumu
CTPYKTypax C3/C4 dpakumin

K)'Iy60‘-lKa KOMMJIeMeHTa

Wl-Heratuenbin
‘ KOMMAeMEeHT- ‘
HeraTMeHbIH

knyBouka ***
Y, y

WUr-HeratMBHbIN

WUI-nosuTUBHBIN
C4-nosUTUBHBIN

‘ WUI-HeratmBHbIN
C3-nosUTUBHBIN**

C3 -NOSUTUBHbIA

(. B E N
Nenosuuuma UK/UT n [lenosunuma C3 [Leno3unupa C4 eT 1eno3numm
LaHHbie €3 dpakum ** dpakummn
70 KOMM/IemMeHTa 8
KOMMN/IeMeHTa B S
CTpYKTypax k1y6ouka DyHIyD
o

[ ur . [ ures urca urc |

UI' — mmmynornodynun; UK — nmmyHHbIe KOMIUTEKChl; UD — nMMyHO(ITIOOpECIICHITHS.
* Ha HACTOSIIIMA MOMEHT TpEIIoJiaraeTcs, 4ro B pa3Butum peakoi ¢opmer MIITH C4-
[JIOMEPYJIONAaTUM WIpaeT pojb M30bITOYHAs aKTUBALUS JIEKTUHOBOIO IIyTH aKTUBALUU
koMIuiemeHnta; ** (C3 @pakuus KOMIUIEMEHTa SBISETCS NPOAYKTOM aKTHBAIMU €ro
KJIaCCUYECKOT0 MYTH, 3allyCKaeMOro UMMYHHBIMM KOMIUIEKCAMHM WJIM UMMYHOTJIOOYJIHMHAMU, B
cBsa3u ¢ ueM npu UI-nosutusHoM Bapuante MIII'H ummyHnHOdmroopecuenTras peakuus Ha C3,
Kak MMpaBUJI0, NOJIOKNTENbHAs. Pexe BeTpeuarorcs BapuanTel MIIIH, npu koTophIX peaknuus Ha
C3 orcyrctByer — WI-no3utuBHbli C3-HeraTuBHBIM BapuaHT. (CyuTaeTcs, 4YTO TaKoOM
nmmyHo(ernotunn MIIIH wMoxeT OBITH CBSI3aH C  OTJIO0XEHHEM MOHOKIOHanbHOTO UI,
npoucxosiee 0e3 akTUBALMM KOMIUIEMEHTa, wiu aenosuuueit MIT B pe3ynbraTe MECTHBIX
MMMYHHBIX TPOIECCOB TPHU XPOHH(DUKAIKMK SHIOTEIHAIBHOIO MOBpexacHUs [5]; *** npu
UMMYHO(IIIOOPECIICHIIMN MOXKET OBITh MOoJIydeHa clabomnonoxurenbHas peakius Ha U w/unm
C1qg (uHTEHCUBHOCTH peakuuu <l+), HO HMHTEHCUBHOCTH peakiuu Ha C3 nomKHa OBITH BABOE

BBIpaXKECHHEE (>2+).
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B orHomenun oatnosiornn MIII'H coxpanunuch npexHUE NPEACTABICHUS O
KJIMHU4YecKoM mnojapasneneHnn MIIIH Ha nepBUYHBIA M BTOPHUYHBIN, IPUYEM IOCIIEIHHUN
BapHaHT sBJsieTcs npeobOnanatommm [5-7]. Tlox mepBUYHBIM BapUAHTOM MOHMMAIOT T€ CIydYau
MIIT'H, xorna He yaaercs BbIIBUTb KOHKPETHBIM 3THOJIOTUYECKUM (PakTOp (MIMOTATHUECKUI),
MPUBOAAIIMN K (OPMHUPOBAHUIO JTAHHOTO MOP(OJOTHYECKOro MaTTepHa, a MaTOJOrMYecKUit
MIPOILIECC 3aTparuBaeT UCKIIOYUTENbHO Mouku. [Ipu aToM nMMyHOMOpdonornuecky nepBUIHbIN
MIIT'H Mo3keT COOTBETCTBOBATH JIFOOOMY M3 TpeX BapuaHTOB [14].

[Tatorene3 xkaxaoro wu3 uMMyHOMopdomoruueckux BapuantoB MIIIH crnenyer
paccMaTpuBaTh OTAEIBHO.

UI'" MIITH (ynsrpactpykrypHo cootserctByeT I m III Tmmam) (pucyHok 2), Kak
NPaBUII0, HOCUT BTOPUYHBIM XapaKTep U CBSI3aH C XPOHUUECKOW aHTUTCHEMHEH, IUPKyIsLuei B
KPOBU ayTOMMMYHHBIX KOMIUIEKCOB WM C OTJIOXXEHHEM B TJIOMEpyJe MOHOKIOHAJIBHBIX
UMMYHOTJI00ynHHOB. [laToornueckue cocTosHus, KOTOpble MOTYT CONPOBOXK/IAThCS Pa3BUTHEM
sropuuHoro MIITH, npencrasienst B Tabnuie 1 [3, 8]. B cpaBHUTENBHO peiKUX CITydasx, KOTIa
HE YJAeTcsi YCTaHOBUTb NPUYMHY XPOHHUYECKON aHTUT€HEMHUH, MOATBEPAUTH HAJIUYME
IUIa3MAKJIETOYHOM JUCKpa3uu WIM ayTOMMMYHHOIO IIpoliecca, MAOIYCKAeTCsl IUAarHOCTHKA
nepBuuHOU (Mnuonarudeckoit) popmelt MIITH [14]. [IprumnHO# XpOHUYECKON aHTUTCHEMHH, KaK
NPaBUJIO, SIBIAIOTCA TOPIUAHO TPOTEKAIONINEe BUPYCHBIC, OaKTEepHaJbHbIC, MPOTO30MHBIC H
npoure uHpekiuu (tabn. 1). IMarorenes UT*C3* MIITH umeer o6ume 4yepthl. MMMyHHBIE
KOMIDIEKChI, 00pa30BaBIIUeCs B IMPKYISIUM KPOBH WM in Situ, BCIEACTBHE XPOHHYECKOUN
aHTUTeHEeMUH (MH(EKIWH), WIN [UPKYJIHPYIOIINE UIMMYHHbIE KOMIUIEKCHI P ay TOUMMYHHBIX
npoueccax  (CMCTEMHOM  KpacHOM  BoJiuaHke, cuHApoMme  CberpeHa, CMELIaHHOMN
KpUOTTIOOYyIMHEMUH M 1p.), WIM HMMMYHHbIE KOMIUIEKCHI, C(OpMUpOBaBIIMECS IPU
napanpoTeMHEMUsAX (MOHOKJIOHAIbHbIE TaMMamnaTHH, JuM@ornponndepaTuBHble 3a00J€BaHUsA)
OTKJIQ/IBIBAIOTCS B IVIOMEPYJaX ME3aHTHalbHO (MpU KPYIHBIX pa3Mepax), CyO0IHAOTEIUaTIbHO
(mpu cpemHUX pa3Mepax) WM cyOsmurenuanbHO (Mpu Menkux pasmepax) [1, 2, 8, 18].
VIMMyHHBIE KOMIUICKCHI aKTUBHPYIOT KOMIUIEMEHT [0 KJIaCCHYeCKOMy MyTH (PUCYHOK 2),
KOTOpBIH 3aneiicTByeT (¢pakmmuu komrmuiemernta Clq, C2, C4 ¢ oGpazoanuem C3-KoOHBepTa3bl
kiaccudyeckoro mytr (C4bC2a), kotopas pacmeruisier C3-dppakmuro Ha C3a u C3b cyOdpakmum
¢ mocneayomuM odbpazoBanueM C5-KoOHBEpTa3bl KIIACCUUYECKOTO MYTH aKTUBALIMU KOMIUIEMEHTA
(C4bC2aC3b). C5-xkonBeptasza, neictBys Ha C5-¢pakuuro KOMIUIEMEHTa, NPUBOAUT K
obpaszoBanuio C5a u C5b momdpakumii, npuvyeM MOCIEAHAS B KOHEYHOM HTOre MPUBOIUT K
oOpa3oBanuio MemOpanoatakytomero kommuiekca (MAK) (C5b-9) [18, 136]. CyOdpakiuu

koMmiuiemMeHra C3a u CSa, ﬂeﬁCTBYH XCMOTAaKCHUYCCKH, O6y0J'IOBJ'II/IBaIOT IIPUTOK K MCCTY
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PACIIOIOKEHNS! MMMYHHBIX KOMIDIEKCOB MakKpo(aroB W HEUTPO(DUIOB W3 IHMPKYJIHPYIOLICH
KPOBHU, KOTOPBIE 3@ CUET IPOBOCHAIUTENIBHBIX IUTOKMHOB W MPOTEOJIUTHUYECKUX SH3UMOB
00ycioBIuBalOT (POpMHUpPOBaHME B TJIOMEpYJE SKCCYJaTUBHO-BOCHAIUTEIBHON pEaKIUU.
Pe3unenTHble KIIETKM KIyOOuKa (PHIOTEITHOLUTHI, ME3aHTMOLUTBI) B OTBET Ha MOBPEXKICHHE
MPOBOCTIATUTEIFHBIMA IIUTOKUHAMU © 1uTonatudeckoe nericteue MAK (C5b-9) orewaror
npostudeparyeir, CUHTE30M OCHOBHOTO BelecTBa (0OazalbHbIE MEMOpaHbl, ME3aHTHAThHBIN
MAaTPUKC) W TPOAYKIMEH poOCTOBBIX (akTopoB (TpaHchopmupyroommii ¢akrop pocta Pl,
TpoMOOIMTapHBI ¢dakTop pocta). B koHeunoM wurore (GopMHpyIOTCS MOPEHOIOTHISCKUE
OpU3HAKKM B BHUAE YABOEHHS Oa3albHBIX MeMOpaH, Npodudepalud Me3aHTHOLUTOB U
Me3aHTHaJbHOTO MaTpUKca ¢ J00yau3anuei kiry0ouka, 00pa3oBaHusl 30H CKIepo3a (KIIyOOuKu U
TyOynounrepcrunmii) [18, 136].

Ocobennocru marorenesa MI™ MIITH npu HCV-undexuun. 3amernm, uTO
Bropuusbiii MIII'H npu HCV-undexunn (hepatitis C virus - Bupyc renatura C) MOXKET UMETh
JIBOSIKUI maToreHe3. B onHUX ciy4asiXx OoH MOXeT ObITh CBA3aH ¢ 00Opa30BaHHMEM HMMYHHBIX
KOMIUIEKCOB K aHTHUreHaM BHpyca renatuta C, OTJIOKUBIIMXCS NIEPBOHAYAIBHO B KITyOOUKe (T.€
oOpazyrommxcsi in situ), B APYrux Cily4yaiX pedb HIET O IUPKYJIUPYIOIIMX HMMYHHBIX
KOMIUIEKCaX — CMemaHHbIX kpuornoOyiauHax (II tunm kpuormoOynunemun) [137-140].
Cwmemannbie kpuornooynunsl (II tuma) mpu HCV-undexkimm — 3T0 UMMyHHBIE KOMIDIEKCHI,
NPEIUITUTUPYIOIME HAa  XO0JIoJe, cocrosimme w3  IgMk-peBmatomgHoro  (akropa,
nosukioHanbHoro IgG m PHK Bupyca remarura C. IlepBompuunHOil 00pa3oBaHus
KpUOTTIOOYyTMHOB  sIBIsAeTCs  (opMHpOBaHME KiIOHAa B-kietok B opraHusMme (T€4eHb,
auMdaTudeckue y3ibl) TOJ BO3ACHCTBHEM BHpyca rematuta C, KOTOpPBIE CHHTE3UPYIOT
MOHOKJIOHaNIBbHBIN [gMK (peBmMarouanslii paxkrop). Hannuue cmemanHoi KpuoriaoOynvHEMUH,
accouuupoBanHoil ¢ HCV-undekuuel, paccMaTpuBaeTcsi HEKOTOPHIMH aBTOpaMU  Kak
cyoknuHndeckas popma mumbomsr [141, 142].

Ocobennocru narorenesa U™ MIITH npu MOHOKJIOHAJIBHBIX ramMmmanatusx. [Ton
MOHOKJIOHAJIbHBIMM FaMManaTHusIMi MOHUMAIOT OHKOT'€MAaTOJIOTUYECKHE COCTOSIHUS, CBSI3aHHbBIE
¢ oOpazoBaHUEM B OpraHu3Me KjIoHa B-KieTouHON JuHUH, CHOCOOHOTO K MPOAYKIMHA MOJIEKYJIbI
HT'". Monekyna moHoknoHansHoTOo I B cocTtaBe kakoi-nmubo ogHOM Tshkenon nemu (o, , U, O, €)
1 Kakoi-nmubo oxHoi JIII (k wmm L) B cuiny OOJBIIOrO pasMepa HE MOKET IMPEOIO0JICTh
TIIOMEepYJSIpHBIN Oapbep W OTKIAAbIBAETCS B CTPYKTypax KiyOouka u, cBsa3biBasice ¢ Clq,
aKTUBUPYET CHUCTEMY KOMIUIEMEHTa IO KJIAaCCHYECKOMY IIyTH, BbI3bIBas mponudepaTHUBHbIC
peakyyu CO CTOPOHBI PE3HMICHTHBIX KIETOK, NMPHUBIICYCHHE BOCIAIHMTENBHBIX KiIeTok [53]. B

pe3yiabTare MpsSMOTo MyTH BO3AeHCTBUS MOHOKIOHaIbHOro MI' Ha riomepyssl ¢popMupyercs

14



narrepH MIIT'H, HO npu umMmyHO(]IIOOpECHEHIMN PETUCTPUPYIOT JAETO3ULUI0 B KIyOOUuKax
TOJIbKO ojtHOTO BapuanTa MI' B coueranmu ¢ omHoit JIL| (im0 K, muOO A — «PECTPUKIUL» TIO
JILT). Taxo# Bapuant MIII'H oTHOCSAT B MOHOKJIOHAJIbHOW TaMMamnaTHX PEHAJIBHOTO 3HAYEHUS
[58-60] u Ha3wIBatoT mposnepaTUBHBINA TIOMEPYIOHEPPUT C JACTIOZUIHEH MOHOKIOHAIBHOTO
uMMyHOTI00yHMHa [55-57]. Onucansl cinydau, koraa kK popmMupoBanuio 3toro Bapuanta MITTH
NPUBOJUT TOJBKO Tskenas nens VI, win Tonbko nerkas mnens U [54].

Ta6nunua 1. Bropuunsie npuunasl UI'-niosurusHoro MIITH [3, 8].

DTHONOTHYECKHN (HaKTOP

Jdenmo3numss MMMYHHBIX KOMIUIEKCOB (AHTUI€H-AHTHUTE0), 00pPa30BaBIIMXCH B
pe3yJbTaTte HH(pEKINU

- Bupycsi: renatut B, renatur C, BUY, Sars-CoV-2*

- bakTepun: nHPEKIMOHHBINA YHAOKAPIUT, UHPUIMPOBAHHBINA BEHTPUKYIOATPHUATIBHBINA U
BEHTPUKYJONEPUTOHEANbHBIM IIIyHTHI, BHCLEpalbHBIM abcrecc, Jenpa, MEHHHTOKOKKOBBIN
MEHHMHTHUT, CENITUIIEMUS

- Ipocreiimme/ apyrue Bo30yAWTENW: MalsSpusi, IMIHUCTOCOMO3, MHKOIIA3Ma,

J'ICfIIJ.IM&HPIEB, (bI/IJBIpI/IaB, TUCTOINIa3MO3, MI/IKO6aKTCpI/II/I

Jeno3unmss MMMYHHBIX KOMIUIEKCOB B pe3y/bTaTe ayTOUMMYHHBIX 3a200JIeBaHU
[163]

- Cuctremnas kpacHast Boiuanka (11 u 1V ximaccer)

- Cunznpom Coherpena

- PeBmaTouanslii apTpuUT

- CmemanHbie 3a00J1€BaHUsl COSUHUTENIbHOM TKAaHU

- CMmemaHHast KpUOTTIO0YJIMHEMUS

Jeno3uiusi MOHOKJOHAJBHBIX HMMYHOIJIOYOJIMHOB TPH MOHOKJIOHAJIBHBIX
raMManaTusix

* B-xnmerouynas numdoma

* Jlumdoneiiko3

* MOHOKJIOHAJIbHAS] TAMMAIIaTHs HEOTIPEICTICHHOTO 3HAYCHUS

* MHOXeCTBEHHAs MUEIIoMa

* MakpornoOynunemusi Banbaencrtpema

Jleno3ummMsi MMMYHHBIX KOMILIEKCOB, 00pa30BABINMXCA B pe3yJbTaTe HHBIX
npoiueccoB [35-46]
- MeJTaHOMa

- HCXOIPKCKHMHCKas J'II/IM(I)OME[
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- CIUICHOPEHAJIBHBIN IIYHT MPHU XUPYPTHYECKOM BMEILIATENBCTBE 110 MTOBOLY MOPTAIBHON
TUIEPTEH3U U

- CapKOMI03

- paKk IOYKH

- KapUUHOMBI IpYTUX JTOKATU3ALMH (JIETKUE, KTy 0K, KUILIEYHHK, IIUTOBUIHAS Kele3a)

[Ipumeuanus: MIITH — wmemOpanonponudeparuBubiii rmomepynonedppur, WUl -
nMmyHortoOynunael, BUY — Bupyc wMmmyHonmedummra dvenoBeka. *[lopakenune mouex,
ACCOLIMMPOBAHHOE C HOBOW KOPOHABUPYCHOW WMH(EKIHMH, Yallle BCEro MpPE/CTAaBIECHO OCTPBIM
HOBPEXKICHUEM I[IOYEK, a TakKe KOJUIANCUPYIOIIUM BapUaHTOM (DOKaJIbHO-CErMEHTapHOIO
rioMepyJiockiaeposa [92, 93]. B nureparype, HaKOIUIEHHO# 3a T0J] MAHAEMHUH, OIKCAH TOJIBKO
onun cinydait UT'-nosurusaoro MIITH y nanuenta, nepeHeciiero uapexiuo Sars-CoV-2 [94].

druosorus u natorenes UIC3" MIITH, naspiBaemoro C3-riaomepysionatueii (C3-
['TI) oOwsacHsOTCS aucperyisiiueil  (M30BITOYHON aKTHBAlMEH) aJbTepPHATHBHOTO IYTH
aKTUBALMK KOMIUIEMEHTa M HapyIICHHEM TepMUHANbHOHN craauu obpaszoBanus MAK (C5b-9)
[17, 52]. Hapymenue HOpMadbHOW (U3MOJOTHU aANBTEPHATHBHOTO MYTH AaKTHBAIUH
KOMIUIEMEHTa MOKET OBITh 00YCIOBIEHO JIMOO MyTallMel reHOB Pa3IUYHbIX (PAKTOPOB CUCTEMBI
KOMILIEMEHTa, IM0O0 HOCUTh IPUOOpeTeHHbIH xapakTep [18]. B mocnennem ciydae B opraHuzMe
(GopMHUpPYIOTCS ayTOAHTHUTENIa K PETYJIATOPHBIM (haKTopaM aKTUBAIMM KOMIUIEMEHTa TI0
anbTepHaTUBHOMY ITyTH. [0 coBell XuMHueckoi cTpyKType Aeno3utsl npu C3-rioMepynonaTun
COCTOSIT M3 IIMKO30aMUHOTIIMKAHOB ¢ BKItoUeHHAMH C3b-ppakuuy KOMIIEMEHTa, TPOIYKTOB
ee nerpaganuu (iC3b, C3dg, C3c), a Takke komnoHeHToB MAK (C5b-9) [143, 144]. B oTiinume
OT KJIACCUYECKOT0 IyTH aKTUBAIMM KOMIUIEMEHTa, KOIJla peakUUu KacKaJHOro THIIA
3aIyCKaloTCsl IMMYHHBIMU KOMIUIEKCAMH, JIJISl albTEPHATUBHOTO IyTH U B HOPME CBOMCTBEHHA
MOCTOSIHHAS, MEPCUCTUPYIOIIasi aKTUBHOCTb HMU3KOHM CTENeHU (B AHIJIOS3BIYHOW JIUTEpaType
«tickover» - «paborta aBWraTenass Ha XOJIOCTOM XOAY»), 3aKIOYaromascs B 00pa3oBaHUU
HeOonpmx konndecTB C3b ¢pakiuu BeiaeACcTBHE CIIOHTAHHOTO THAPOIN3a THOI(PUPHOU CBS3H
C3-mporeuna [18, 143] (pucynok 2). I'enepupyemast B HeOobIIHMX KoauuecTBax (pakims C3b
KOMIUIEMEHTa Jajiee CBS3bIBAacTCSI C MeMOpaHaMM pa3Iu4HbIX KIETOK, B TOM YHCIE C
MeMOpaHaMUy MAaTOTEHHBIX MUKPOOPTaHU3MOB, B Y€M COCTOUT (PU3MOTOTUYECKHI CMBICI TaHHOM
peaknuu [136]. C 1enp0 mpemaoTBpalleHHs Mepexoia JAaHHON CIOHTAHHOW aKTHBHOCTH B
HEYTIpaBJIsieMyI0 pEakluio (Kackaa), B OPTaHM3ME CYIIECTBYET Lieiasl CUCTEMa PEeryJsITOPHBIX
(bakTOpoB (POTEHHOB), NEUCTBYIOLINX HAa PA3IUYHBIX YPOBHSIX KAacCKaJHOMW peakiu, 0COOEHHO
npu obpazoBannu C3- u C5-kouBeptasz. ®akrop «H» (CFH) cnocobcTByer pacnaay COHTaHHO

obpasyromeiics C3-koHBepTasbl anbrepHaTHBHOTO MyTH (C3bBb), 1 coBmecTHO ¢ hakTopom «D»
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(CFI) (ans xoroporo CFH sBisiercst kodakTopom) MpUBOAAT K MHAKTUBALUK cyOodpakimu C3b
[136, 143]. B perymsuuu CUCTEMbl aKTHBALMM KOMIUIEMEHTA [0 AJIBTCPHATHBHOMY IIyTH B
LUPKYJHUPYIOIIEH KPOBU (PETyNSATOPHI <«GKUAKON (ha3bl») NMPUHUMAET y4yacTUE TaKKe TpyIra
npoterHoB (ot 1 10 5), momo6ubx dakropy «H» (CFHR 1-5 — complement factor H related
proteins). dyHKIUS WX OKOHUYATedbHO He wu3ydeHa. [lomarator, uro CFHR1 wunrubupyer
neiictreue MAK, a wmexanumsm geiictBus CFHRS ananormuen perynsiTopHOM aKTUBHOCTHU
dakrtopa «H» [145]. TIpuuunoii popmuposanus C3-mo3urusroro MIIT'H, B Tom uwnciie 6osae3uu
mwioTHEIX nerno3utoB (BIIJI), mMoryt sBmaThcs myTamuu TeHa ¢akropa «H». MonoreHHast
myTtanust CFHRS, Hacnegyemast mo ayToCOMHO-TOMUHAHTHOMY ITyTH, C IEHETPAHTHOCTHIO Ooiee
90% siBnsieTcss mpuuuHOM dHIAeMHUUYeckoi Kunpcekoit Hepomnaruu, npeacrasisromieii codoit C3-
no3utuBHEIE MIITH [15, 16]. Oty dopmy C3-I'TI HEeKOTOpBIE aBTOPBI BBIACISIOT B Ka4eCcTBE
OT/EJIBHOM HO30JOTHH B CIEKTpe KoMIuleMeHT-omocpenoBanHoro MIIIH [17]. Heo6xoaumo
orMeTuth, 4yTo (aktopel «H» m CFHRS, neiictBys B I1uiasme KpoBH, OOJAIAlOT TaKxke
TPOIHOCTBIO K 3KCTPALEUIIOJIIPHBIM MeMOpaHaM, TJ€ COXPAHSIIT CBOI HMHAKTHBHPYIOIIYIO
aKTUBHOCTb [0 OTHOIIEHHI0O K MeMOpaH-CBA3aHHOW cyO¢pakuuu komruiementa C3b. U3
JAaHHOTO (aKTa BBITEKAeT HECKOJbKO, BAXKHBIX s MoHMMaHus mnarorenesa C3-ITI,
oOcTosiTenbeTB. M3BECTHO, YTO MATOTEHE3 ATUIMMYHOTO T'€MOJIMTHUKO-YPEMHUYECKOTO CHHIPOMA
(aI'YC), Takxke MOXKeT OBITh CBSI3aH C T€HETUYECKUMHU MYTAIMSIMH PETYJISITOPHOTO (akTopa
«H». OnHako mnpu 3TOM 3a00J€BaHUM JUCPETYJIALMS AIbTEPHATUBHOIO ITyTH AKTUBALUU
KOMIUIEMEHTa TPOUCXOJIUT, TJIaBHBIM 00Opa3oM, Ha TIOBEPXHOCTH KIETOYHBIX MeMOpaH
SH/IO0TEIUOLUTOB, HE 3aTparuBasl CUCTEMY aKTUBAIMM KOMIUIEMEHTA B LIUPKYJIUPYIOLIEH KPOBH.
[TosToMy, XOTS B peOKHX CiIy4dasXx M BO3MOXXHO TNepBOHadalibHOE (QopmupoBanue C3-
MO3UTUBHON riomepynonatuu npu al'VC, HanOosnee TUMUYHBIM CIEHAPUEM MaTOJIOTHYECKOTO
IIPY HEM IIpoliecca SBISETCS MHUIHUAIBHOE MOBPEXKIECHUE dHIOTEINOIMTOB ¢ (POPMUPOBAHUEM
MUKpPOTPOMOO30B KamWwIIsIpOoB KIyOOUKOB U JIMIIb CHOYCTS HEKOTOpOe BpeMs, Kornaa
aKTUBUPYIOTCSl penapaTuBHble (MpoiudepaTuBHbIE) NPOLECCHl, KaK OTBETHas peakuus
PE3UIEHTHBIX KJIETOK KIyOouka Ha 3HIOTENHaTbHOE MOBPEKICHHE, HAUMHAeT (POPpMUPOBATHC
Mopdonorndeckas kaptuaa MIITH (C3-nHeratuBHOTO M 0€3 OTIOKEHUH AJIEKTPOHHOIUIOTHBIX
nenosutroB). CFHRS oGnanaer cpoacTBOM K INIMKO30aMUHOTIMKaHAM, a MIOATOMY IPU MYTalluu
rena otoro ¢akropa (Kumnpckas HedpomaTusi) NpOUCXOAUT TEpPBUYHAS — aKTHBAIMA
IBTEPHATHBHOIO IyTH KOMIUIEMEHTAa Ha TIIOMEepyJspHOi Oa3zanbHON MemOpane. B pesynbrate
dopmupyercs C3-mosutuBHblii MIIIH ¢ cy0sHaoTenuanbHBIMU W/WIH CyO3NMUTENHATbHBIMU
anekTpoHomnoTHeIMU JAeno3utamiu (I wiau 111 tuna). Marubupyromee neiicteue ¢akropos «H» u

CFHRS B otHOmIeHun C3b Ha MOBEPXHOCTH TIIOMEPYJIsipHOI Oa3anbHOi MeMOpaHsl, hopmMupyer
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(U3UOTIOTHYECKYIO «3alUTy» IOYEK OT HMMMYHOKOMIUIEKCHOTO —TJoMepysioHedhpura U
o0bsacHaeT Te penkue ciaydan MI-mosurtuBHoro MIIIH (T.e. MMMYHOKOMIUIEKCHOTO), MpHU
KOTOPOM BBIABIIAIOT MyTaluu reHa ¢akropa «H». B nureparype onucansl Taxke MyTaliyi FeHOB
OCHOBHBIX O€JIKOB CUCTEMbI KOMILIEeMeHTa. Tak, mpu rerepo3urotHoil myrauuu C3-nporenHa, B
I1a3Me€ KPOBH NMPUCYTCTBYIOT KaK MYTAaHTHbIN C3-NPOTEHH, TaK U HAaTUBHBIN, CUHTE3UPYEMBIN
TE€HOM aJllIeJid, HE BOBJEYEHHOW B MyTalMioo. B pe3ynbrare CIOHTAaHHOTO THIPOJIM3a
myTantHOoTO C3-mporenHa oOpasyercss C3-KoHBepTa3za, PE3MCTEHTHAas K JIEUCTBHIO (akTopa
«H», xotopas pacmemnser C3-npoTenH, CHHTE3UPYEMbI HOpMaJIbHBIM T'€HOM, BCIEICTBUE YETO
oOpa3zyrorcs B M30bITKE NpoayKThl Aerpagauuu C3-(pakiyy KOMIUIEMEHTa, YTO 3allyCKaeT
KaCKa/IHyl0 PpEaKLHUI0 AaKTHBALMK KOMIUIEMEHTa II0 aJbTepHATMBHOMY MyTH. IlogoOHbII
MEXaHU3M MOJXKET JIeXKaTh B OCHOBE OTBETHOM INIOMEPYJISIPHOM peakiuu B Bujae (GOPMUPOBAHUS
BIIA.

I'enernyeckuit nmonmuMopdusMm  (HakTopoB CHCTEMBl KOMIUIEMEHTa, BeIyIIMH K
U3MEHEHUIO CTPYKTYpbl NPOTEMHOB M K HApyLIEHUIO UX (YHKIMH, TaKkKe MOXET WUrpaTh He
MOCJIEAHIO poib B natoreHede C3-no3utuBHON rinomepysonatu. Cieayer o 4epKHyTh, 4TO
CHUCTEMA KOMIUIEMEHTa MMEET MHOTOCTYIIEHUaTyH) CUCTEMY pEryJisiliiH, a MO3TOMY HE BCsAKas
TeHETHYECKasi MyTalysl WU T€HHBIH NOJTUMOP(U3M peanu3yercs KIMHUYeCKU. B GonbpImHCTBE
cllydaeB HEOOXOIMMO COYETaHHOE JEHCTBHE (PAKTOPOB BHEUIHEH Cpelbl A (OPMHUPOBAHUS
TEHETHYECKH 3alpOorpaMMHUPOBAHHOTO (eHoTHna. K ducny Takux nmpoBOLMPYIOMUX (AKTOPOB,
MPEX/Ie BCETo, CIeAyeT OTHECTH MH(EKIUH, a BO3MOXXHO, M JIPyTrHUe MPUYMHBI (00pa3 KHU3HH,
NUTaHUS, XPOHUYECKHE HHTOKCUKAIUH, COITyTCTBYIOLIME 3a00sieBanus u p.). [loarsepxxaenuem
CKa3aHHOMY MOTYT CIIy>KHUTb, XOPOIIO M3BECTHBIC KIMHHUIUCTY, CIydau CUH(PAPUHTUTHYECKOM
MakporeMmarypuu mpu MIIT'H.

[IpyunHa npuOOPETEeHHBIX HAPYIIEHUH B CHCTEME PEryJsLUM allbTepPHATUBHOTO IMYTH
aKTUBAllMM KOMIUIEMEHTa 3aKJIloyaeTcs B 00pa3oBaHMUM B OpraHW3Me ayTOaHTHTEN K
perynsTopHbsIM npotenHaMm (paxtopsl H, B u 1p.) uiam x ocHOBHBIM (ppakuusiM KOMIUIEMEHTA.
HanGonee wu3BecTHBIM u wu3ydeHHbIM sBisgeTcs C3-nHeppuruueckmii  daktop (C3NeF),
npeacTapistomuidc co6oit ayroantuteno (IgG) x C3-konBepraze (C3bBb) ambrepHaTHBHOTO
IyTU akTUBalMM KomiuiemeHTa. IIpucoenunenue ayroanrurena k C3-KoHBepTase JAelaeT ee
OoJiee ycTOMUMBOW K aeicTBuio peryisaropubix nporenHoB (CFH, dakrop I, CFHR 1-5), uto
NpOAJIeBaeT BpeMsl ee IMPKYyJauuud B KpoBH. MTorom Heperyaupyemoil nesrenbHoctd C3-
KOHBEpTa3bl SBISETCS AaKTUBALMsg KOMIUIEMEHTAa C IIOCTENEHHbIM HcTolleHueMm myna C3-
(pakuuMu U CHIDKEHHEM ee KOHLeHTpaiuu B masMe kpoBu. C3NeF oOnapysxuBaercs y 86%

nareHToB ¢ BIIJ] u y 49% 6onpubix ¢ C3-ITl, oqHako He y BceX OONMBHBIX 3TO COYETAETCS CO
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cHiwkeHueM C3-(ppakuyu KOMIIEMEHTA, YTO TOBOPUT O CYLIECTBOBAHUU JIPYTUX PETYJISATOPHBIX
MEXaHU3MOB B Opranusme, npotuBoaeictytonmx C3NeF.

C HayMuueM JTUCPETYJISIIMY aIbTEPHATUBHOIO MyTH aKTUBAlMu KoMIuiemeHTa npu BI1J]
CBA3BIBAIOT JIBAa COCTOSIHMS, 4YacTO acCOIMUPYIOIIMXCS C 3TUM 3abosieBaHueM. llepBoe
MpeCTaBICHO TMPUOOPETeHHO# wacThHyHOM nunonuctpodueii (acquired partial lipodystrophy),
KIIMHUYECKH XapaKTepU3yIolleiicss MOCTEeNeHHONM (B TEYEHMM MHOTHMX JIeT) CHUMMETPUYHOM
noTepel MOJKOXKHO-KMPOBOM KJIETYaTKU B «IledaokaydalbHOM) HAlpaBiIeHUM, HAuYMHAS C
Jula, 1€, PyK, TpyaIHOW kieTku. Ha 3aBepiaroiieil ctaiud MOKET BOBJIEKATHCS MOJAKOKHO-
KUpOBasi KJIeT4aTKa HWKHUX KoHeuHocTed. [lomararor, uro C3NeF BbI3piBaeT akTUBaIMIO
KOMIUIEMEHTa Ha KJIETOYHON MOBEPXHOCTH aJUIOLMTOB, YTO MPHUBOJUT K UX THOENU yepe3
anonrto3. Bropoe cocrosHMe XapakTepusyercs oOpa3oBaHUEM OeT0BATO-KENThIX «IAPYy3»
(Onsimex) B MUTMEHTHOM 00OJIOUKE ceTYaTKu ria3a. BusyanpHas KapTHHA TJIa3HOTO JTHA U
KJIMHUYECKOe TeUeHHE aHAJIOTUYHO BO3PACTHOM MakyisipHOH auctpoduu ceruarku. Cuntaercs,
YTO BEAyIIMM IATOTEHETMYECKHM MEXaHU3MOM JIaHHOTO IIpolLiecca SBISAETCS HapyIIeHUE
MECTHOI peryisTopHoi axkTuBHOCTH (akTtopa «H». IIpu >7eKTpOHHONH MHKpPOCKOTHHU
ayTOIICUHHOTO MaTepuana (CeTYaTKU TIJ1a3a) BBIABISIIOTCA 3JICKTPOHHO-TUIOTHBIE JIETIO3HTHI
BJIOJIb 0a3anbHBIX MeMOpaH KamwuIspoB ceTyaToil oOosiouku. BcenenctBue xopuonmanbHOU
HEOBACKYJISIpU3alluK, Pa3BUBAIOLIECHCS CO BPEMEHEM, OTMEYAETCsI IOCTENEHHAs TIOTEPS 3PEHUSL.

[Mpyuuna Ttoro ¢akra, yto B oAHOM ciy4yae C3-O3UTUBHON TIJIOMEPYIONATUH
dopmupyercs mopdonoruueckas kaptuaa MIITH I wmm III tuna, a B gpyrom — BBIIBISIETCS
BIIJI, ocraercss HeBbIsICHEHHOU. [I0-BUIMMOMY, NIMEET 3HAYEHUE T€TEPOrCHHOCTh T€HETHYECKUX
MyTalMii, TepBOHa4YalbHas JIOKaJIW3alMs [polecca, CTENeHb AaKTUBAlUM  CUCTEMBbI
KOMIUIEMEHTA. AKTHUBAIMsl aJIbTEPHATHMBHOIO IYTH KOMIUIEMEHTa, KaK TOBOPWUJIOCH BBIIIE,
MOXET OBITh 3aJefiCTBOBaHa M B Cilyyasx MEPBUYHOIO HMMYHOKOMIUIEKCHOTO MeXaHHU3Ma
MOBPEXIEHHsI, 0OCOOCHHO TOI/a, KOIJla OCHOBHOMY MAaTOJIOTHYECKOMY IPOLECCY COIYTCTBYET
reHeTuueckuit nonumopdusm reHos peryistopHsix npotenHoB (CFH, CFI).

OcoOennocTn marorede3a C3-I'Il mpu MOHOKJIOHAJBHBIX rammanatusix. [Ipu
MOHOKJIOHAJIBHBIX TamMManaTtusix o0brdHo dopmupyetcs M -no3utusueiit MIIT'H (115 koToporo
XapakTepeH KJIAaCCHYeCKUd IMyTh AaKTUBAMU KoMIvleMeHTa). OJHako, OMHUCAaH U HWHOM,
HETPSIMO#, MEXaHW3M BO3/EHCTBUS MOHOKIOHaNbHOrO WMIT Ha cTpykTyphl Kiybouka [53].
Henpsimoit myTh 3akirodaercs B TOM, 4TO MOHOKIOHanbHBIH WIT oOnagaer aHTUTENbHOMN
AKTUBHOCTBIO 1O OTHOUICHUIO K (PaKTOpam-peryisaTopaMm ajibTepHATUBHOTO IyTH AaKTHBAIUU

koMmiuiemenTa, Hanpumep, CFH, CFI, a takxxe C3-xonBeprasze, Hanonooue C3NeF. Cas3biBas
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9T (akTOphl, MOHOKIOHANBHBIH WMI crmoCOOCTBYET MUCPETYJSIUU aJbTCPAHTUBHOTO ITyTH
xomIuieMeHTa u popmuposanuto C3-I'T1 [61, 62].

C4-rnomepysonatusi (C4-I'll) — oTHOcuTenbHO HenaBHO onmcaHHbii (B 2014 )
BapUaHT KOMIUIEMEHT-OTIOCPEIOBAHHOTO TJIOMEPYIISIPHOTO MOPAXKECHUS TIOYEK, KOTOPBIA TaKkKe
MokeT mportekath B Buae martepua MIITH [9]. C4-I'TI xapakrepusyercs mpeoOagarorieit
JIETO3UIIMEN B CTPYKTypax kiaybouka C4 dpakiuy KOMIUIEMEHTa TPU OTCYTCTBUH OTJIOKECHUMN
C3, C1g ¥ uMMYHOTJIOOYJIMHOB MPH HUMMyHOMOpdonoruueckom uccieaoBannu [10]. C4-TTI,
kak u C3-I'Tl, B 3aBucumoctu ot jokanuzamuu MK moxHo pazgenuts Ha C4-BI1J] (3mekTpoHHO
wiotHbIe aeno3uThl C4 Baonbs ' BM) u C4-I'H (nemo3utsl NEpBUYHO B ME3aHTUU C HEOOJBIITUM
KOJIMUECTBOM JIETIO3UTOB BAOJIb KAMWIIAPHOU cTeHKH). Cunraetcs, yto aeno3unus C4 ¢ppaxiuu
CBs3aHa C M30BITOYHON AKTUBHOCTBHIO JIEKTMHOBOTO IyTH AaKTUBAIMU KOMIUIEMEHTA, MpH
koTopoM 6e3 yuactust UK npoucxoaur aktuBamusa C2 u C4 (uo ve C1q) (pucyHoxk 2). [Tono6HO
C3-TI'Tl yHUIMAMS TUCPETYISIUN JTEKTUHOBOTO IMyTH KOMIUIEMEHTa MOKET MPOUCXOIUTH O
NeHCTBHEM TeHETHUECKUX TPHUITEPOB, MPUOOPETEHHBIX AaHTUTEN, B TOM YHUCIIE MapamnpoTEHHA C
AQHTUTEIHHON aKTUBHOCTHIO. He HCKII0YAIOT M poib MYyTalluil, MPUBOASIIMX K CTPYKTYPHOMY
W3MEHEHUIO caMoi MoJieKyJibl C4, KoTopasi Xyske MoJIBepraeTcs JAeTrpalalliil i aKKyMyJIHpYyeTcs
B riioMepyax [9, 10].

Tabauma 2. Dtronorus UI'-C3+ MIITH [3, 8].

C3-riaomepyaonatuss  (C3-rimomepyJionegpur, 00/1e3Hb  IUIOTHBIX
J1eN03UTOB)
- MyTanuu peryisitopusix 6enkoB kommiemenra (CFH, CFl, CFHR5)

- MmyTaiuu (akropoB kommieMenTa (C3)

Nr-Cc3*
- antutena k ¢akropam kommuiementa (C3, C4 u CS5-Hedppurnueckue
(baxTopsbI)
- aHTUTENA K peryasatopubiM Oenkam komiuiementa (CFH, CFl, CFB)
- anturena ¢ C3-koHBepTasze
- HEIOCTaTOYHOCTh MPOTEPAUHA
UIr-c4* C4-rnomepyaoneppur (C4-raomepysonatusi, C4-onocperoBaHHasi

00J1€3Hb IJIOTHBIX JA€M03UTOB)

[Ipumeuanusi: CFH — dakrop H kommiemenra; CFl — dakrop | kommiementa; CFHR1-5
— Oenku, cBs3annbie ¢ pakropom H kommuiementa (complement factor H related proteins); CFB

— ¢axtop B xommiemeHnTa.
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Otuosiorua  UI-HeraTMBHOrO  KOMIUIeMeHT-HeratusHoro (UI'C) MIITH
3aKIII0YAETCA B TIEPBUYHOM MOPAKECHUH YHIOTEITUOLUTOB (TPOMOOTHYECKAsT MUKPOAHTHOTIATHS,
CHUHJIPOM 3JI0KaYECTBEHHOW TMIIEPTEH3UHU M JIp.), 3a KOTOPBHIM cleyeT pernapaThBHas (aza B
dhopme nponudepaTUBHBIX U3MEHEHUN B KIIyOOUKe, WICHTUPHUIIUPYEMBIX CBETOONITHUYECKH, KaK
MIITH. IIpn 31€KTpOHHON MUKPOCKOIIMH B 3TUX CIy4YasiX HE BBISBISIOTCS AJIEKTPOHHOIUIOTHBIE
JIETIO3UTHI, a ClieoBaTeNbHO, ycTaHoBUTH Tull MIIT'H He mpencraBnseTcss BO3MOXKHBIM (puc. 1,
tabm. 1).

Mopdonatorene3 HWI-neratusHoro C3-meratruBHoro MIITH mpu  OGonbimmHCTBE
3a001eBaHMiA, IEPEUNCICHHBIX B TabJ. 1, CBOIUTCS K MOBPEXKICHUIO SHIOTEIUOIMTOB B OCTPOI
¢daze, uro mposBiseTcs UX HaOyxaHMEM, pa3BUBAETCS ME3aHTHOJU3HUC, O00pa3yrTcs
¢ubpuHoBEIE TPOMOBI B Kanmwuisipax kiyooukax. Octpyio a3y MNOBpEeKIEHHS CMEHSET
penapatuBHas ¢asza, XapakTepHU3YIOIasicsi OTBETHON peaklueil pe3nIeHTHBIX KIETOK KIyOodKa.
[IpoucxonuT yBenrueHre Me3aHrHaIbHOTO MaTpUKca U MpoJindeparys Me3aHTHalbHbIX KIIETOK,
HOSBJIIIOTCS  JIByXKOHTYpHblEe OasaibHble MeMOpaHbl KanwuIpoB, T.e. (QopMHUpyeTcs
Mopdonornyeckas kaptuaa MIII'H. B penkux cioydasx reHeTHYECKOM aHOMaluu — aeduura o-
1-aHTUTpUIICHHA, B TEYEHH CHHTE3UPYETCd MYTAHTHBIA NpPOTeMH Z, KOTOpBIM momagas B
DJIOMEPYJbl € LUPKYJHUPYIOIWIEH  KPOBbIO,  IOJMMHUPHU3UPYETCI U OTKJIAAbIBACTCS
cyOsHIoTenHanbHO. Jlemo3uTsl Z-TpoTeuHa SBISAIOTCA NPUYMHOM OTBETHOW pEakIMH
PE3UICHTHBIX KJIETOK KIyOOuKa, KOTOpas Ha 3aBEpIIAIOIIEeM 3Tare NPUBOANUT K (POPMUPOBAHHIO
Mopdonorndeckoit kapTuabsl MIII'H npu cBETOBOW MUKPOCKOTHH. Y TOYHUTH JUATHO3 MOKHO
Ipd HUMMYHOQUIFOOPECHEHIIMH C HWCIOJIB30BAaHUEM CHEIM(UIECKHX AaHTHUCHIBOPOTOK K Z-
npoteuny [39].

Tab6nuna 3. Bropuunsie npuuunsr UT™C3” MIITH [3, 8].

Penaparusnas ¢gaza ['YC/TTII

AHTUGOCHOTUNUIHBIN CUHAPOM (aHTUPOCODIUNHUIHBIE aHTUTENA, AHTUKAPIUOIUIHHOBbHIE

antuTena) [159]
POEMS cunapom

JlyudeBoii HepuT

He(i)pOHaTI/IH, aCCoOIMHUpPOBAaHHAsA C TpaHCHHaHTaHHeﬁ KOCTHOTO MO3ra/ T€MOIIOITHYECKUX

CTBOJIOBBIX KJIETOK
JlekapcTBeHHO-accouupoBanHas TMA
TMA B ayutorpadTe mouKku
CepnoBUIHO-KIIETOUHAS] AHEMHUSI M TOTULIUTEMUS

JucubpuHoreneMust U APyrue NpOTPOMOOTHUECKHUE COCTOSHUS
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Hedurut anbda-1 aHTH-TpUTICUHA

[pumewanus: MIIITH - wmemOpanonponudeparuBuslii rimomepynonedppur, UL -
ummyHornooynussl, I'YC — remonutuko-ypemuueckuit cunapom, TTII — TpomOoTHyeckas
TpoMmOormTonieHHYeckass myprypa, POEMS cuHapoM — maTOJNIOTHYECKOE COCTOSHUE
HEYTOYHEHHON STHOJIOTHH, aCCOLMMPOBAHHOE C THIEPIpoayKimei psaa murokuaoB (VEGF —
COCYIUCTBIA JHAOTEIHANBHBIA (akTop pocra; wWHTEpieHkMH 6 ¥ Ap.), KINHUYECKH
nposBisomieecss B Buae nonuneiponatun (Polyneuropathy), opranomeranuu (Organomegaly),
supokpunonaruu (Endocrinopathy), manwmuunem M-mporeuna (M-protein), BoBieYeHHEM KOKH
(Skin changes). TMA — tpoMboTHY€ECKass MUKPOAHTHOTIATHS.

Pucynox 2. Cxema cucTeMbl KOMIUIEMEHTA.

‘ Knaccuueckuid nyTe | ‘ JIeKTHHOBbI NyTb ‘ ‘ AnbTepHaTUBHBIN NYThL ’

IgM, IgG MaHHo3a Onwurocaxapa
MNpouyecc cnoHTawHoro rugponusa C3

\ «tickover»

BL DUKOAMHBI
\ MASP-1 /

MASP-2

MASP-3

—
@©-@
@ |

- AnxTutena K C3-
A
(C3NeF)

Mi

Metna
amnanduraymn

K N °
$akTopyH

C3-xkouBeprasa

Xemotakcuc
marpodaros n

HeiTpodunos AHTHTENE K

dakTopyBul

C4b2aC3b

C5-kouBeprasa

€6,7,8,9

benkw, peryampyloume KnetouHan
(CcDa6 - i uHrubutop ) membpana

[Mpumeuanns: MAK — membOpanoarakytommii komruiekc; C1l-INH — waruburop Cl-
¢pakipm komruiemenrta; C3Nef — C3-neppurnueckuii pakrop; CR1 — perentop KoMIieMeHTa
1; FH — dakrop H; FB - dakrop B; FI - daxrop I; FD — dakrop D; FP - pakrop P; MASP —

CEepUHOBAs MPOTea3a, aCCOIMUPOBaHHAs ¢ MaHHO301; MBL — JIeKTHH, CBA3BIBAIOIINNA MaHHO3Y.
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1.3 DnuaemMuoJorug 3a00JeBaHUA HWJIH COCTOSAHUA (rpyvonbl 3a00J€BAHUI WJIH

COCTOSTHHH)

B cBs3u ¢ Tem, uro maroreHerndeckuil moaxon k kinaccupuxanmun MIITH Obin

MIPENJIOKEH OTHOCUTENbHO HEJAaBHO, JMMIEMHUOJIOTMYECKHE JIaHHblIE B OCHOBHOM KacaroTCs
natrepia MIITH B nenom. Ilo maHHBIM KpyHHBIX MOP(OJOTMYECKUX PETUCTPOB B CTpaHaX
BanmagHoit EBponbl pacmpoctpanenHocts MIIT'H Bapeupyer ot 4 % mo 11,3% [19, 20], B
Mekcuke — 3,6% [21], B ABcrpanuu u Hosoit 3emananu — 0,8% [22], B IOxnoit Kopee — 5-8%
[27], a B CHIA cocraBsier 7-10%, npudem B OOJIBIIMHCTBE CIIy4aeB CTpagacT Oeoe HaceIeHHe
[18]. HanpoTus, B ctpanax Bocrounoit EBpomnbl, Adpuku u Asuu pacnpocrpanenHocts MITTH
0 HEKOTOPBIM JaHHbIM gocturaet 30%, 4To CBSA3BIBAIOT C OOJBIICH PacnpOCTPAHEHHOCTHIO
uHQEKIMA, Mpexae Bcero, BupycHbix remarutoB B u C [23]. B Poccuiickoit momyJsiuu mo
JAHHBIM HEJaBHET0 KIMHHUKO-MOP(OIOTHYECKOro MccienoBaHus pacnpoctpaneHHocts MIITH
cocraBuna 8,6% [5].

JlaHHBIE TIO pAaCHPOCTPAHEHHOCTHM OTAEIBHBIX IMATOreHeTHYecKuX BapuaHtoB MIII'H
OTpaHUYEHBI, KaK NPAaBWIO, OJHOLIEHTPOBBIMU UCCIENOBaHUAMU. Tak, M0 pe3yJibTaTaM OJIHOIO
ucciefoBaHUs — Hambojlee  4acTo  BCTpedaromuMmcs — BapuaHtoM  sBisercss  MK/UI-
onocpenoBanHbli MIII'H — 84%, xommuiemenT-onocpenosannelii MIII'H peructpupoBaiu B
8,6% cnyuaeB, a UI-neratuHbiii C3-neratuBHbiii MIITH — y 6,6% GonbHbIX [25]. Cxoxue
JAaHHBIE TPOJEMOHCTpHPOBaHbBl M B Poccuiickoii momyssimuu G6onpHbix ¢ MITTH: UK/UT -
onocpenoBanHbli MIII'H — 75%, xommuiement-onocpenosannslii MIII'H perucrpupoBaiu B
12,2 % cnyvaeB, a WUIl-neratuBueii u C3-neratuBHbiii MIITH — y 12,8% OGonbHbiX [5].
[Mprmuunamu  popmupoBanuss narrepua MIIIH nHambosee uacto ObBUTH ayTOMMMYHHBIC
3aboseBanus, WHQEKIUKM, remMatojorudeckue 3adoneBanus [5, 25]. C4-I'TI sBusercst kpaiiHe
pPEIKUM BapUaHTOM IMOpPAaXEHHUs IOYEK, 4acTOTa BCTPEYAEMOCTH OJIMHAKOBA y MYXKYUH H
xenmmH [9, 10]. Jons wmamomatuueckoro MIITH B Hacrosiiiee BpeMsi COKpaTWiach IO
CPaBHEHUIO C JAHHBIMM NPOLUIBIX JET, Ojarofaps HOBOW KiacCUPUKAMU U TOAXO0JaM K
JMarHOCTHUKE 3TOTO COCTOsIHUS. B HacTosiiiee Bpems cpeau HepoJIOTOB CYyIIECTBYET KOHCEHCYC
B OTHOIIICHUHU nepBHYHOTO (nauonarudeckoro) MI'-no3utusnoro MIITH I Tuna (pexe III Tuna),

JAUAarHo3 KOTOpOro MOXKET OBITH YCTaHOBJICH TOJIBKO ITIOCJI€ UCKIIFOUYCHUA BTOPUYHBIX IIPUYMH.

1.4 Oco0eHHOCTHM KOJAMPOBAHHUA 3200JIeBAHMA WJIM  COCTOSAHUA  (Tpymnbl

3a00JeBAHMIT WM CcOCTOSIHMII) 1m0 MeRKIVHAPOAHON CTATHCTHYECKON KJjaccupuranuu

00J1e3HeH M Mpo0JieM, CBA3AHHLIX CO 3I0POBLEM

MIIT'H — 310 MOp(OoJOTHUECKUil MaTTepH, KIMHUYECKUE MPOSIBICHUS KOTOPOTO MOTYT

OBITh TpE/ACTaBICHbl B paMKax J000ro TIIIOMepYIsIpHOro cuHapoma (cM. paszen 1.5) u k
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(hOopMHUPOBAHHIO KOTOPOTO B TMOYEYHOW TKAHH NMPHUBOJAT PA3TUIHBIEC MO STHOJIOTHUH MPOLECCHI,
NpUHAIekKAIMEe K pa3sHbiM Ho3osorusiM (cMm. pazaen 1.2). KomupoBanme MIIIH Briarouaer
CUHJIPOMAJIBHBIN  ypoBeHb ([Tmomepymnsipuble  OOJie3HH - N 00-07) c¢ yrouHcHHeM
MOP(OIOTUYECKOTO THIA JJIsl MepBUYHOTO (Mauomnarudeckoro) Bapuanta MIII'H (noapyOpuku

.5, .6, .8) u pyopuxy N 08* mus Bropuunoro MIITH ¢ mompyOpukoii, cOOTBETCTBYIOMIEH

MEPBUYHOMY 3a00s1eBaHMIO (Tabnuua 4).
Tabmuma 4. OcobeHHOCTH

MEXTyHapoIHOU Kiaccudukammu 6ome3nei 10.

KOOUpOBaHHUA

MIIT'H cormacHo  pyOpuduKkanum

Tpex3nauyHas pyOpuka

UYetbIpex3HayHas NopyOpuKa

NOO Ocrtprrit HeppHUTHUECKHIA CHHIPOM
NO1 BbricTponporpeccupyromimii
HeppuUTHYECKHIT CHHAPOM

NO2 PemmnuBupyromias U ycroiuuBas
remMarypus

NO3 Xponuueckuil HePpUTHUECKHUI
CHUHIPOM

NO04 Hedporuueckuit cuHIpom

NO5 Hedpurnueckuit CHUHAPOM
HEYTOYHECHHBIN

NO6 WM3onupoBaHHasi NPOTEHHYpHUS C
YTOYHEHHBIM MOP(OJIOTHIECKIM MOPAKEHUEM

NO7 HacnencrBennas Hedponarus, He

KJ1acCU(pUIIMPOBAHHAS B APYTHX pyOpUKax

N.5 Huddy3nbrii

ME3aHTMOKANWUISIPHBIA  TIIOMepyJaoHedpur
(MeMOpaHO3HO-TIPONTH(EPATHBHBIN
rnmomepyjioneppur 1 u 3 TumoB wunm 0Oe3

JAPYTUX YKa3aHUiA)

N.6 bBonesur 1mroTtHoro ocagka**
(MeMOpaHo3HO-TIpoNU(epaTUBHBII
rIIoMepyJIOHePUT THII 2)

N.8 Hpyrue U3MEHEHHUS

(mposrepaTuBHBIA TIIOMEpyJIOHEPpUT Oe3

JIPYTUX yKa3aHUi)

NO8* I'momepyisipHBIC TIOpAXKESHUS TIPH
007e3HMX, KIaCCH(OUIIMPOBAHHBIX B APYTHX

pyOpuKax

NO08.0* I'momepynsipHble NOpaKEHUS

npu  UHQEKUMOHHBIX U Tapa3uTapHbIX
00Je3HAX, KIacCU(DUIMPOBAHHBIX B JIPYTUX

pyOpuKax

NO8.1* I'momepyJisipHbIe OO0JIC3HU TPHU

HOBOO6paBOBaHI/IHX

NO08.2* I'momepynsipHble HOpaXKEHUS

npu  OOJIE3HAX  KPOBM U HUMMYHHBIX

HapyIIEHUIX
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NO08.5* I'momepysipabie OONE3HU MPU

CHCTEMHBIX OOJIE3HIX COCI[HHHTGHBHOﬁ TKaHHU

N08.8* TI'momepynspHbIE TMOpaXKCHUSI
MpU APYTUX OOJE3HSIX, KIIacCU(PHUIIMPOBAHHBIX

B JIPyTHUX pyOpHKax

*- B MKB-10 ucnonb3yercs kak (GaxkyJIbTaTHBHBIA KO, TO €CTh JOTOJHUTCIILHBIA KO B

CHUCTEME JBOWHOTO KOIWPOBAaHUS, KOTOPHIH COIACPKUT WH(POPMAIMIO O IPOSIBICHUA OCHOBHOMN
reHepaJIM30BaHHON 00JIe3HY B OT/ICILHOM OpTaHe MM 00JIacTH TeJia

**- COOTBETCTBYET COBPEMEHHOMY TEPMHHY «OOJIe3Hb IUIOTHBIX Jerno3uToBy» (dense deposit
disease)

MIIT'H mosxet manudectuposats B Buae OIIII ¢ nocnenyroumm dpopmupoBanuem XbIT
WIM W3HA4YaJIbHO MPOTEKaTb B BHAE XPOHMYECKOTO BapuaHTa MOpakeHus moyek. Js
o0o3nauenus craauu OIIII cnenyer ucnonb3oBath koAbl pyopuku N17 (cM. pekoMeHIamu no
OIIIT [228]). dnst o6o3nauenus cranauu XbI1 cnexyet ucnonb3oBaTh Kobl pyopuku N18 (cm.

pexomennarumu mo XbIT [208]).

1.5 Kaaccngukanus 3200/1eBAHHS] MJIM _COCTOSIHHS (F])Vl'll'lbl 3200J1eBAHHIT WJIH

COCTOSTHHUH)

[MaTorenernueckas wmaccudukammss MIITH (puc.3), koTopas 6a3upyercs Ha TaHHBIX

UMMYHOMOp (ostornieckoro aHanusa HepoOuonTaTa, B HACTOSIIEE BpeMsi CUUTAETCSl HanOoJiee
ONTUMAJIBHOMU, MOCKOJIBKY MO3BOJISIET MPEANPUHITH HEOOXOIUMbIE KIMHUYECKHUE UCCIIEIOBAHUS
B OTHOIIEHMHM 3THOoJornyeckoro (axkropa MIIIH u onpenenuts crnenuduyueckyro TaKTHKY
teparnui [1, 2, 4-6]. Beiaenstor Tpu ummyHoMop donornueckux narrepHa MITTH:

-UI'-no3uTnBHBIN nrr) - OIIOCPEI0OBaH MMMYHHBIMU KOMIUTIeKcamu/
MMMYHOTJIO0 Y TUHAMU;

- UT'-neratuBueiii C3-nosutusubiii (MIC3 %) win UI'-neratusnbiii C4-nosurusueiii (U™
C4™)- onocpenoBaH KOMIUIEMEHTOM;

-UI'-neratuBHBI  KoMIuieMeHnT-HeratuBueli (MI7CY) — dopmupyercss B pesyibrare
penapaTuBHOM (ha3bl FIHIOTENHATBLHOTO MOBPEXKICHUS.

Ucnons3yemas panee knaccudukamuss MIITH no tpem tumam I, Il u HI (tabn. 5),
0a3upyromascs Ha JIOKaJIU3alMu JETO3UTOB NMPHU YJIbTPACTPYKTYPHOM aHallu3e, MOXKET ObITh
IpUMEHEHa B KayecTBE JIONOJHHUTENIbHON Ha 3aKIIOYUTEIBHOM 3Tarne MOpPQOIOrHYECKOro

aHanusa. [ maBHOe orpannuenue «crapoi» kinaccupukanuun MIITH 3akntodaercss B OTCYTCTBHU
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cnenupuIHOCTH OTiIOXKeHnH neno3utoB MK wmnm ¢pakumii komIuieMeHTa 1Mo OTHOIICHHIO K
STHOJIOTHYECKOMY (PaKTOPY, B CBSI3H C YEM HEKOTOPBIC aBTOPHI MPHUIAIOT € JIUIIb HCTOPHYECKOE
3HaueHHe. Tak, y maumeHToB ¢ pasiaugHou stmonorverd MIIIH MoryT BBISBIATBCS pasHbIE
yIBTPaCTpyKTypHbIe THITHI [18].

Tabnumas. «Mcropuueckasy» knaccuduxarus MITT'H

Tun Jlokanuzanys 1eno3uToB
I B ME3aHTUHU U B Cy0IHIOTENHAIHLHOM IPOCTPAHCTBE
| «0OONe3Hp IUIOTHBIX JIETIO3UTOB» - TPOTSDKEHHBIE JIEHTOBHIHBIE [EMO3UTHI BIIOIb

0azanpHOI MEeMOpaHbI KITyOOUKOB, KaHATBIICB M Karcylibl boymeHa

1l B ME3aHTHHU U B CYOIHIOTETNAIHFHOM MPOCTPAHCTBE U CYOIMUTETHAIIEHO

- moarun «Strife and Anders» (memo3uThl PacIpOCTPAHSIOTCS CyOIHIOTETHAIBHO,
cyOsmurenuansHo 1 ckBo3b [ BM, paspymas ee)

- moxrun «Burkholder» (cyGamurenuansHple U Cy0IHIOTENHAILHBIE IEMO3HUTH)

[Ipumeuanus: 'BM — rmomepynspHas 6a3anbHas MeMOpaHa.

Pucynox 3. Ilatorenernueckas kinaccudpuxamus MIIITH n naroreHeTnyeckuii moaxona K

muddepeHInanbHOM AMarHOCTHKE.

\

CeoomrecHDe MatrepH «membpaHonponudepaTUsHbIN
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x &
zE e pa . o o WL
z 8 . S MIIH Tun MMrH MMIH Tun MIrH OrtcyTtcraue UK
o g '—’{ MIMIH tmn [uan 11 uan il 1 1uau il
€8 /R ™n mn 1l NoATBEPKAEHO
g =
a3 m———
PenapatusHas dasa
» — R s < 1 ‘
[MoucK BTOpUYHOMN 3HAOTENINA/IbHOTO
| ‘ | 3 ‘ \ 614 | | card | | casnn
" npupoapl UK/Ul il ] | ]} M nospexaeHua
. ! Y ! l
g = g ~ - ~ :
s é - A \ [/ \:ifl TpomBoTHYECKan \
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g z “ Vderunn YTV aKTUBALMM CUCTEMbI aKTUBALIMM CUCTEMbI AHTHGOCOOMHAHBIA CHHAPOM
S o IOHOK/IOHa/IbHaA rammanaTua He¢panamﬂ, accoumnpoBaHHan
§ g é I'IpM WCENIOYEHUN BTODMHHOH KOmIAChEa (MyTaLl“" KgMnneMeHTa (Myrau“" chancnﬂamauMei KOCTHOTO
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[Ipumeuanusi: BIIJ — 60sie3Hb TIOTHBIX Aeno3UTOB; ['YC — reMOJIMTHKO-YPEeMUYeCKHMA
cunpom; I'H — rmomepynonedpur; UI' — ummynornoOynuns; UK — mMMyHHBIE KOMILTEKCHI,
MIITH - wmem6OpanonponudepatuBueiii  rnoMmepynonedpur;, TTII — TpomboTHYecKas

TPOMOOIMTOTICHUYECKasl My pITypa.
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1.6 Kaunnueckasi KapTHuHa 3200J1eBaHUs MJIM_COCTOSIHUA (rpynmnsl 3200J1eBaHMI

HJIM COCTOSIHMH)

Knnnnueckas npezenranust MIII'H HecnenuguyuHa u MOKeT ObITh MpeicTaBiIeHa JT00bIM
TJIOMEPYJSIPHBIM HEPPUTUYECKUM CHHIAPOMOM (ocTpbiM Hedpuruyeckum cunapomom (OHC),
OBICTPOTPOTPECCUPYFOTIIAM HEe(QPUTHIECKUM CUHIPOMOM (BITHC), XPOHUYECKUM
Hedputnyeckum cuaapomom (XHC), nzonupoBaHHBIM MOYEBBIM CHHIPOMOM), B COYETAHHH C
nedpotuueckum curapomom (HC) mwiu 6e3 Takosoro [8, 91, 156].

Hedpuruueckuii CcHHAPOM —  KIMHUYECKOE OTOOpak€HHE  BOCHAJIUTENBHO-
9KCCYAATUBHOTO IMPOIIecca, JIOKATU3YIOLIErocs B KIIyOOUKaxX MOYKH U MPOSIBISIONIETOCS TaKUMU
CUMITOMaMH, Kak reMaTypus (Makpo- U MHUKPO-), IPOTEUHYpHUS, UWIMHAPYPHUS, CHIDKEHUE
CKO®, nepudepruueckue oTekd, runepTeH3usi, oaurypus. OcTpolii HeppUTHYECKHIT CHHAPOM
(OHC) xapakrepusyercs ocTpbiM (1-5 1nHei) MosBI€eHHMEM yKa3aHHBIX CUMITOMOB Y MpeXk/e
310pOBOT0O 4enoBeKa. OTEKH, TMNEPTEH3Us U OJNUTypus cBsi3aHbl co cHwkeHneM CK® u
3aJIep>KKOI HATPUsI B OpraHW3Me BCIIEJICTBHE YBEIUUEHHs €ro peadbcopOuun B MpOKCUMAIBHBIX
kaHanblax. B ocHoBe cHmkeHuss CK® nexur ymeHblleHUEe (UIBTPALMOHHON MOBEPXHOCTH
Kalmuuisipa BCIIEACTBUE TMIIEPKIETOYHOCTH KIYyOOYKa M TUIEPCOKPATUMOCTH ME3aHTHOIUTOB.
l'unepkneroyHocTh  KiIyOouka  oOycioBieHa mposudepanyeil  pe3uACHTHBIX  KIIETOK
(ME3aHTHOIIMTOB U YHIOTEIUOLUTOB), a TAK)KE MHPMWIbTpALUEeH KITyOoUuKa MPHUIUIBIMU U3 KPOBU
HelTpoduiaMu, MOHOIIUTAMH, JIUM(POIUTAMH, KOTOPBIE CKAIUTUBAIOTCS B MECTaX JIOKATU3AIUU
MMMYHHBIX KOMIUIEKCOB U aKTHBAllUM CHUCTEMbI KOMIUIEMEHTa. BTopeiM (hakTopom CHMKEHUsS
(GUIBTPAIMOHHON TDIOMAIN KaWILISPOB SIBISIETCS TUIIEPCOKPATHMOCTDh ME3aHIHAIBHBIX KIETOK
Moja JCHCTBHEM MEAMATOPOB BOCHAJUTENIBHOIO TMOBPEXKIEHUS TioMmepysl (cBOOOIHBIE
OKHUCJICHHBIE paJuKaibl, JeHkoTpueHsl W T.A.). [Ipu cokpallleHMM Me3aHTHalbHBIX KJIETOK
MIPOMCXOJNUT 3aKpbITHE (CHABJICHWE) TMEeTeNb KamWwUIApoB KiIyOouka, YTO MPUBOJAMUT K
YMEHBIICHUIO QHIBTPAMOHHOM MOoBepXHOCTH U cHIbKeHnio CK® [146].

[Ton ObIcTpOmporpeccMpyrOiuM He@pUTHYECKHM CHHAPOMOM TOHUMAIOT OCTpOE
Hayajlo MaroJIorMyeckoro mponecca (1-2 Hex.) ¢ MOSBIEHUS BCEX OCHOBHBIX ITOYEYHBIX
CUMNTOMOB (reMaTypus, NPOTEUHYpHS, IWIUHAPYpUS, apTepHaabHas TUIEPTEH3Us, OTEKH),
xapakrepusytomeecs nporpeccupyrommmM nagaeHuem CK® (mpubnusurensHo 2-3 MiI/MUH/CYT
win 6oiiee), UTO 00yCIOBIUBACT OJUTYPHUIO U HapacTaHue a3oTeMuu. B Tedenue 1-2 mec. 6e3
jaedyeHuss GoOpMHpYyeTCs TEepMHHAJIbHAs I[IOYE€YHAs HEJOCTaTOYHOCTh, Tpedyromas Hayaia
3aMeCTUTEeNbHOM mouedyHoil Tepamuu. B ocHoBe dopmupoBanus BIIHC nexar arpeccuBHble

(I)OpMLI TIIOMCPYJIIAPHOTO  BOCIHAJICHUA, XapPAKTCPU3YHOIIUCCH BBICOKOM KOHHCHTpaHHeﬁ
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NPOBOCTIATUTEIBHBIX UTOKHHOB, HATMYMEM IMPOTEOTUTUIECCKUX (DEPMEHTOB, MPOIYIUPYEMBIX
NPUILIBIMA W3 KpOBU HeWTpodumamu. B pesynbrare B 4acTH KIIyOOYKOB BO3HHKAE€T HEKPO3
neTens KanmwiisapoB U Gopmupyercss (HOKaTbHO-HEKPOTUIUPYIOMUN TI0MEpyJIoHEPHT.
Hanuune Hekpo3a CTEHKHM Kanuuisipa MpeapacroiaraeT K ero pa3pbiBy, B pe3yjibTare KOTOPOTO
B MoueBoe mpocTtpaHcTBO Karcyinbl Lllymnsnckoro-boymena ycrpemmsrorcss makpodaru, T-
AUMQOIMTHI, TPOBOCHIATIUTENbHBIE IUTOKUHBI, TIa3MaTUYECKUe MPOTEeUHbl ((GUOpUH, TKaHEBOM
dbaktop w gp.). Kierkm mapuerampHoro scTka Karcyabl  [IlymnsiHckoro-bBoymena
nponudepupoBaTh U NPOIYLUpOBaTh KoiuiareH | Tuma. B pe3ynbTaTe B NpOCBETE KallCyJIb
(dbopmupyercs cHavalia KJIETOYHas, 3aTeM KJIeTOYyHO-(GUOpO3Has, a Ha 3aBepUIAIOIIEeM 3Tarie
pa3BUTHA MATOJIOTHUECKOro TMpolecca — ¢GUOpo3HO-KiIeToyHass U (UOpO3HAs CTPYKTYPBL
[IponudepatuBHas kieTouHo-GpuOpo3Has Macca, 3amoJIHAS YacTh MPOCTPAHCTBA KAaICYJIbI,
npuobperaer  Qopmy monynyHus — (KCTpakanwsipHas — nponudeparwst).  [lomymyHus
CHABIMBAIOT TETIU KAaMWUISIPOB KIyOOuka, yMEHbIIAs IUIOMAAb (UIbBTpAIMid, MOITOMY B
KJIMHUYECKOM KapTUHE HMEIT MECTO CHMITOMBI nporpeccupyromero cHwkeHuss CKO
(omurypusi ¥ HapacTaHuWe a30TEeMHH) B COYETAaHUM C KIACCUUYECKUMHU HeQPUTHUECKUMHU
cUMIOTOMaMu (TeMatypus, ITHHAPYpUs, npoTenHypus) [147-150].

XpoHuyeckuii  He()pUTHYECKHMII  CHHAPOM  XapakTepU3yeTcs  IEePCUCTEHIUEH
HE(PPUTHUYECKUX CUMIITOMOB Ha MPOTSKEHUU 00Jiee TPEX MECSALEB U MOCTETICHHBIM CHUKEHHUEM
CK®, kak npaBwio, B TeueHHe Heckoybkux JjeT. B ocHoBe XHC nexut BsuioTekyiiee,
TOPIHUIHOE BOCHAIUTENIBHOE MOpaxeHue Ki1y0oukoB. Iloag HM301MPOBAHHBIM MO4YeBBIM
CHHAPOMOM TIOHUMAIOT HAIMYUE W TIEPCUCTEHINS M3MEHEHUI B O0IIEeM aHaIM3e MOYH B BHIE
NPOTEHHYPUH W/WIW TEeMaTypuH W/WIH UWIMHAPYPUA TPH OTCYTCTBUH apTEpPHAIBHON
runepTeHsuu, orekoB U cHukeHuss CK®. MIITH penko nposisisiercst B Buge UMC, B ocHOBHOM
B J1e0I0TE MaTOJOTMYECKOTO MPOIECcCa B CIIy4Yae ero TOPNUAHOTO TEUEHHUS .

Hegporuyecknii CMHAPOM XapaKTEPU3yEeTCS HAIWUYHMEM BBIPAKEHHOW IPOTEHHYPUU
(6omee 3,5 r/cyTkn), runoansOymunemueii (meree 30 /1), KOMIIEHCATOPHOM TUTIEPIUTTHIEMHCH,
a TaKke MepudepuyecKUMH U TOJOCTHBIMH OTEKaMH, BBIPQKEHHOCTh KOTOPBIX MOKET
JIOCTUTATh BBICOKOW CTENEeHH (BIUIOTH 0 aHacapkw). Pa3Burme HEPpOTHUECKOTO CHHAPOMA
00yCIIOBJIEHO HapyIIEHHEM IeIOCTHOCTU TJIOMEpYJIsipHOro Oapbepa M YTpaThl MOJOIMTAMU
BTOPUYHBIX HOKKOBBIX OTpPOCTKOB. B ciydyae MIII'H npuuunoi noBpexaenus I'bM sBisiercs
nenosummsa UK w/mnm ppakumii koMIiemMeHTa cyO03HI0TeNUaNbHO, HHTPaMEeMOPaHO3HO /WU
cyOsmutenuanbHo. OpuuM w3 BapuantoB MIIIH, nHaunbosiee 4acTo COMPOBOXKAAIOIIUMCS
dopmupoBanniem HC, saBmgercs C3-ITI (BIIJ). B pesynbrare uHTpamMeMOpaHO3HOM

akkymyJisimui C3  pakiuu KOMIUIEMEHTAa M 3HAYUTEIBHOTO MOBpPEXIEHHUs CTpyKTypbl ['BM
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CBSI3b MOJOLKUTOB C HEW HApyIIaeTCsl, BTOPHUYHBIC HOXKKOBBIC OTPOCTKH OoTXOoasT oT ['BM [48,
151-153], utro obycnoBnuBaet pazsutue HC.

HecmoTpst Ha mnartoreHerndeckyro u Mopdosorundeckyo rereporeHHocts MIITH
KJIMHUYECKAas TIPE3EHTAllMsl CO CTOPOHBI MOYEK HJIEHTUYHA. Y TOJOBUHBI OOJBHBIX B aHAMHE3€
OTMEUalOTCs YKa3aHUs Ha HEJaBHO (10 OJHOW HENeNH) MEePEHECEHHYI0 HH(EKIINI0 BEpXHUX
IbIXaTeNbHbIX MMyTell. B psne cioydaeB BbIABISETCS  KIMHWYECKUH  (EeHOMEH —
cUH(apUHTUTHYECKAs MaKpoTeMaTypHs, 4YTO 3acTaBisieT NPOBOAWUTH AU(QepeHInanabHbIN
nuarao3 ¢ IgA-nedponatueii. Cpeny KIMHAYECKUX CHMIITOMOB TPEBATUPYIOT: apTepUabHas
TUIEepTeH3Us], KOTopas B 1edroTe otMevaercs Oosee, yeM y 30% MalueHTOB, HO CO BPEMEHEM
pa3BUBaeTCs MPAKTUUECKH Y BCeX OONBHBIX, MHOTJA MpHOOpeTas 3J0KaueCTBEHHOE TEUCHUE;
Makpo- U Mukporematrypus (mpaktuuecku y 100%); Bbicokas mpoTeuHypus (HedpoTHyeckas);
nporpeccupymoliee CHWXKeHue ckopocTu kKiayOoukoBoit ¢uubrpamuu (CK®). Bemymmit
KJIMHUYECKUH cuHApoM B nebrote 3aboneBanus B 20 — 30% cnyuaeB mpencrasieH OHC wnu
BITHC. B mnepBoMm ciiydae BO3HHMKaeT HEOOXOAMMOCTb IU(QepeHInanbHON JTHarHOCTHKH C
OCTPBIM TOCTCTPENTOKOKKOBBIM TiioMepyinoHedputom, Tem Oonee yto B 20 — 40% ciydaes
MIIT'H oxa3bIBaeTCsi BBICOKMM THUTpP aHTUCTpENTONM3MHA-O, BO BTOPOM Cilydae IpPOBOIAT
muddepeHImanbHy0 IHarHoctuky c¢ aHtu-I'bM  neppurom, AHIIA-acconumpoBaHHBIMU
BaCKyJIUTAaMH U TPOMOOTHUECKUMHU MUKpoaHruomatusiMu. ¥ 40 — 70% mamueHToB ¢ caMoTo
Hayaja pa3BUBACTCS HEPPOTHUECKUIA CUHAPOM (€CIH €ro HeT, TO y OOJIBIIMHCTBA OOJBHBIX OH
nosiBisiercss nosxe), B 10 — 20% cinydaeB oTMmeuaeTcs peLUAMBHpYIOLIas MaKporeMaTypust
(vame cundapunruTryeckas). Ognako y 20 — 30% OO0NBHBIX ymaeTcsl 3aperucTpUpoBaTh (Kak
NpaBUWIO, CIy4ailHO) TOJIBKO M3MEHEHHS B OOIIEM aHalW3e MOYM B BHUAE COYCTAHUS
MIPOTEUHYPUU C MUKpOreMaTypuel W HWIMHApYpUeH (M30JIMPOBAHHBIM MOUYEBOW CHHAPOM). Y
Bcex mammentoB ¢ OHC, BIIHC u B 50% ciy4aeB mpu Apyrux BapuaHTaX KIUHUYECKOU
npe3eHTtanuu orMmevaetcs: cHmxkenne CK® (mpu BITHC — mporpeccupytoliee) U BBISBISIOTCS
MHOTOOOpa3Hble  HapylleHUs TyOyJspHbIX (yHKUMI  (CHM)KEHME  KOHIIEHTPAllMOHHOM
CHOCOOHOCTH MOYEK, AMUHOAIU Y PHsI, TTIFOKO3YpHUsl, TUIIEPKATUEMHUSI U JP.).

B xinununueckoit kaptune WI-weratmBHoro C3-meratmBHoro MIII'H, kak npasuio, B
ne0I0Te MPEBATUPYIOT KIMHUKO-Ta00paTOpHbIE CUMIITOMBI OCHOBHOTO 3a0osieBanus (Tabi. 1) B
COYCTAaHMHM C OCTPBIM TOBpPEXKIECHHEM TMoYek, dame Bcero, B ¢opme BIIHC. Toapko mo
UCTEUEHUH OCTPOTO MEPHOJa, MPUCOCAUHSIIOTCS BBICOKAsI MPOTEUHYPHUS, MUKPOTEMaTypusl WU
dbopmupyercs HehPOTHUECKUN CUHAPOM.

Knuanueckast auarnoctuka BIIJ| oOnerwaercs, ecii MOMHUMO MOYEUYHBIX CHHIPOMOB,

BBIABIISIIOTCA 4CCOLUMPOBAHHBIC COCTOSAHUSA B BUIC HpHO6pCTCHHOfI YaCTUYHOMH J'II/IHOI[I/ICTpO(I)I/II/I
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W/WIU MaKyJISpHOW MucTpoduu ceTyaTku riasza. [IpmauHON pa3BUTHS MaKyJISApHON AUCTPOGUH
SIBJIETCS] OTJIOKEHHE JPy3 B MeMOpaHe bpyxa ceTuaTku B 30HEe MakyJibl (KEITOTO TsaTHA) [28,
29]. Ha ocHOBaHUM CXOXeH YJIbTPACTPYKTYPHOH MPE3CHTAIUMK JPYy3 B CETYATKE U JICTIO3UTOB B
rJIoMepyJiax BBICKAa3bIBACTCS MPEANONOKEHHE 00 00IIeM MaToreHe3e JAaHHBIX M3MEHEHUM Mpu
BIT/I, cBsi3aHHOM € TUCPETYJSIIMCH aTbTEPHATHBHOIO MyTH akTHBaimu Komiwiementa [30-32].
Taxxe apy3sl B ceryarke MOTyT ObITh W y maiueHToB ¢ C3-rmomepynonedputom [33].
[Ipuo6perennass yactuuHas junoguctpodus (cunapom bappakepa-CuMoHCa WIH CHHIPOM
Jlanaurana-KoO0OepauHra)  xapakTepu3yeTcss YacTUYHOM  yTpaTod  MOJKOKHO-KHPOBOM
KJIETYATKH BEpXHEH MOJOBHUHBI TeJa, KaK MOJIaraiT, B CBsI3U ¢ 3ddeKTaMu pa3peryaupoBaHHOTO
aIbTEPHATUBHOTO Iy TH aKTHBAI[MM KOMIUIEMEHTA Ha YPOBHE KMPOBO# TKaHU [34].

Knunnueckas npesentammss C4-I'T1 ananornuna takoBoit npu C3-I'Tl 3a uckinroueHuem
camwkenus: C3-dpakuuu B ceiBopoTke KpoBu — mpu C4-I'TI MokeT perucTpupoBaThCs CHIKEHUE
C4 o¢paxumu [9, 10]. eHeTHyeckue aHOMAIHMM, HPUCYIIHME MAIMEHTAM C TUCPEryJsiHeit

AJIBTCPHATUBHOI'O IIYTH dKTUBAIIlUU KOMIIJIEMCHTA, IIPU C4-TT1 OTCYTCTBYIOT.

2. lMarHocTHKA 3a00JIeBAaHUS WM COCTOSIHUA (TPYNIbI 3200/1eBAaHHH TN
COCTOSIHU), MeMIIMHCKHE MMOKA3AHUS U MIPOTHUBONOKA3aHUS K IPUMEHEHHU IO

ME€TOJ0B THUATHOCTHKH

IHoaxonsl k xuarnocruke MIII'H. B xnunnyeckoi npakruke quarsocruka MIIIH, kak
1 IF000T0 PYroro BapuaHTa riioMepyioHeQpuTa, BKITFOYACT CISAyONINE YTAIIbL:

1. Dman cunopomanvHoll OuazHocmuku TOJPA3yMEBAECT YCTAaHOBJIEHUE XapaKTepa
MOPaXCHHUSI MOYECK B paMKaxX TJIIOMEPYJISPHOTO CHHIPOMA, a TaKXkKe CHHApOMa JUCHYHKIUU
novyek — OII wiu XBII. JlnarHocTka TIIOMEPYISIPHOTO CHHIPOMa BKJIFOYAET aHAIU3 Kanoo,
aHamMHe3a, JIa0opaTOpHBIX JaHHBIX. [logpoOHOE omnucaHue TIOMEPYISIPHBIX CHHAPOMOB
npeAcTaBiaeHo B pazaene 1.6., rae 0ObsICHEH MEXaHU3M TIOSIBJICHUSI T€X WM WHBIX CUMIITOMOB
mpu KakaoM cuHapome. [ToCKOIbKY NHAarHOCTHKA TMOYEYHBIX CHHIPOMOB SBIISIETCS OOIINM
BOIIPOCOM HE(POJIOTHH, 3/1€Ch MBI IPUBOJIUM KPUTEPUU TIOMEPYIIPHBIX CUHIPOMOB, KOTOPhIE
MoryT ObITh y mammenta ¢ MIITH (tabnumna 6), 1 B COOTBETCTBYIOMIMX IMOJpa3ienax B BHUIE
TE3UCOB-PEKOMEHAIMI CPOPMYIHPOBAHBl HEKOTOPHIE OCOOCHHOCTH aHAIM3a CUMITOMOB, Ha
KOTOpbI€ MPAKTUKYIOIIUM BpadaMm-Hedpomoram ciemayeT obOpaTuth BHMManue. llonxoapl K
nuarHoctuke OIIII u XBII neranbHo nmpeacTaBiaeHbl B COOTBETCTBYIOIIMX pekoMeHaauusax [208,
228].

2. Oman knunuueckoul oughghepenyuanbHoll OUAZHOCMUKU NEPBUUHBIX U 6MOPUUHBIX

eéapuanmoe MIII'H. B cBsi3u ¢ TeM, uto 60mabmuHcTBO ciyyaeB MIIT'H mpencrasnstor coboit
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BTOPUYHBIE BAPUAHTHI MOPAKEHHUS] MOYEK MO OTHOLIEHHIO K MEPBUYHOMY MATOJOTHYECKOMY
nporeccy (cMm. pazzen 1.2), atot sran nuarHoctuku MIITH siBnsieTcst kpaifHe BaXKHBIM IS
YCTAHOBJIEHUS] OKOHYATEIbHOIO JWarHo3a M BKJIIOYAET aHAJIW3 KOMIUIEKCa CHMIITOMOB,
XapaKkTepU3YIOLMX MEPBUYHBIN MaTosioruueckuil mpouecc. Heobxoaumo noayepkHyTh, 4TO B
KJIIMHUYECKOW MaHudecTaimu BTopuuHbix BapuantoB MIII'H, kak npaBuio, nuaupyeT novyeyHas
CUMITOMATHKa, a MaTOJOTHYECKUE MpOoLecChl, MpuBeamne k popmupoBanuto narrepHa MIII'H
(MOHOKJIOHAJIbHAs FaMManaTHs, COJUAHbBIE OMyXOJIM, XPOHUUECKUE MHPEKLIUU U MPOY.), MOTYT
NPOTEKaTh CYOKIMHUYECKH, B CBSI3M C YEM C LEJBI0 MX BEPUPHKAILMH TOJKHBI IPUMEHSATHCS
pa3InYHbIE TUarHOCTUYECKHE CKPUHUHTOBBIE TECTBHI.

3. Mopgonocuueckan oOuaznocmuxka - TIpelCTaBieHa B mnoapasznene «MHbie
JUAarHOCTUYECKUE ucciaenoBanus». Ilockonpky Apyrue MeToipl NMAarHOCTUKU HE IO3BOJISIOT
BeIsIBUTH nattepH MIIT'H, mopdonorndeckas Bepudukanus sBisieTcs o0s3aTelIbHbIM, HO He
IIEPBBIM U HE €AMHCTBEHHBIM ATAllOM JAMArHOCTUKHU M, KaK IPABUIIO, BBIIIOJIHAETCS MapaJIEIbHO

C 3TarnoM KJIMHUYEcKO# auddepenmanbHoi TMarHoCTUKU NepBUYHOTO U BTopruuHOoro MIIT'H.

4. Jluacnocmuka na 3mane mopgonocuvecku eepugpuyuposannozo MIITH.
HekoTopsie AOTOTHUTENBHBIE TUATHOCTHYECKUE MEPOTIPHUATHS MOTYT OBITh BBITIOJIHEHBI TIOCIE
TOT0, KOTJ[a TOT WJIM MHOM nmaroreHeruueckuit Bapuant MIIT'H ycranoBien Mophonornyecku.

B cBasu ¢ sranHocThiO0 quarHoctukd MIII'H, npuHATOM B KIMHMYECKOW INIPaKTHKE, B
nonpaszzaenax «KamoOe», «DuszukanbHOE UccaenoBaHue», «JlaboparopHble TUATHOCTHYECKHE
uccienoBanus»,  «VHCTpyMEHTaIbHBIE  JIMATHOCTMYECKUE  MCCIEIOBAHUSA»  BBIJCICHBI

COOTBCTCTBYIOLIUC ITYHKTHI.

e V mamueHtoB ¢ nojxo3penneM Ha MIII'H Mbl pekoMeHIyeM HauMHATh AUATHOCTHKY C
YTOUHEHUs] BapuaHTa MOpPaXEHHsS IOYEK B paMKaX IJIOMEPYJSPHBIX CHHAPOMOB U
xapakrepa auchynkuuu modek (OINIl wmu XBII) ¢ menbio CBOEBPEMEHHOTO Hadana
COOTBETCTBYIOIINX JHATHOCTHUECKUX W JiedueOHbIx mepompustuii [149, 150, 158, 160,
208, 228].

YpoBenb yOenurenbHocTH  pekoMeHaauuid C  (YypoBeHb  J10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

KommenTapuu: Ycmanosnenue Koukpemnozco eiomepyiasiproz2o cunopoma npu MIITH
A618emcs  OCHOBHLIM ~MOMEHMOM nepsuynou ouacrocmuku. Hegpumuueckuii cunopom
xapakmepusyemcsa ocmpoim (OHC), noodocmpvim (BIIHC) u xponuueckum (XHC, HUMC)

eapuammamu meyverHusl 6 3asucumocmu om azpecCusHocmu 60ocnajiumeilbHoco npoyecca 6

31



knyboukax. Kpamxocpounwvii  noueunwiti  npoewos y nayuenmos ¢ BIIHC «kpatine
neonazonpuamuolii, ¢ omauuue om OHC wmu XHC [149, 150, 158, 160]. Heppomuueckuii
CUHOPOM MOJcem ObiMb OCLONCHEH PA3BUNIUEM 8EHO3HBIX U aApmepudivbHblx mpomooszos [164],
uHexyuu, 0enIK0BO-dHEP2eMUUecKol HedoCmamouHocmoio, npepenanvuoim OIIIl na @pone
eunosoaemuu [165]. B smoii cea3u ma nepsom smane OuacHocmuke Heo0OXOOUMO MOYHO
YCMAHOBUMb  XApAKMep NOPANXCeHUsi NoYeK HA CUHOPOMANbHOM YPOG8He U  HAYambo
coomeemcmsyrowjue ieuebHvle U nPoPUIAKMUYECKUE MEPONPUSMUSL.

Knuanyeckne CcyOBEeKTHBHBIE CUMOTOMBI (KanmoObl) W J1abOpaTOpHBIE CHUMIITOMBI,
KoTopele MoryT umerb Mecto npu MIIIH, cooTBeTcTBEeHHO TITIOMEPYISAPHBIM CHHAPOMAaM

NpeICTaBJICHBI B TAOIHIIE 6.

Tabnuna 6. Knuauueckue mnposiBnenuss MIII'H B cooTBeTCTBUHM ¢ TIOMEpPYISPHBIMU

CHUHJIPOMaMH.
CumnToMmsl OHC BITHC XHC NUMC HC
Cy0beKTHBHBIE CHMIITOMBI (aJ100b1)
Maxkporematypus, B TOM 4Yucie | + + + - -
CHUH(papUHTUTHAS
ApTrepuanbHasi TUIIEPTEH3US + + + - -
Onurypus, anypus + + - - -
[Mepudepuyeckue oTexn + + + - ++
[TonocTtHbIE OTEKH +/- +/- - - ++
Cumnromsl ypeMun +/- +/- - - -

JlaGopaTopHble CUMIITOMBI

N3menenus B 0011IEM aHAITA3E MOYH

JIOMEPYJISIpHAs TeMaTypHst + + + + -
HWIUHAPYPUS + + + + +
IPUTPOLUTAPHBIC MUINHIPBI + + + +/- -
[Iporennypust + + + + ++
CyrouHas nporeunypus >3,5 1 - - - - +

Onenka GyHKIIUH TTOYEK

Cumxenne CKO + + + - -

Temmsbl cumxkenus CK® go TITH 1-2 1-2 TOJBI

HCOCIHN MecAa
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[Ipumeuanns: BITHC — OvicTpomnporpeccupyronmii Heppurideckuii cuaapom, MMC — n3onupoBaHHBIN
MoueBoii cunnpom, HC — neppotnueckuii cuanpom, OHC — octpelii Hepputndeckuit cuaapom, CKD — ckopoctsb
k1yooukoBor unbtparum, TIIH — TepMmuHambHas MoYeyHass HeIOCTarouHOoCTh, XHC — XpOHMYECKHIA

He)pUTHYECKHII CHHIPOM.

2.1 7Kaj00LI 1 aHAMHeE3

2.1.1. Tan CUHAPOMAJILHOW THATHOCTHKH

e VY mamueHToB ¢ nogo3penuemM Ha MIII'H mMbl pekomeHayem npoBOIUTE COOP aHAMHE3A U
XKao0 B OTHOILIEHUH U3MEHEHUs 00bema quypesa JUisl BBIIBICHUS OJUTYPUU (CyTOYHOE
KouuecTBO Mo4yu MeHee 400 M) Wi aHypuH (CyTOUHOE KoJindecTBOo Mouu meHee 100
M) ¢ 1enbio cBoeBpeMeHHo# quarHoctuku Ol u ynyuiieHus moyeyHoro mporHosa u
npoTHO3a sxu3HK [229-231].

YpoBeHb  yOenquTeIbHOCTH  pexoMeHgammii B (ypoBenp  gocTOBepHOCTH

10Ka3aTeILCTB — 2)

Kommentapun: Cumnmom oaueo/anypuu, 6visgleHue Komopozco OOCMYNHO Npu
paccnpoce nayuenma, saensemca uzeecmuvim mapkepom OIIIl u accoyuupoean ¢ npocHO30M
acusnu  [229-231]. Hamuyue OIIIl npu MIIITH moocem ykasvieamvs Ha msoicenoe

socnajumeilbHoe nopasicenue Kﬂy6011K06 6 pamkax EHHC, unio C6A3AHO C NJIOXUM NPOCHO30M 6

omuowenuu Gyukyuu novex [149, 150, 158, 160].

e Y nauuenToB ¢ nogo3penueM Ha MIII'H mbl pexomenayeM npoBoauTh cOOp aHaMHE3a U
*aJlo0 B OTHOLIEHMM CHUMIOTOMOB TIHIEpruapaTanuu (OJbIIIKA, CUCTEMHBIE OTEKH,
apTepuaibHas TUIEPTEH3HUs) JIJI1 CBOEBPEMEHHOTO Hayaia COOTBETCTBYIOIIMX J€4EOHBIX
MEPOTNPUATHI U MTPETyIPEKICHHS KU3HEYTPOKAIOIINX 0CTI0KHeHHH [228].

YpoBenb  yOeauteabHocTH  pexoMenaanuii C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

e VYV mamMeHTOB C TJIOMEPYJSIPHBIM CHHAPOMOM H miogo3penuemM Ha MIIIH wMbl
pEeKOMEeHAyeM NPOBOAWTH cOOp aHamMHe3a M Kajo0 B OTHOLIEHHH CUMIITOMOB yPEMHH
(KOKHBIH 3yJl, OTCYTCTBUE amIleTUTa, TOIIHOTA, PBOTA, MbIIIEUHas Ci1ab0CTh, CHIDKEHUE
naMsITH, YTOMJISIEMOCTb W TMpPOY.) Ui CBOEBPEMEHHOIO Haudajia COOTBETCTBYIOIIUX
JIe4eOHBIX MEPOTIPHUATHI U TIPEAYIPEKIACHUS KU3HEYTPOKaroIux cocrosiauii [208, 228].
YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  10CTOBEPHOCTH

0Ka3aTeJIbCTB — D)
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e V¥ manmentoB ¢ nogo3penuem Ha MIII'H MbI pekomMeHyeM npoBoauTh cOOp aHAMHE3a U
XKaj00 B OTHOIICHUH ATH30JI0B MAaKpPOTEeMAaTypUH M €€ CBSI3U ¢ MH(EKIUSIMHU BEPXHHX
JbIXaTeNbHbIX NyTeH (CHH(pApUHTUTHYECKass TreMaTypusi) C LEIbl0 YCTAaHOBIICHHUS
NIEPBUYHOTO MATOJOTHYECKOTO Tporiecca [232, 233, 234].

YpoBenb  yOeautesbHOocTH  pekoMenHaauuid C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

Kommenrapun: Cungapuneumuveckas zemamypusi AGNAEMCS GANCHbIM KIUHUYECKUM
CUMNIMOMOM, YKA3bIEAIOWUM HA CE3b XPOHUUECKOU UHDeKyul, T0KATU308AHHOL, KAK NPASUNO, 8
BEPXHUX ObIXAMENbHBIX NYMAX, C UMMYHOKOMNIEKCHbIM nopadjcenuem 2nomepyi. Yacmoii
NPUYUHOU UHPDEKYUOHHO-ONOCPEOOBAHHO20 2NOMEPYIOHEePPUMA, 8 MOM YUCTe 8 8UOe NaMMepPHA
MIITH, senrsemcs cmpenmoxokk epynnel A [234]. Hexomopwvie aémopwr cuumarom, umo
aHmMuU2eHbl CMpenmoKOKKa AGNAIOMCA UHMPALIOMEPYIAPHLIMU MPU22epamu 01 OUCpe2yIAYUl
cucmemvl KOMNIeMeHma u QopmMuposanus KomniemeHm-onocpedosannoco MIIIH [232, 233,
235].

2.1.2. JDran kIMHAYECKOH IU(PepeHIHATBLHON TMATHOCTUKH NMePBUYHOIO M BTOPHUYHOIO
MIIT'H

e V¥ mammenros ¢ nogo3penuem Ha MIII'H Mb1 pexomenayem npu cbope xanod 1 aHamHe3a
YTOYHATH  OOIIME  CHUMOTOMBI, OTpaXalollMe JIOKAJBHBIA  WIM  CHUCTEMHBIN
BOCHAJIUTENBHBIN IpoliecC (JIUMXOpaaKa, MNOTIMBOCTb, HEMOTHMBHUPOBAHHOE CHIKEHUE
Macchl Tela, CIad0CTh U MPOY.) C LENbI0 ero CBoeBpeMeHHoM auarHocTuku [106, 236-
241].

YpoBens  yOeaureabHocTH  pexkoMengamuii C  (YypoBeHb  JOCTOBEPHOCTH

A0KA3aTeIbCTB — 5)

e VY manmenToB ¢ nmogo3penrneM Ha MIII'H mb1 pekomenayem npu coope xanob 1 aHamHe3a
YTOYHATh HAJIWYKWE CHUMIITOMOB, XapaKTePU3YIONIMX BOBJICUEHHE JPYTUX OPTaHOB
(cycTaBHOU CHHAPOM, KOXHbBIE€ BBICHIMIAHHSA, CUMITOMBI MOPAKEHUs Mepudepnueckoi
HEPBHOMW CHCTEMBI, CepAlIa, JIETKUX U T.1.), C UEJIbIO THarHOCTUKN CUCTEMHOTO TMpoIiecca,
KOTOPBIH MOKET OBITH MPUUKMHOM BTOpHUUHOTO passutus MIITH [106, 236-241].
YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YypoBeHb  JI0CTOBEPHOCTH

JA0Ka3aTeJILCTB — D)

e VY mammeHTtoB ¢ nogo3penuem Ha MIITH MbI pekoMenayem mpu coope xanobd u aHamHe3a

YTOUHATH HAJIUYUC CHUMIITOMOB BCHO3HOTO WIHN apTCPHUAIIBHOTO TpOM603a C IICJIBIO
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JMArHOCTHKH CHHIPOMAa TUIEPBA3KOCTH B paMKax JMM(GOTPOIudepaTHBHOTO MpoIecca,
KOTOPBIN MOKET OBITh IPUUMHOM pa3BuTusi Bropuanoro MIITH [237].
YpoBenb  yOenurteabHocTH  pexkomenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

e VY manmenToB ¢ nmogo3penneM Ha MIII'H mb1 pekomenayem npu coope xanob 1 aHamHe3a
YTOUHATh HAJIMYUE TAaKUX COOBITHUH, KaK BEHO3HbIE WM apTepuaibHble TPOMOO3HI,
NPUBBIYHOE HEBbIHAIIMBAaHWE OEPEMEHHOCTH U JIp. C LENbl0  JTUAarHOCTHKHU
aHTU(HOCHOTUNHUIHOTO CHHIPOMA, KOTOPBIM MOXKET OBbITh mpuunHOM pazsutus MIITH
[242].

YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

2.2 duzukaabHoe 00cae10BaHNe

2.2.1. OTan cMHAPOMAJILHOM INATHOCTHKH

e VYV MaumMeHTOB ¢ TJIOMEPYJSIPHBIM CHHAPOMOM H mofgo3penuemM Ha MIIIH Mol
PEKOMEHIyeM €XeIHEBHO OLICHWBATh BOJIHBIN OanaHC (00BEM BBIMUTON >KUIKOCTH U
CYTOUYHBIM JIMype3, BEC, LEHTPAJbHOE BEHO3HOE [aBJIEHHUE) JMJIsI CBOEBPEMEHHOIO
BBISIBJICHUSI TUNEPruApataiui (CKpBITBIX OTEKOB) U TPOBEACHHUS MEPONPUATHI 10
KOPPEKIIMK BOJIHOTO cTaTyca [228].

YpoBenb  yOenureabHocTH  pexkoMmenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

e VYV ManMeHTOB ¢ TJIOMEPYJSIPHBIM CHHAPOMOM H miogo3pennemM Ha MIIIH Mol
PEKOMEHTYEeM TPOBOJAUTH KOHTPOIb A/l 711 CBOEBPEMEHHOTO BBISIBIICHUS apTEPUATBHON
TUTIEPTCH3UH, €€ aJeKBAaTHOW  KOPPEKIMH W YIAYYIICHUS MPOTHO3a IOYEYHOTO
3aboneBanus [253].

YpoBenb y0enuTeNbHOCTHM  peKOMeHIanuid A  (YpPOBeHb JI0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 1)
2.2.2. Jran KIMHUYecKOW aupPepeHHANbHON JHATHOCTUKH TNEPBUYHOIO H

sTopuynoro MIII'H

e V¥ mamuenTtoB ¢ nogo3penueM Ha MIII'H mbl pekoMeHyeM BBINONHATH (PU3MKATBHBIH
OCMOTp, HAIpPABJICHHBIM HAa BBIABICHUE CHMIITOMOB IOPaXEHUS APYTUMX OpPraHOB M

cucteM (OCMOTpP KOXHBIX TOKPOBOB, CYyCTaBOB, cepima, nerkux, JKKT, meuenu,
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CEJIC3CHKU W TPOY.), JUIS BBUIBICHHS CHMIITOMOB IMEPBUYHOTO 3a0O0JIEBaHMS, KOTOPOE
MOeT OBbITh MPUYMHOM pa3BuThs BropruuHoro MIIT'H [106, 236-242].
YpoBenb  yoOenuteqbHOcTH — pexkoMenaanuii  C  (YpoBeHb  [IOCTOBEPHOCTH

A0KA3aTeIbCTB — 5)

e VY mammentoB ¢ nogo3penneM Ha MIII'H n cumnromamu nopaxeHus: HEpBHOW CUCTEMBI
MBI PEKOMEH/IyeM Ha3Hauy€HHE KOHCYJbTALMU Bpada-HEBPOJIOra ISl BBIIOJHEHUS
HEBPOJIOTUYECKOTO  OOBEKTUBHOTO  OCMOTpPA,  BEpU(PHUKALUH  HEBPOJIOTHUYECKOTO
CHHPOMA, OIIEHKH €T0 BRIPAKCHHOCTH M Ha3HaueHus ieueHus [237, 241-244].

YpoBenb yOenurenbHocTH  pekoMenHaaumii C  (YypoBeHb  JI0CTOBEPHOCTH

JA0KAa3aTeJILCTB — D)

KommenTapum: /Ipu Hexomopuvlx cucmemHbiX namoa02UtecKux npoyecco8 MexaHusmol,
gogneuennvle 6  pazeumue MIIIH  (xponuueckas — anmucenemus,  aymoanmumend,
MoHoKAoHabHbIL T, 8acKyium meakux cocyoos), Mo2ym npueooums K n08peHcOeHuUio HepeHoU
cucmemvl, Hanpumep, 8 uoe nepugepuyeckol NOaUHeupoOnamuu, MOHOHEEPUMOS, 8ACKYIUMA
cocy0o8 201061020 moszea [237, 241, 244]. CeoespemeHnoe 6bvisgleHUe NOPANCEHUS HEPBHOL
cucmemvl 8 pamkax eounozo ¢ MIII'H namonoeuuecko2o npoyecca modxcem umems 3Ha4eHUue 8
onpeoenenuu makmuxu eederus [237].

2.2.3. JlnarHocTika Ha 3Tane mopgoaornyecku sepuunuposannoro MIITH.

o [lammenram c¢ WI-C3+ (koMmiuemeHT-onocpenoBaHHbM) BapuantoM MIITH  wmbl
PEKOMEHAYEM TMPOBOAUTH MPHULEIbHBIA (PU3MKAIBHBIH OCMOTP IOJKOKHO-)KUPOBOU
KJIETYATKH C [IEJIBIO BISBICHUS IIPHOOPETEHHOM YacTHYHOM Jumnoguctpodun [34].
YpoBenb  yOenurteabHocTH  pexkomenaanmuii C  (ypoBeHb  J0CTOBEPHOCTH
10Ka3aTeJIbCTB — 4)

KommenTapum: [lospescoarouee  6o30eticmsue, céi3aHHoe ¢ oucpezyrayuel
anIbMepHAMUBHO20 Nymu KOMNIAEMEHmMA, Modxcem Oblmb peanu308aHO He MOJIbKO 8 NOYeYHOU
napewxume, HO U 8 OpYeUX MKAHAX U OpP2AHAX, HANPUMED, 6 IHCUPOBOU MKAHU 8 6uUoe
npuobpemennoti  wacmuynou  aunooucmpoguu. Cpeou  nayuewmos8 ¢ YACMUYHOU
aunooucmpogueti 'y 83-90% npoyenmos umeem mecmo cHudicenue yposua C3  gpaxyuu
KoMnieMeHma 6 cbleopomke Kposu 8 couemanuu ¢ Hanuyuem C3-Heghpumuucexozo ¢axmopa
[34]. YV 20-35% maxux nayuenmog 6 paznuunvie CpOKU Om MOMEHMA OUASHO3A TUNOOUCPO puu
pazsusaemcs C3-I'Tl, npedcmasnennas mopgonocunweckum nammeprwom MIIIH. B smoii cés3u
8blsglleHue NpUoOpemeHHOU Yacmuunol aunooucmpoguu y nayuenmos ¢ bBIIJ[ moocem

KOCBEHHO yKasbléanib HaA nepeulmblﬁ MeEXAHU3M Oucpeeyﬂ;muu ajlemepHanmuerHoco nymu
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akmusayuu Komniemenmd, ceszauHvli ¢ oopasosanuem C3-neppumuyeckoco gaxmopa [34,

95].

e [lammentram c¢ WI-C3+ (koMmiuiemeHT-omocpeaoBaHHbIM) Bapuantom MIITH  Mbl
pEeKOMEeHAyeM Ha3HayaTh KOHCYJBTAlMI0 Bpada-oQTanbMoiora ¢ LENbI0 MPOBEICHUs
0(TaIEMOJIOTMYECKOTO OCMOTPA U BBISBICHHUS MaKy IsipHOi quctpodun [33].

YpoBenb yOenurenbHocTH  pekoMeHaanuid C  (YypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4)

Kommenrtapuu: [lpu nepeuunou namonocuu aibmepHaAmueHO20 NYMu KOMNIEMEHmMA
noepesicoairouee gozoeticmeue C3-Heppumuucexoeo Gakmopa 4acmo He 02paHUHUBAemcs
MOJILKO NOYeHHOU MKaHbI0. B pempocnekmuenom ucciedo8anuy KoMniemMeHm-0nocpedo8anHbix
ciyyaee MIITH y noumu 40% nayuenmos Obvliu 8blAGleHbl NPUSHAKU KOMAIJLIEMEHM-
0N0CPed0B8aAHHO20 NOPAdCEHUSI OP2aAHA 3peHus 6 gude makyisapHot oucmpoguu [33]. [lpuuem 6
NnoNoBUHe clyuaes umeno mecmo Hapyuienue 3penus. — Ogmanvmonocuueckutl o0cmMomp
nayuenmos c¢ MUl -necamuenvin C3-nosumusnveiv MIIIH u @viaenenue cneyugpuueckozo
nopasicenuss cemuamrku Mo2ym KOCBEHHO YKA3bléamb HA NePEUUHbBIL BAPUAHM OUCDe2YAYUU
anbmepHamueHo2o nymu xKomniemenma (gpopmuposanue C3-neghpumuueckozco gaxkmopa) u

cnocobcmeosams npoguiakmuke HapyuweHus QYHKYuU opeana 3peHus y maxux 001bHbIX.

2.3 JIaGopaTopHbIE TMATHOCTHYECKHE HCCIeT0BAHNS

2.3.1. OTan CMHAPOMAJILHOM THATHOCTUKH

e MpbI peKOMEHAYEeM BBITIONHATh OOMIMA (KIMHMYECKHI) aHAIIN3 MOYM BCEM TAIMEHTaM C
nojxo3perrieM Ha MIITH u TakuMHu NMOYEYHBIMUA CUMITOMAaMH, KaK CUCTEMHBIE OTEKH
W/WIIKM BIIEpBblE TMAarHOCTHPOBAaHHAs apTepUalibHAs THIEPTEH3UsS WU/WINA OJIUTYpUS IS
BBISIBIICHHS TJIOMEPYJIIPHOTO cuHapoma [166, 167].

YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YpoBeHb  JI0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — D)

¢ Bcem nanuenram ¢ nonospenueM Ha MIII'H mbl pekoOMeHyeM BBITIOJHATH ONPENCICHUE

KoJIM4yecTBa OelKa B CYTOHHOﬁ MOY€ C LCJIbIO JUAIHOCTUKU ITIOMEPYIJIAPHOIO CUMHAPOMA

[259].
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YpoBeHb  y0eauTeIbHOCTH pekoMeHganmii B (YypoBeHb  J10CTOBEPHOCTH
A0KA3aTEIbCTB — 2)

Kommenrapun: /[na oyenxku npomeunypuu npu nooo3peHuu Ha 2A0MEPYIAPHYIO
namonoculo  0ObIYHO — UCNONL3VIOM  COOMHOUleHUue  anbOYMUH/KpeamuHun Uiy
Oenoxk/Kpeamunun 6 obpasyax mMoyu, 0OHAKO, NOCIeOHUe OAHHbIEe 2080PSAM O NIOXOM
COOMBEMCMBUU  MEHCOY IMUMU COOMHOUEHUSAMU U CYMOUHOU npomeunypuei [249].
Coomnowenus  anvOymun/Kkpeamunur U 0OelOK/KpeamuHun NnoJie3Hbl 6 obweitl
KAUHUYEeCKOU Npakmuke, HO OHU HEOOCMAMOYHO MOUYHbI, KO20a HeoOXO00UMO NPUHAMb
peuleHuss 0 NpuUMeHeHUuU NPenapamos BblCOKO20 PUCKA NpU HEOONbUUX UBMEHEHUSX
npomeunypuu [250]. B makux cayuwasx HeoOX00UMO OYeHUsamo CYMOYHYIO

npomeunypuro [249, 251].

e YV mnammeHtoB ¢ mnoxo3peHueM Ha MIII'H ™Mbl pekomeHayeM IPOBOAMTH MOJCYET
TUCMOP(HBIX SPUTPOLUTOB M AKAHTOIIMTOB TPU MHUKPOCKOIMYECKOM HCCIET0BAHUU
0CaJIka MOYH C LIENBIO BBISIBJICHUS HEPPUTHUCEKOTO CHHApOoMa [154].

YpoBenb yOeautenbHOCTH  pekoMeHgammii B (ypoBeHb  [10CTOBEpPHOCTH

0Ka3aTeIbCTB — 2)

Kommentapun: /lucmopgnvle spumpoyumsl xapaxmepuzyiomes pasiudtoi gopmou u
HEPOBHOU NOBEPXHOCMbIO, YMO 00YCN061eH0 OecmpyKyuel Yumockenema KIiemKku npu ee
NPOXOHCOEHUU UYepe3 2NOMePYIAPHbINL Quibmp U KaHaubyvl noyku. lemamypus ¢ 6blCOKUM
codepaicanuem oucmoppuvix spumpoyumos (>80%) aensemcsa enomepynsapuou. I emamypuro
MOJHCHO cuumams «He2nomepyuaprouy, ecau 80% spumpoyumos cocmosm u3 u30MopoHsIX
Knemok. [na oyenku mopghonocuu dpumpoyumos 6 o0cadke MOUU OONHCHA NPUMEHIMbCS
Gaszoeo-konmpacmuas mukpockonus. Ilpu smom uccredosanuu 00CmamoyHoO BblCOK YPOBeHb
cybvekmususma npu noocdeme OUCMOPHBIX KIemoK. B 3motl ceda3u MOoAHCHO npou3sooums
noocuem axKammoyumos — 3PUmpoyumos, UMeWUx Ha c8oel NO8EPXHOCMU BbINAYUBAHUS 6
guoe Nny3vipbKo8, Ymo 6U3VANbHO BbINOJHUMb NPU MUKPOCKONUU OCAOKA MOYU 3HAYUMETbHO
npouje. B yenom psade uccrnedosanuii 66110 NOKA3AHO, YMO BbIAGIEHUE AKAHMOYUMOE 8 0CAOKe
mouu 6 5% u Oonee A61AemMC  HAOENCHLIM NPUSHAKOM 2NOMEPYIAPHOU  2eMamypuu

yyecmeumenbHocms memooa 73- 0, cheyuguunocms — 98- 0 :
oa 73-100%, 98-100%) [155

e V¥ nanuenroB ¢ OHC u BITHC u nogo3penuem Ha MIII'H MbI pekoMeH1yeM BBINOJIHATD
KOHTPOJIb MOKa3zarenell azoreMuu (HMCCIEAOBAHUE YPOBHA KpeaTMHWHA M MOYEBHHBI B
KpPOBHU) U OCHOBHBIX 3JIEKTPOJIUTOB (HUCCIIEIOBAHUE YPOBHS KalHs U HATPUA B KPOBU), a

TAKXKXC HCCICA0OBAHUC KHCIOTHO-OCHOBHOTO COCTOSAHUA W Ta30B KpPOBU COITIACHO
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pekomenaammsaM 1o OIIIl ¢ nenplo CBOEBpEMEHHOW [HMAarHOCTUKA U KOPPEKLUH
ocioxuenu#t OINIT [228].
YpoBenb  yOenurteabHocTH  pexkomenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

e VYV mauuentoB ¢ XHC, UMC u HC u mnomospennem Ha MIII'H MBI pekoMmenayem
BBITIOJIHATH KOHTPOJIb TIOKa3aTesel a3oTeMuu ((McciaeaoBaHue YpOBHS Kallvis U HATpUsl B
KPOBU) U OCHOBHBIX AJIEKTPOJIUTOB (KaJIMi U HATPUH CHIBOPOTKH), a TAK)KE HCCIEIOBaHHE
KHCJIOTHO-OCHOBHOT'O COCTOSIHMSI M T'a30B KpOBHU corniacHo pekoMmennauusm no XbII c
EJIbI0 CBOEBPEMEHHOM JHarHOCTHKH U KOoppekimu ociaoxuenuii X BIT [208].

YpoBenb yOeautenbHoctH  pexoMeHaamuid  C  (ypoBeHb  10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

e VY manuenTos ¢ nono3penrueM Ha MIII'H mel pekomMennyeM Ipu nepBUYHON JUArHOCTUKE
BBIMOJIHATD MCCIIEJOBAaHUE JIUMUAOTPAMMBbl (aHATW3 KPOBU IO OIICHKE HapyLICHUit
JUMUAHOTO 0OMeHa OMOXMMUYECKHH), YPOBHA adbOyMHHa U 001Iero 6einka B KPOBM JUIs
nuarnoctikd HC 1 cBOeBpeMEeHHO KOPPEKIUH €T0 OCIoKHeHHH [3, 4].

YpoBenb yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

e VYV pamuentoB ¢ HC wu mnonospennem Ha MIIIH MBI pekoMeHIyeM BBINOJHATH
KOaryJorpaMMmy  (OpHEHTHPOBOYHOE  HCCIEJOBAHHE CHUCTEMBl TIeMocTasa)  JUIs
JMArHOCTHKH HAPYIICHUH KOAryJISIHH, HX CBOEBPEMEHHOW KOPPEKITUH U TIPO(DUITAKTUKH
KHU3HEYTPOKAMOIIHMX OCI0XKHEeHHH [259].

YpoBenb  yOeauTeJbHOCTH  pekoMenaammii B (ypoBeHb  J10CTOBepHOCTH

A0KA3aTEIbCTB — 2)

Kommenrapun: HC, npu xomopom ¢ MouOU mepAoOmca u3 Niamvl maxue
anmuxoa2ynsiyuonuvie axkmopol xax awmumpomoun I, npomeun S, nnazmunocen u op.,
accoyuupoean ¢ euneproazynayueti U PUCKOM BO3HUKHOBEHUS BEHO3ZHBIX U APMEPUATbHLIX
mpom60o306  [254-256], 6 mom uucie maxKux JHCUZHEYSPOAUCAIOWUX  COObLIMUL,  KAK
MpoMO0IMOONUS Ie2OUHOU apmepuu U mpomOo3bl Yyepeopaivhvix cocyoos [257, 258, 259]. B
amotu cea3u nayuenmam ¢ HC onpedenenue koazynoepammol s611emcs 0013amenbHbIM.

2.3.2. Jran KINHWYECKOW au(p@epeHIHATIbHON IHMATHOCTUKH NEPBUYHOIO U

sropuynoro MIII'H
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V¥ nmanuentos ¢ nogo3penreM Ha MIII'H MBI pekoMeH1yeM BBINOJIHAT CEPOIOTMYECKUI
ckpunuHT Ha rematut C (onpenesneHue antuten kK Bupycy renarura C (Hepatitis C virus)
B KpoBH), renatut B (ompenenenue antureHa (HbsAg) Bupyca rematura B (Hepatitis B
virus) B kpoBu), BUY-undexuuto (ucciemoBanue ypoBHs anturen kiaccoB M, G (IgM,
IgG) x Bupycy ummynonedurmra ueinoBeka BUY-1/2 u anturena p24 (Human
immunodeficiency virus HIV 1/2 + Agp24) B kpoBH) AJi1 TUATHOCTHKH 3TUX COCTOSHUH,
KOTOPBIE MOTYT OBITh aCCOMMPOBAHbI ¢ pa3ButhHeMm BTOopuunoro MIITH [82, 236, 260,
261].

YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YypoBeHb  JI0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — D)

Y nanmenToB ¢ nogo3penreM Ha MIIT'H 1 monoKATENbHBIM CEPOIOTHYECKUM TECTOM Ha
rematut C/ rematutr B/ BUY-undeximo Mbpl peKkOMeHIyeM Ha3HadyaTh KOHCYJIBTAIUIO
Bpaya-uHMEKIMOHKUCTA TSI OmpenesieHns obbeMa aanbHeiiero oodcnemnoBanus [236,
260, 261].

YpoBenb yOeautenbHocTH  pexoMenaamuii C  (ypoBeHb  J10CTOBEPHOCTH

0Ka3aTeJIbCTB — D)

VYV mnaumentoB ¢ monpo3peHneM Ha MIIIH MBI pexoMeHIyeM BBIMOIHATH OOLIHIA
(KMMHUYECKUI) aHaIU3 KPOBU Pa3BEPHYTHIM Ul BBIIBICHUS JIEMKOLUTO3a (CO CABUIOM
(GopMynBl BIEBO) M HCCIEIOBAaHUE CKOPOCTH OCEHAHHUS SPUTPOLUTOB KAaK MapKepoB
BOCHAJIUTEIBHOIO MPOLECCA, KOTOPBIM MOXKET OBbITh NMPUYMHON Pa3BUTUS BTOPUYHOTO
MIITH [262].

YpoBenb  yOenuTelbHOCTH pexoMeHaaumii B (ypoBeHb  JgocTOBEepHOCTH

A0KA3aTeIbCTB — 3)

VYV naunuentoB ¢ noxo3penneMm Ha MIII'H Mbl pekomMeHayeM BBINOJHITH UCCIEAOBAHKE
ypoBHA C-peakTUBHOro OelKka B CBIBOPOTKE KPOBU Ui JUArHOCTUKHU TEKYILETro
BOCHAJIUTEIBHOTO Mpolecca (MHPEKIUOHHOTO WM ayTOMMMYHHOTO), KOTOPBIH MOXET
OBITH IPUYUHON pa3BuTHs BropuuHoro MIIT'H [263, 264].

YpoBenb yOenurtenbHOCTHM  pexkoMeHaamuid B (ypoBeHb  /10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 2)

Y nmnanuentoB ¢ mnoxo3peHueM Ha MIIIH, cumnromamu oOmero BocHaleHHUS,
MOBBIIIEHUEM MapKepOB BOCHAJICHUS B KPOBH (JIeHKOIUTO3, C-peakTUBHBIN 0EI0K) MBI

PCKOMCHAYCEM BBIIIOJIHATL HCCICAOBAHNUC YPOBHA IIPOKAJIBIIUTOHHMHA B KpPOBU JJIA
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cBOeBpeMeHHON auddepeHmanbHoi JUaTHOCTHKH COCTOSTHUH, KOTOpPBIE MOTYT OBITh

accouuupoBaHbl C¢ pa3BuTHeM BropuuHoro MIII'H - OakrepuanbHOro cerncuca u

ayTOMMMYHHOT'O CHCTEMHOT'O BOCIAIMTEILHOTO Tipoliecca [264, 265, 266, 267].

YpoBeHb  y0eauTelbHOCTH  peKkoMeHAamuii A  (YpoBeHb  J0CTOBEPHOCTH

A0Ka3aTeIbCTB — 1)

Kommenrapun: Kakx cucmemnas 6GakmepuanbHas uH@ekyus, max U CUCTMeMHbIU
AYMOUMMYHHbIL  NpoYecc Mo2ym npueooums K gopmuposanuto emopuuvoeo MIIITH u
MaHugecmuposams ¢ 00WUX CUMNMOMO8 B0CNANEHUS, KIUHUYECKUX U J1aO0pamopHblX.
Csoespemennasn oughpepenyuanvras OuaeHOCMUKA MUX COCMOSAHULL BAJCHA 6 OMHOWEHUU
MaKmMuKu 8e0eHUs — HA3HAYeHUs UMMYHOCYRPECCUBHOL U aHmubakxmepuaivbHot mepanuu. B
Hekomopwix MA noxasano, umo 6 ciyuae 6AaKmMepuaIbHO20 Cencuca NPOKAILYUMOHUH ABIAEMCsL

bonee cneyupuunvim maprepom [266, 267].

e VYV manueHtoB ¢ noxo3penueM Ha MIII'H mbl pekomeHayeM BBINIONHATH ONPENCIECHUE
aHTUCTpeNnToan3uHa-O B CBIBOPOTKE KPOBU JJIs BBISIBICHUS TEKYILIEH WIN NIEPEHECEHHOU
B HEJAaBHEM MPOIJIOM CTPENTOKOKKOBOW WH(EKIIUU, KOTOpas MOXKET OBITh MPUYUHOU
pazsutus Bropuanoro MIIT'H [268].
YpoBenb yOeautenbHOCTH  pekoMeHgammii B (ypoBeHb  [10CTOBEpPHOCTH

J0KA3aTeJbCTB — 3)

e VY manueHToB ¢ nojxo3penreM Ha MIII'H MBI pekoMeHIyeM BBIIOJIHATH OINPEICICHUE
YpOBHs aHTHHYKJIeapHOTO (hakTtopa Ha HEpP-2 kimerouyHoil nuHumM (HempsiMasi peaxius
UMMYHO]ITIOOPECICHIINA) B KPOBU JIS JHATHOCTUKA ayTOMMMYHHOTO 3a00JIeBaHuS,
KOTOPOE MOXeET ObITh MpUIMHOW pa3suTus BTopraHoro MIITH [269, 270].

YpoBeHb  y0eaUTEJHHOCTH  peKoMeHIamuWii A  (YpOBeHb JOCTOBEPHOCTH

A0Ka3aTeabCTB — 1)

Kommenrapun:  Onpedenenue  anmunykieapnozco — gaxkmopa 011 CKpUHUHSA
pesmamudeckux 3a0601e6anull  A61Aemcs  30J10MbIM  CIMAHOAPMOM, a Memoo Henpsamou
ummyHoguroopecyenyuu  —  pegepencuvimM. Ha  nacmoswuii  momenm  paspabomanvi
asmomamu3suposanuvie memoowvl onpeoenerus AH® na HEp-2 kremounoti aunuu, komopwie, no
OaHHbIM  HecKonbkKux MA, cywecmeennHo He npegocxoosam No  4y8CMEUMENbHOCMU U
cneyuguunocmu pesynomama pymuntoii mecm [269, 270]. B céasu ¢ mem, umo MIII'H mooscem
ObIMb BMOPUUHBIM NO OMHOWEHUIO K AYMOUMMYHHOMY 3abonesanuto, ckpunune AH® y maxux

nayuermoe Ae6Jjislemcs 0053ameNbHbIM OUACHOCMUYECKUM meponpusimuem.
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V¥ nmanpenTtoB ¢ nogo3penueM Ha MIII'H u noJIoKUTENbHBIM TUTPOM AHTHHYKIIEAPHOTO
(dakTOpa MBI PEKOMEHIyEM BBIIIOJHATH ONpPEACICHUE aHTHUTEeN K aABycrmpanbaoil JJTHK
KOJIMYECTBEHHBIM METOJ0M (ompenenenue conepxanus anturen k JJHK natuBHoi) nis
UCKJTIOUEHHs] CUCTEMHON KpPacHOM BOJYAHKH, KOTOPas MOKET ObITh MPUYMHOW Pa3BUTHS
BOJIYaHOYHOTO HedpuTa B Buzie narrepHa MIITH [275].

YpoBenb yOeauteibHOCTH  pekoMeHaammii B (ypoBeHb  10CTOBEpPHOCTH
J0Ka3aTeJIbCTB — 2)

KommenTtapuu: Anmumena x ogycnupanvrou JTHK a6nsaomcs kiaccuveckum mMapkepom

CKB u c 1982 200a 6éx00sam 6 kpumepuu 3mozo ouazrosa [272]. Hapsoy ¢ opyeumu mapxkepamu,

AHMUHYK1€0COMHbIMU aHmumenamu, anmumeiamu K C]q, anmu-Sm aHmumenamu, anmumeia K

ogycnupanvHou JIHK accoyuupogamvl ¢ akmueHocmvio 8014aHouHo20 Heppuma [272, 273,

274]. Ilo oanunvim 00Ho20 MA anmumena k ogycnupanvrou [JHK kak ouacnocmuveckuii mapxep

CKB ob6naoanu oocmamoynou uyecmeumenvhocmvio (52%) u 6vicoxkou cneyuguunocmoio

(94%),

[275].

CPABHUMOTL C OpyuMU MeHee PACNPOCMPAHEHHbIMU 68 PYMUHHOU NPAKmMuKe mecmamu

VY namuenTtoB ¢ nopo3perreM Ha MIII'H u cycraBHBIM CHHIPOMOM MBI PEKOMEH]yEM
BBITIOJIHATD OTIPECIICHUE CO/AEPIKaHUs PEBMATOMIHOTO (aKTopa B KPOBH, OIpEIEICHUE
COJIEpKAHUS AHTUTENl K LUTPYJJIMHUPOBAHHOMY BUMEHTHHY B KPOBU U OIPE/EICHUE
COJIEpKAHUSI aHTUTEN K LUKIMYECKOMY LUTpyiauHOBoMy nentuay (aHtu-CCP) B xpoBu
JUISl TMarHOCTUKU PEBMATOUIHOTO apTPUTA, KOTOPBIA MOKET OBITH MPUUMHON pa3BUTHSA
BropuuHoro MIIT'H [276-278].

YpoBeHb  y0eauTelbHOCTH  peKoMeHAamuii A  (YpoBeHb  [0CTOBEPHOCTH
A0Ka3aTeabCTB — 1)

KommenTtapuu: /1o danuvim neckonvkux MA eéce mpu mapkepa a6iaiomcs 00CmMamoyHo

uyecCmeumenibHbiMUu U 6blCOKO cneuuqbu%bmu 0151 OUACHOCMUKU peeMamou()Hoeo apmpuma,

KOmopblil Modscem 6blmb accoyuuposan ¢ pazeumuem emopuurnoco MIIIH [3].

VYV nammentoB ¢ nopo3penneM Ha MIII'H mb1 pekomMeHayeM BBINONHATH OMNpEAeICHUE
coliepKaHUsl aHTUTEN K OeTa-2-TJIMKOMPOTEHHY B KPOBU U ONPEIEICHHUE COIEpKAHUS
aHTUTEd K KapAHOJUIMHY B KPOBH C LEJIbI0 CKPUHHUHTA aHTHU(OCHOIUITUIHOTO
CHUHJIpOMA, MPU KOTOPOM IMOPAXKEHHUE MOYEK MOXKET OBITh MPEACTABICHO MAaTTEPHOM
MIITH [279, 280].

YpoBeHb  y0enqMTeIbHOCTH pexoMeHgammii B (ypoBeHp  gocTOBEpHOCTH

0Ka3aTeJIbCTB — 2)
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e VY manmenroB ¢ nogo3pennem Ha MIII'H u cumnromamMu CMCTEMHOTO BacKyJIHTa W/HIH

MOJIOKHUTEIBHBIM THTPOM AHTHHYKJICAPHOTO (aKkTopa W/WINW PEBMATOUIHOTO (akTopa

W/WITA TIOBBITIICHHOTO YPOBHs IJM B KpOBU MBI PEKOMEHyeM BBITIOIHATEH HCCIICIOBAHME

YPOBHS KPUOTJIOOYJIMHOB B KpOBU (HET B HOMEHKJIAType) C COOJIIOJICHUEM

TEMIIEPATypPHOTO peXHMa TPEAHATUTUYECKOTO dTama HWCCIEAOBAaHUS  (XpaHECHHUE

o6uooOpasmna npu Temneparype He Hwke 37C) ¢ 1enbl0 CKPUHUHTA KPUOTIIO0YITUHEMUH,

KOTOpast MOKET OBITh aCCOIMUPOBaHa ¢ pa3ButrueM BropuuHoro MIIT'H [282].

YpoBenb yOenurteabHOCTHM  pexkoMeHaamuid B (ypoBeHb  /10CTOBEPHOCTH

J0Ka3aTeJILCTB — 2)

KommenTapun: Kpuoanobymnvl - UMMYHO2I00YIUHBL, KOMOPblEe NPEeyunumupyom npu
memnepamype Hudice 37C u mocym npusecmu K OKKAHO3UU U 80CNANEHUIO MEIKUX KANUILIAPOS
PA3IUYHBIX OP2aH08, éKmoyas nouku 8 eude nammepua MIIIH [243, 282]. Buioensrom mpu
muna Kpuo2uooymHos coziacio cocmagy HUI. [lpu nepsom mune Kpuo2noOymuHsl coCmosm
MONIbKO U3 MOHOKIOHAIbHO20 HI, npodyyupyemozo KIOHANbHbIMU KilemKamu B-xkiemounotl
JUHUU NPU MOHOKJIOHAIbHBIX 2amMmanamusx. Bmopoii u mpemuii mun Kpuo2nooymuHemuu
AGNAIOMCA  CMEWAHHBIMU.  NPU  8MOPOM — mMune  Kpuo2noOymuHvl — COCMOAM  KAK U3
MoHoknoHanvHozo HI, max u noauxknonanvuwvix HUI, npu mpemvem mune - npeocmasieHvi
MoNbKO noauknoHanvhuimu U, Cmewannas Kpuo2no6yiunemus accoyuuposana ¢ uHgexyuer
(nanpumep, cenamum C) u cucmemuviMu aAYMOUMMYHHbIMU 3A001€6AHUAMU, HANpUMED,
cunopomom Llleepena, CKB [281]. Ilo dannvim 00Ho20 MA 8visénenue Kpuo2nooymunos 8 Kposu
ABIANOCH NPEOUKMOPOM pazeumust aumgpomst npu cunopome Cveepena [283]. Heobxooumocmu
OYEHKU YPOBHS KPUOSLOOYIUHO8 U CIMAHOGPMU3AYUU D020 Memooa npu 2lomMepyioHedpumax,

sxnouas MIII'H, nocesawen cucmemamuyeckuii 0030p [282].

e VY manueHtoB ¢ nogo3penneM Ha MIII'H m mosio)xuTenpHbIM TECTOM Ha ayTOMMMYHHOE
3a00eBaHNE MBI PEKOMEH/IYyeM Ha3HayaThb KOHCYJBTAIMI0 Bpaya-peBMaToOiOTa IS
onpeseneHusl JanbHeimero o0bemMa 00CIIeJOBaHUsI U ONpPENETICHNUs] TAaKTUKU BEJCHUSA
[239, 241].

YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YypoBeHb  JI0CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

e VY mammeHTOB ¢ noao3penueM Ha MIII'H u cumnromMmamMu CUCTEMHOTO BOCHAIIUTEIBHOTO
mpolecca Mbl  PEKOMEHAYEM  BBINOJHATH  JOCTYHHBIE  MHUKpPOOHMOJIOTHYECKHE

HUCCIICAOBaHUA OMOJIOTMYECKUX cpea opranusma Ijisi AUArHOCTHKU 6&KTCpH3J'ILHOI’I nin
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BUPYCHOM MH(DEKIIUH, KOTOPas MOKET ObITh PUYUHOM pa3Butus Bropuaroro MIITH [3,
4,284].
YpoBenb  yOenurteabHocTH  pexkomenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

e VYV mamueHTtoB ¢ nojpo3penneM Ha MIII'H MBI pekoMeHIyeM BBIITOJHATHE CKPUHUHT
MoHOKJOHabHOTO UMIT B 0o0OBEMe cleAyrommMx MCCIEIOBAHUN:  HCCIEA0BAaHUE
MOHOKJIOHAJIbLHOCTH ~MMMYHOIJIOOYJIMHOB B KPOBH METOJOM HMMYHO(HKCAINH,
UCCIIEJOBAaHME  MOHOKJIOHAJbHOCTH  HMMYHOIVIOOYJIMHOB B MOYE€  METOJIOM
UMMYHO(UKcanuu, HCCIIeIOBaHUE MOHOKJIOHATBHOCTH JIETKUX uenemn
UMMYHOTJIOOYJTMHOB B~ MOY€  METOJOM  HUMMYHO(HKCAIUH,  HCCIEIO0BAHUE
MOHOKJIOHAJIbHOCTH JIETKUX LeNed MMMYHOTJIOOYJIWHOB B KPOBU Ui JUArHOCTHKU
MOHOKJIOHAJIBHOM raMMamnaThy, KOTopas MOKeT OBITh MPUYUHON Pa3BUTHUS BTOPUIHOTO
MIITH [285, 286].

YpoBenb  y0eauTeIbHOCTH  pekoMeHAamuii A  (YPOBEeHb  [IOCTOBEPHOCTH

0Ka3aTeJILCTB — 2)

Kommenrapun: Monoknonanvhaa eammanamus, npu Komopou KIoH B-kiemounou
JUHUU  npoOyyupyem MoHOKIOHAnbHbid M unu JIL, ne saensemca pedKou NpuduHol
Gopmuposanus MIITH. Bapuanum enomepyroneppuma, accoyuupo8aHHo2o ¢ MOHOKIOHAIbHbIM
HUI, noayuun  nazeanue  NpoaUPepamusHvlll  loMepyloHedpum € OMIAOAHCEHUEM
moHoknonanvuvix Ul I[lammepn MIII'H cpedu oOannoco namozcenemuyeckozo 6apuanma
enomepynioneppuma  aeiiemca Hauboree uacmuiM. Tax, 6 OOHOM pempocneKmueHOM
uccneooeanuu npuuyunou Ml -nosumuenoco MIIITH 6 6onee uem 40% cayuaee cmana
MOHOKNOHANbHAs eammanamus [99]. 57% cayuaes MIITH Oviu ouacHocmuposanvl 8 pamkax
MI'P3, a y ocmaswuxcsi nayuenmos 6blsA8UlU 3/10KaA4eCmeeHHoe OHKO2eMamono2uieckoe
sabonesanue. Ilpuuumoti  Ooucpezyrayuu  AlbMEPHAMUBHO20  NYMU  KOMHIAEMeHma U
Gdopmuposanuss C3-I'll unu Oenosuyuu monoxkionarvHoco HI 6 nouxe u pazeumus HI-
nosumusnozo MIII'H y nayuenmoe cmapuieti 6o3pacmuoti epynnvi (cmapute 50 nem) Hepeoko
A615emcsi MOHOKAOHANbHAs cammanamus [48, 55-57]. Tak no oanuvim 00HO20 ucciedo8anus,
20e uzyyaau smuonoeuro C3-I'Tl cpedu nayuenmos pazHozo 8o3pacma, OvLIO NOKA3AHO, YMO Y
nayuenmog cmapuie 50 nem 3abonesamue nouex OvbLIO O0NOCPEOOBAHO MOHOKIOHALLHOU
eammanamue 6 87% cuyuyaes npomus 3% 6 6onee monodou epynne [48, 116]. B amotl cesa3u y
nayuenmog ¢ nooospenuem Ha MIIIH neobXo0umo nposooumsv CKpUHUHZ MOHOKIOHALLHOU
eammanamuu  (maoén. 7). Haoo ommemums, umo npu MIIIH, accoyuupoeannom c

MonoknoHanvHuim Ul Hepeoku ciyyau, ko2oa napanpomeur mpyoHo noo00aemcs 8bisAGIEeHUI0 8
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CHIBOPOMEKE KPOBU U/UNU 8 MOUe PYMUHHBIMU MEMOOAMU, YMo Moxcem mpebosams 6biNOIHeHUs
HEO0OHOKpamuwlx nosmopuwix mecmos [59, 103, 119]. Panee 3010muim cmanoapmom 8vla61eHus
napanpomeuHa 8 Kpoeu U 6 Moue CUUMAIU Memoo djekmpoghopesa, KOMOpbviid No360Jisem
sviaeums M-cpaduenm 6 ciyuae npooykyuu MOHOKIOHAAbHo20 M1 6 bonvuiom xkoauwecmee. B
UCCIe006aHUU ¢ KOHMpONeM pepepeHCHbiM MemoooM Obllo NOKA3AHO, YMO Memoo

umMmyHopuxcayuu ooaadaem 60IbUUMU YYECMEUMETbHOCMbIO U cheyuguunocmoio [286].

e VYV mnamuentoB ¢ mnopo3penneM Ha MIII'H MBI pekomeHAyeM BBINOJHATH CKPUHUHT
MoHOKJIOHANTEHOTO UI' B 00BbEMeE ClleIyONIMX UCCIIeIOBAaHUI: ONPEICIICHUE COIepPIKaHMs
CBOOONIHBIX JIETKUX IICTICH Kamma B KPOBU (€CThb B HOMEHKJIATypE), ONpeIelieHHe
COJICp’KaHWsI CBOOOJHBIX JIETKUX Liened JsaMOaa B KPOBH (HET B HOMEHKIIATYpE) HJIS
JTMATHOCTHKH MOHOKJIOHAJIBHOW FaMMaraTuu, KOTOpasi MOKET ObITh IPUYUUHON PA3BUTHS
BropuuHoro MIITH [287, 289].

YpoBeHb  y0eOqMTEIbHOCTH  peKoMeHAamuii A (YpOBeHb  JOCTOBEPHOCTH

10Ka3aTeILCTB — 2)

Kommenrapun: Coenacno MmedHcOyHApoOHbIM — pPEeKOMeHOAyusiMm Nno  OUASHOCMUKe
MOHOKNIOHANILHOU 2AMMANAMUU ONpedeieHue COOepHCAHUs C80000HbIX NIecKUX yenel Kanna u
2AMO0a 8 KpOBU U UX COOmHoweHue asuiemcs: Kpumepuimu ouacnosa [240, 288]. Ceoboonvie
JlecKue yenu 6 Kpoeu AeuAomcs Oojee uy8CmeUmenbHblM MemoooM 6 OMHOUEHUU BbIAEIeHUs.
MOHOKIOHANLHOU  2aMManamuu no cpaguenuro ¢ anekmpoghopeszom kpoeu [287, 289].
Ilpumenenue ummyHoukcayuu  6OeiKo8 Mouu  nOGvbIUAEm  MOYHOCMb  OUACHOCMUKU
MOHOKNOHANbHOU eammanamuu  [290]. B  nacmoswee 6pems npeosoxiceHbl pasiuyHvle
Heeromempuueckue U UMMYHOMYPOOOUMEemMpUYecKue Mmemoovl onpeodeieHuss c80000HbIX

JlecKUux yenei, a maxce ummynogpepmenmuwiti anamu3s [291, 292].

e VYV mnanuentoB ¢ noao3penneM Ha MIII'H u BbIABICHHBIM MOHOKJIOHaNBbHBIM HI' B
CBIBOPOTKE/MOUE MBI PEKOMEHJyeM Ha3HauaTh KOHCYJIBTAIlMIO Bpada-reMaroyiora s
ompeneNieHus JanbHeWImero ooObema o0OCIenoBaHUS B paMKaX MOHOKJIOHAJIbHOM
rammanaruu [3, 25, 58-60, 91, 97, 98, 99, 100, 101, 102, 119].

YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YpoBeHb  JI0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — D)

Kommenrtapun: Cnyvau MIII'H, accoyuuposannvie ¢ MOHOKIOHANbHOU 2amMmanamuet, 8
PAMKAX HO30]102U4eCKOl 2PYynnvl MOHOKIOHANbHBIX 2AMMANAMUL PEHAIbHO20 3HAYEHUS
mpedyom MeHCOUCYUNTUHAPHO2O BeOCHUSI OHKO2EMAMON020M U HeppOoI02oM C Yenblo

ONMUMATLHOU OUACHOCMUKU COCMOSIHUSL U C80e8PeMeHHbIM Hauaniom aevenus [3, 58-60].
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Tabnumna 7. OcHOBHBIE JTaOOpPATOPHBIE U MHCTPYMEHTAIBHBIE TECTHI, HCOOXOAUMBIC IS

JUardHoCTHUKH MOHOKJIOHAJILHOM raMMaIlaTHH.

BoisiBlIeHHE KJIOHA KJIETKH BrisiBjIeHHe MOJIEKYJIbI IaPANPOTEHA
LluTonorus KOCTHOro Mo3ra OnexTpodopes ChIBOPOTKH/ MOUH
['ucronoruueckoe McciaeoBaHUE KOCTHOTO MO3ra NmMmyHO pukcanus u TUIUPOBAHNE
(+ Urx) MOHOKJIOHaNbHOTO WI” CBIBOpOTKH/MOUH
HMMyHO (G eHOTUIIHPOBAHKE KOCTHOTO MO3Ta Ornpenenenre cBOOOMHBIX JIETKHX 1enei Freelite

WIM METOAOM C JOKa3aHHOM COIOCTaBUMOCTBIO B

CBIBOPOTKE
I'ucromornueckoe wucciaeqoBaHue 00Opa30BaHMs/ XKunkoctHass ~ xpomarorpapust H  Bpems-
aumpoy3na/ nopaxennoro oprana (+M1I'X) MIPOJIETHASI MacC-CIHeKTPOMETPHSI

Bmyammupyromue wuccnegoanus (KT, MPT,
[19T-KT)

L[I/ITOI‘CHCTI/I‘ICCKI/IC HCCIICI0BaHUA

[pumeuanus: UI'X — ummyHOTHCTOXMMUYECKOe uccienoanue, UI' — uMMyHornooy v,
KT — xommetotepHas Tomorpadus, MPT — marautHo-pe3oHancHas tomorpadus, [I9T-KT —

NO3UTPOHHO-ODMUCCUOHHAA TOMOTP a(bm{ .

e VY manueHToB ¢ nojpo3perreM Ha MIII'H Mbl pekoMeHIyeM BBINIOIHATH OIpPEACIICHUE
aKTUBHOCTH JIAKTAaTJAETHAPOTEHa3bl B KPOBH, HCCIECIOBAHHE YPOBHS TaNTOINIOOMHA
KpPOBH, MCCIEA0BaHUE YPOBHS TPOMOOIIUTOB B KPOBH, UCCIIEIOBAHUE YPOBHS IIN30LIUTOB
B KPOBHU I JUAarHOCTHKM MHKPOBACKYJSIPHOIO T'€MOJIM3a B paMKaX TPOMOOTHYECKON
MHKPOAHTHOTIATHH, KOTOPast MOXKET OBbITh MPUYMHOMN pa3Butus narrepua MIITH [293].
YpoBenb  yOenurteabHocTH  pexkomenaanmuii C  (ypoBeHb  J0CTOBEPHOCTH
A0KA3aTeIbCTB — 5)

Kommentapuu: Ul -necamusnoui  C3-necamusmnviti  eapuawm  MIIITH  credyem
paccmampueams KaK penapamughyio (pazy 60CHAIUmenbHo20 npoyecca, 00ycioB1eHHO20
nepeudHbIM nogpedicoenuem sHoomenuoyumos. OOHOU U3 NPUYUH IHOOMENUATLHOO
noepedcoenuss  AenAemcs — mpombomuyeckas — MUKPOAH2UONAMUSL, NPUYUHOT
B03HUKHOBEHUS KOMOPOU MO2Ym Oblmb pA3IUuHbIe COCMOAHUA, YmO mpebyem

nposederust OuP@epeHyuatbHol OUASHOCMUKU 8 PAMKAX D020 CUHOPOMA.

e VY mammeHToB ¢ nojpo3penueM Ha MIII'H mb1 pekomennyem onpenenenue ypoBueid C3 u
C4 pakiuii KOMIUIEMEHTa JUJIs JHAarHOCTUKM BOBJICUYEHHOCTH KOMIUIEMEHTa B

naToJiorudeckuii mpoiecc [294, 295].
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YpoBenb yOenuteqbHOocTH ~ pexkoMenaamuii C  (YpoBeHb  [I0CTOBEPHOCTH

A0KA3aTeIbCTB — 3)

2.3.3. JlnarHocTika Ha 3tane mopdgosaornyecku sepuunuposannoro MIITH.

e VY mammentoB ¢ U[+MIII'H u oTcyTCTBHEM AaHHBIX B MOJB3Y KAKON-THOO ATHOIOTHH
MOpaXeHUs MOYEK Mbl PEKOMEHIYEM BBINOIHATH ONpPEAETICHUE COJEPKaHUs aHTUTEN K
dakropy H, MonekynspHO-reHeTHIeCKOe uccienoBanre myranui gakropos H, I, B, C3,
tpomOoMoayauaa, MCP 1uist HCKITFOYEHHUS TUCPETYIISIMU KoMIuieMenTa [47, 48].
YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
JA0Ka3aTebCTB — 4)

KommenTapum: /lannvie HecKobKux HecpagHumenvHwvix ucciedosanuu cayuaeg C3-
enomepyronamuu  (C3-enomepyroneppuma u  BIlJ]]) yxasviearom Ha  803MOHCHOCMD
C1abONONONCUMENLHOU UMMYHOMOPGOI02UYecKoll peakyuu Ha Kakou-imubo HI npu saenom
npeobnadanuu denosuyuu C3 pparxyuu xomniemenma [47, 48]. B smux uccnedosanusx Ul
[ +/cnedosasn peaxyus uabawoarace y nonosunvl nayuenmos ¢ C3-ITl. B smou cea3u npu
«popmanvromy Ul -nosumusnom C3-nozumusnom MIIIH evissnenue npuuun oucpezyiayuu
anbMepHAMUHO20 NYMmu aKmueayuu KOMNIEMEHMAa MOdcem OmKpblmb NepCHekmuevl O

coomeemcmeyiou;eﬁ mepanuu.

e YV mnamuentoB ¢ UI'-C3+ MIII'H Mbl pexkoMeHIyeM HCKIIOYUTh HMHTpPa- WIM IOCT-

WH(EKIMOHHBIN BapUaHT MOPAXKEHHS TMOYCK MPEXKIE, YeM yCTaHaBIuBaTh nuarao3 C3-

I'TI [106-108].

YpoBenb  yOeauteabHocTH  pexoMenaanuii C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeIbCTB — 4)

Kommentapuu: MIITH, accoyuuposannviti ¢ unghexyueii, npedcmasisiem cooou UK-
0NnoCcpedoBanHblll NPoOYecc, 8 CMaoUulU paspeulenus Komopoz2o Npu UMMYHOMOPGOI02UYECKOM
ucciedo6anuu  Modcem  Obvlmv  8bIAGIEHO  JoMuHupyrouee omnodcenue  C3-¢hpaxyuu
Komniemenma, umo 6yoem coomeemcmeosamv Kpumepuim C3-I'TI [108]. IlooobHble
pe3yiomamel  UMMyHomopgonocuu pecucmpupyiom y 30-50% nayuenmos ¢ MIIIH,
accoyuupoBanuvim ¢ uHgexyuoruvim 3abonesarnuem [106, 107]. B ceas3u ¢ mem, umo ungpexyus
A614emcs  OOHUM U3 MPueeepos8 OuUcpeyiayuu  aibMmepHAmueHo20 Nymu axKmueayuu

Komniemenma, oughgepenyuanvras ouacHocmuka unmpa/nocmungexyuonnozo MIII'H u C3-
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I'Il yacmo Ovisaem 3ampyOHUmMeNbHA U OOJIHCHA BKIIOUAMb OYEHKY UHPEKYUOHHO20 cmamyca u

mecmul, onpedenaowue namonocuto komniemenma [108].

e V¥V manmentoB ¢ UI-C3+ MIIT'H (C3-I'TI) ™Mbl pekoMeHIyeM BBINOJIHATH ONpeeieHe
comepxkaHus aHTHTEed K ¢akropy H, MoiekysIpHO-TeHETHYeCKOe WCCIeI0BaHUe
myTtanuii - paktopos H, I, B, C3, tpombGomomynuna, MCP nmns wuckmoueHus
JUCPETyIISIIU KoMiuiemenTa [48, 52].

YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YpoBeHb  JI0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — D)

KommenTapun: Ul -necamuenuiii C3-nosumusHul MIITH obycnoenen
HACNe0CMBEeHHbIMU (Mymayuu 0elKo8 KOMNJIEMEeHmMAa Wil pe2yaupyomux 6eikos) uiu
NPUOOPEMEeHHbBIMU HAPYUWEHUSAMU (aHmumena, HanpasieHHvle HA OenKu Ccucmemvl
KOMNJIeMeHma) 8 cucmeme aibmepHamusHo20 Nymu aKkmueayuu Komniemenma. B cesasu
C 2MUM CbIBOPOMOYUHbIE UNU NAA3MEHHble YPOBHU OENK08 cucmemvl KOMNIeMEeHmd
00./194CHbL Oblmb onpedenenvl y 6cex nayueumos ¢ C3ITI (mabn.7) [17, 52] ¢ yenvio 6onee
noHo20 cyscoenus o namoeeneze HI-necamusnozco C3-nosumugneo. B3aumocesswv
mMymayuil 8 eeHax, kooupyrowux oeiku komniemenma, u C3-I'Tl na nacmoswuii Momenm
wupoxo uccreoyemcs. CoenacHo umerowumcs npeocmasieHusam o 3a001e6aHUAX NOYEK,
aAccoyuUpOBaAHHLIX C HaAPYUIEHUEM ATbIMEePHAMUSHO20 NYMU KOMNIeMenmd, CUumaemcs,
YUMo MUHUMATLHBIIL HADOOP 2eH08, KOmopbulil JoJiceH bbimb ckpunuposan npu C3-ITI,
exnouaem CFH, CFl, C3, CFB, CFHRI, CFHR5 u DGKE [52, 113]. MonexynapHo-
2eHeMUYecKull aHanu3 OO0JHCeH Oblmb BbINOIHEH C NPUMEHEHUEeM COOMEEeMCmEYIOUIUX
MexXHON02Ul, NO3BONAIOUUX ONpedelumsb BaApUAYUU  YUCIA KORUU, O0OHAPYICUMb
2UOpUOHble 2eHbl U Opyeue CILOJNCHble 2eHOMHble Nepecmpouru 6 O001acmu 2eHo8
CFH/CFHR [114-116]. Ha nacmosiwuii MOMeHm He 8Ce U3 3Mux mecmos 00CMynHbl 8
P® [113]. Monexynapro-eenemuueckoe ucciedoéanue Ha Mymayuu 8 maxkux 2eHax, KaxK
CFHRI, CFHR5 u DGKE u Opyeux Ha Hacmoswuti MOMEHM OmMCymcmeyem 8
HOMeHKIamype meouyunckux ycnye. Cpeou aymoanmumes, HANPAGIEHHbIX HPOMUS
0enKo8 anrbmepHamueHo20 nymu Komniemenma, Haubonee uzyuen C3NeF, xomopuviii
svissniemces y 80% nayuenmos ¢ BIIJ[ [110, 115] u npumepno y 40% nayuenmos c C3-
I'H [110]. C4NeF mooicem 6vims svisnignen y 10-15% nayuenmos ¢ MIII'H [117]. Oonaxo

Hapaoy ¢ C4NeF pymunnoe onpedenenue C3INeF 6 nacmosawee 8pems 02panuyeHto.
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[Mammentam ¢ HUI+MIIT'H, accounmupoBaHHOM ¢ XpoHudeckuMm rematuroM C, Mbl

PEKOMEHAYEM OINpenesTh TEHOTUI BHpyCa U BHUPYCHYIO HArpyskKy sl BblOOpa

ONITUMAJIBHOTO JiedeHus [82].

YpoBenb

J0Ka3aTeJIbCTB — D)

y0enuTeabHOCTH

pexomenaanuii  C  (ypoBeHb

AOCTOBEPHOCTH

[Ipu ananusze naHHBIX aHAMHE3a, XapaKTepa dKCTpapeHaIbHbIX MPOSBICHUN, HEKOTOPHIX

71a060paTOPHBIX MAapKEPOB MOKHO JOCTATOYHO OOOCHOBAHHO MPEIoJiaraTh TOT WX UHOU TeHe3

MIITH (Tab6mx. §).

Tabnuna 8. Hekoropble KIMHUYECKHE W J1aDOpaTOpHBIE JaHHBIE, YKa3bIBAIOIIHME Ha

sytuosioruro MIITH.

. Xapakrep KimHnyeckue cuMnTOMBI M 1aHHBIE aHAMHE3a JlaboparopHsI
E ’E MEPBUYHOTO € CHMIITOMBI
Q
E [ATOJIOMHYECKOTO
% nporiecca
AyTOMMMYHHBIH Cnmnromer UK mopaskeHust KOXKM: BBICHINTAHWS, B ToM | - AH®
CHUCTEMHBII YHCIIe TEMOPPArnieckoTo Xapakrepa - AT crnemuduuHsle
BOCHATUTENbHBIN Cnmnromer MUK mopaxkenuss cycraBoB: cycraBHoW | st CKB (AT  k
mpoLece CHHAPOM (apTPUTBHI, apTPAITHH) nc/IHK u np.)
Cnmnromer MK mopaxenust  HepBHOH — cuctemsl | - AT crnenndudnbie
(Hupxynupyromue (Hanpumep, TOIMHEHPOTIATH ) JUTSI CKIIEPOJIEPMHUH
MMMYHHbIE Cunmnromer UK mopaxeHust JIerkux: KpoBoxapkanbe, | - Mapkepsr PA (PO,
KOMIIIEKCHI) OJBIIIKA AL n op.
CHUMINITOMBI, OTpaXKarolllue CHCTEMHBIM BocnanutenbHblil | - CPb
MpoIlecc:  Mporpeccupyromas  ciadocTs, Jimxopaaka, | - COD
aHeMus, oTeps Beca
WudexkunoHHbIH B anamHe3se HenaBHsst OakTepranbHas HHQEKIHs - Mapkepbl renaruToB
BOCTIAJIUTENbHBIN Texkymue OakrepuanbHas uHdpekuus win BupycHbid | C u B, BUY-undekyn
nporiecc renaTur - Jlesikomuro3  co
CHMITOMBI, OTPaXKAIOUIME CHCTEMHBIH BOCHAIHMTEIbHBIN | CABUIOM (hopmyibl
(ArTUTHHEMUSA — | mpomecc:  mporpeccupyromas  ci1abocTh, JIMXOpaaKa | BIEBO
mupkynupytone UK | (rextndeckas npu OaktepuanbHol uHpekuun), anemus, | - ACJIO
}E 130051 UK, | moteps Beca -PD
§ _ obpazyromuecs in | Cummromer UK mopakenust Koku: BbIChIanusi, B Tom | - CPB
Y )E situ) YHCIIe TEMOPPAarudeckoro Xapakrepa -COD
g é Cuvnromer WK  mopaxkeHms CcycTaBOB: CycTaBHOM | - [IpoKambIUTOHNH
E' é CHHIPOM (ApTPHUTHI, apTPAITHH)
% EI Henasuo HOSIBUBIIIHECS CHUMIITOMBI cepAeUHOI
)

HenmoctarouHoctd (MO w HOBBIA KITAaaHHBIA TTOPOK

cepra, MEOKapINT)
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MonokmoHansHas

ramMmariaTus,

CuMOTOMBI, CBSI3aHHBIEe ¢ 00JbIIOWH OMMyX0JIeBOil

Maccoii: TuMQpoaaCHOTIATUSI

-  M-rpaguesT 1npu

3nekTpodopese OenKoB

Bkirogas JIII3 renaToCIuIeHOMEeranus CBIBOPOTKH KPOBH U
aHeMHust MOYH
(MOHOKIIOHATBHBIN B-cumntomer  (iuxopagaka mno tumy [lens- | - I[loBblmieHue ypoBHs
UMMYHOTJIO0yJINH) OnmreiiHa, mnpo¢ys3Has  NOTIUBOCTb,  BBIPOKEHHOE | KaKOTO-MHO0
MOXY1aHHE) - IlapanporenH B
0011 B KOCTAX U CIIOHTaHHBIE IEPETOMBI KpPOBH U B MOU€
CuMnToMmbl, 00yCJIOBJIEHHbIE Bo3aelicrBueM | - PO
NapanpoTeHHa: - Kpuokpur
- HEPBHAs CUCTEMA — IIOJIMHENPOTIATHs - UI'cpiBOpOTKH
- KoXa — BbpIchllaHMs, B ToM uwncie | - CPb
reMopparudecKue -COD
- CHHAPOM THIIEPBA3KOCTH KPOBH: BEHO3HBIE
apTepuaIbHBIE TPOMOO3HI
Hucperynauus Tpurrepnoe coObITHE HEIaBHO B anamuese | - yposan C3, C4,
AIBTEPHATUBHOTO (6bepemenHocTh,  BHpycHas  umH¢ekmmsa,  numieBoe | CHS50
(JIeKTHHOBOTO) TYTH | OTpaBIEHHE M IIPOY.) - C3-medppurnuecknit
=
§ AKTHBAINU [TproOperenHas yacTUIHAsK JTUIOIUCTPO DU takTop
0=
% 2 | KoMmIemenTa: MakyspHast AuCTpodus IpU 0CMOTpE IIIa3HOTO THA - [Mapanporenn
s E
o g - Myrtaun  reHoB
g
g 0eITKOB KOMIUIEMEHTa
o
<}
=
S
PenaparuBHass ¢asza | 3;mokadecTBeHHAs: THIIEPTEH3MS B aHAMH e3¢ -TpombonmTOTIeHNS
SHIO0TEHAIBHOTO JIyueBas Tepanus B aHaMHe3€ n/unm TEHCHITHA
MOBPEXKIECHUS MIII'H B TpaHCIUIaHTUPOBAHHOM MOYKE CHIDKCHHUS
= TpomO03bI B aHaMHE3e TPOMOOLIUTOB
s
’§ £ [TpuBBIYHBIE BBIKHIBIIIN - [Toermenue JIAI
8
£ & -Camkenune
E =
E & 6
5 & ranroriiobnHa
= O
1 ~
= & - AT mpu A®C
SENE)

- cumkenune C3

AHTHUTCJIa K

[Ipumeuanusi: AH® — antunykieapubii pakrop, AT — anrurena, AT k ac/IHK —

JIBY CIIUPATIbHOM

JHK, ACJIO -

aHtucrpenronu3uu-O, AOPC —

antudochonumuansii cuapom, UI' — ummynornoOynunel, MUK — ummyHHbIe KOMITIeKest, JIIT

— nakraraerunporenasa, PA — pesmatounnsiii aptput, P® — pesmarouansiii pakrop; CKB —

CHUCTEMHas KpacHas BosyaHka, COD — ckopocts ocenanus 3putpountos, CPb — C-peakTuBHbIl

O€IoK.
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2.4 UHcTpyMeHTAJbHbIE THATHOCTHYECKHE MCCIeJ0BAHUSA

2.4.1. DTan CHHAPOMAJILHOM JHATHOCTUKH

o [Jammmentam ¢ nono3penrem Ha MIII'H MBI pexkomMeHAyeM BBINOJIHATH YJIBTPA3BYKOBOE
HCCIIeIOBAHUE TIOUEK C LIEJIbI0 YTOYHEHHS UX CTPOCHHS U CTPYKTYphI [298].
YpoBenb  y0eauTebHOCTH  pekoMeHaanmuii A  (YpoBeHb  1OCTOBEPHOCTH

J0Ka3aTeJIbCTB — 2)

24.2. Dran xiauHuYecko uddepeHHANBHON THATHOCTHKHM TNEPBUYHOIO U

Bropuudoro MIIT'H

e VYV mnamumeHToB ¢ mnojpo3penueM Ha MIIIH ¢ 0enpto JHMAarHOCTUKH TMEPBUYHOTO
[ATOJIOTUYECKOTO Mpoliecca Mbl PEKOMEHAYEM  BBINOJHATh HWHCTPYMEHTAJIbHBIE
uccnenoBanust (Y3U OpromHoil TOIOCTH, 3X0Kapauorpaduyeckoe Uccleq0oBaHHE,
KOMITbIOTEpHasi ToMmorpaduss U Mpody.) B 00beMe B 3aBHUCUMOCTH OT KIWHHYECKOU
CUTyallull C LENBI0 BBISBICHUS TMOPAXKEHHUS APYTHX OPraHOB, KOTOPOE MOXKET OBITh
accormupoBano ¢ BropuaasiM MITTH [3, 4].

YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  [10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

Kommenrtapum: Ilpu emopuunvix eapuanmax MIIIH uncmpymenmanvhvie mecmol
MO2Ym 0Ka3ambCsi NOJE3HLIMU NpU OUACHOCMUKE NEPEUYHO20 NAMOJI02UYECKO20 Npoyeccad.
Ilpumenenue mozo unu uHo20 mecma 3a8UCUmM OM KIUHUYECKO20 NOO03PEHUsl NPU KOHKPEMmHOU
KIUHU4eCcKou cumyayuu. B makom cnyuae uHcmpymeHmanbHble mecmvl He A6AAI0MCs
CKPUHUH20BBIMU, A4 HAZHAYAIOMCSL 8 PAMKAX MOU WU UHOU KIUHUYeCKOU eunomesvl (mabauya 9).

Tabnuma 9. HekoTopble HHCTpyMEHTANbHBIE TECTBI W UX PE3YJNbTaThl MPHU Pa3ITHUUYHBIX
MaTOJIOTUYECKUX TIpolieccax, acconunpoBannubix ¢ MIITH.

WucTpymenrtansheiii TecT | CUMOTOM [Taronoruueckuii mpouecc, KOTOPBIA MOXKET
OnITH accormupoBad ¢ MIII'H

Y3U OpromnrHoi MoJI0CTH

KT u MPT opraHos
OPIOTITHOM MOJIOCTH

MIe9YeHb rermaToOMeTaus WHQEKITNOHHEIA (BUPYCHBIN) TENaTUT
CENITUYECKOEe COCTOSTHUE

nuMmponponudeparuBHOE 3a00JI€BaHNE

cepAcyHasn HCJOCTAaTOYHOCTD (HpI/I
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WH(EKINOHHOM aMUJIONUI03€

cepJa u T.1.)

SHAOKAPANTE,

aMHIIOH]IO3

CapKOHUI03

ayTOMMMYHHBIN T€IaTUT
TeaTOIEIUTIONAPHAS KapIMHOMA

METacTa3bl paKka JpPYyToH JIOKAIH3auu

JKUJIKOCTHBIE abcrecc ne4eHu
o0pa3oBaHMsI
JKemuHbIN my3bipb U JKBII XOJICLIUCTUT, XOJIAHTUT
cene3eHKa CIICHOM eTaJINs CENITHYECKOE COCTOSIHUE
nuMmponponudeparuBHOE 3a00JI€BaHNE
aMHIJIONI03
CapKoOM103
reMOJIH3
a0cuecc
CIJICHOPECHAIBHBIN IIyHT
JIpyTye OpraHbl JKUJIKOCTHBIE BHCIIEpaJIbHBIE a0CLIECCHI
00pazoBaHUsI
KT nerkux WHTEPCTUINATILHBIE ayTOMMMYHHBIE 3a00JICBaHUS aMHJIOUI03
WU3MEHEHHS
cepieyHas HeIOCTaTOYHOCTh
04YaroBbIe ITHEBMOHHH, B TOM YHUCIIE CENITHYECKUE
UHQWIbTPATHBHEIC
WU3MEHEHUS Capkonnos
OITyX0JIb JIETKOTO
TpoMO03 JIErOYHOH | aHTU(hOCHOIUITUIHBIA CHHIPOM
apTepuu
CHHAPOM THUIIEPBA3KOCTH
TPOMOOTHYECKAST MUKPOAHTUOTIATHS
BHYTPHUTPYIHAS numponponudeparuBHOE 3a00JI€BaHNE
nuMQoaneHonaTus

capKonao3

MCTACTa3bl IIPU COJTUAHBIX OITYXOJIAX
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Oxokapauorpadus MOPAXKCHUE KIIANAHHOTO | MH(MEKIMOHHBIN SHIOKAPIUT
anmapara
acentuueckuit sHmokapaut (JlmOmana-Cakca
IIPH Ay TOMMMYHHBIX 3200JIEBaHUSIX )
abcrecchl
HapylIeHUE MHOKAapPJIHT IPU Ay TOMMMYHHBIX 3a00J1eBaHUAX

COKpPaTUMOCTHU MHUOKap I

WIIEMUS/HEKPO3 MHOKapJa TpU KOPOHAPHBIX
TpombO3ax, accomuupoBaHHBIX ¢ ADC,
CHHAPOMOM THUTIEPBI3KOCTH

reMoJIMHaMHYecKass ~ JWiaraius — MonocTeit
cepana (3HAOKAPINT)

YTONIIEHNUE CTCHOK | CapKOHI03

cepaua
aMHIJIONI03
reMOAMHaMHYEeCKOe peMoaeIupoBaHNe
MHOKapa

nepuKap MEPUKAPIUT B paMKax MOJIUCEPO3UTa

ADC — antudochonunuansiii cuaapom, KBII — xemueBsiBoganme mytu, KT — kommnbroTepHast
tomorpagusi, MIII'H — memOpanonponudeparuBuslii rmomepyionedpur, MPT — marnuTHO-

pe3oHancHas Tomorpadusi, Y31 — ynbpTpa3sByKkoBO€ UCCIIET0BaHNE

2.4.3. [InarnocTika Ha 3Tane mopgoaornyecku sepuuuuposannoro MIITI'H.

V¥ manpenros ¢ MIII'H, accouunpoBanHbIM ¢ MOHOKJIOHANBHBIM WI', U BBIABICHHBIM B
KPOBU WM MOYE MapanpoTEMHOM Mbl PEKOMEHAYEM Ha3HauaTh HHCTPYMEHTAaJbHbIE
WCCJIEIOBaHMs, HANpaBJICHHbIC HA BBIABJICHUE aOeppaHTHOTO KJIOHA (Tabi. 7), ¢ IENbI0
€ro BBISIBIICHHS ¥ YCTAHOBJICHHS Te€MaTOJIOTHUECKOro auarHosa [237, 240].

YpoBenb  yOeautenbHocTH  pexoMenaanuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

VY manuentoB ¢ U+ (MK-omocpenoBanusiM) BapuantoM MIIT'H B ciyuan oTcyTcTBUS
JAaHHBIX B TOJB3Y KaKOW-THOO ATHOJIOTHH, BKJIIOYAs MATOJIOTHIO KOMILIEMEHTA, MBI
PEKOMEHIyeM JUarHocTUpoBaTh wuavonarudeckuid Bapuant MIIITH ¢ nensio
oTpe/e/ieHHs] TAKTUKH BEICHHS U yiIydiieHus nporuosa [1, 3-6, 14, 25, 91].

YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJIbCTB — 5)

Kommenrapum: Ha mekywuii momenm cyujecmeyem KOHCEHCYC Heghponoz2oe 6

omHowenuy uouonamuyecxkoeo HI-nosumusnoco MIII'H, ouacno3 xomopoco modicem Ovimb
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YCMAHOBIIEH MOJbKO nNocjle no2co, KAK 6blnOJIHEeHbl Heobxo0uMble mecmbvl, UCKjarodarujue

B03MOJICHBLL Nep8UYHbILL namonocuyeckul npoyecc [1, 4, 14].

2.5 NHble ATHATHOCTHYECKHE MCCIeT0BAHNSA

Mopdosornueckoe ucciaeI0BaHUe TKAHU OYKH

e Bcem mnanwentam ¢ TIOMEPYJSIpHBIM CHHIAPOMOM U mnopo3penuem Ha MIITH Mol
pPEKOMEHIYeM BBITIOJHEHHE Oworncud moyku moj Y3WM KoHTponem ¢ MaToJioro-
AQHATOMUYECKUM  HCCIIeJOBaHHMEM  OWMONCHIHOTO  MaTepuaja MpH  OTCYTCTBHUH
NPOTUBOMNOKA3aHUM JUisl Bepu(UKALMU THUMA TIOMEPYJSIPHOTO TMOBPEXKACHUS, B TOM
yucie narrepaa MIITH [161].

YpoBenb yOeautenbHOCTH  pekoMeHgammii B (ypoBeHb  [10CTOBEpPHOCTH

JA0Ka3aTeIbCTB — 3)

Kommenrapun: Knunuuecku enomepyionegppum modcem manughecmuposams 8 @uoe
PA3TUYHBIX HePPUMUUECKUX CUHOpOMO8 & couemaHuu uiu 6e3 HC. Hamuuue moeo uiu uHo2o
2NIOMepYIAPHO20 cuHopoma He Ykazvieaem Ha MIIIH, xax u Ha 1060t Opyeou eapuanm
enomepynoneppuma. Bepuguyuposams mun (nammepH) 210MEPYIAPHOZO NOBPEHCOEHUs
B03MONCHO MOJLKO C NOMOUBIO MOPPON02UUECKO20 UCCIe008ANHUSA NOUEUHOU MKAHU, 8 CEA3U C
yem 9Mom dmMan OUASHOCMUKU ABIAEMC 0053aMeNbHLIM NPU TH000M 21OMEPYIAAPHOM CUHOPOME.
Oonaxo  Hegpponocuueckuti  OuacHo3  Oasupyemcsi He  MOILKO  HA  pe3yabmamax
MOpghonocULecko20 UCCie008aHUsl NOYKU, HO 00A3AMeNbHO 8KA0YAem YKA3AHUSL HA dMUOLOSUIO
U namozemes 2NOMEPYIAPHO20 NOBPENHCOEHUsl, YCMAHOBUNMb KOMOPble 803MONICHO ¢ NOMOUBIO
Hemopghonoeuueckux Memooos ucciedosanus (pazoen 2.2.), mo ecmv SAGIAEMCSA  KIUHUKO -
mopgonocuueckum. MmeHHO KIUHUKO-MOP@oaocudecKuli OuazHo3 6yoem onpeoenims makmukxy
JleYeHusl, a He 2NOMEPYIAPHbIU CUHOPOM UaU Mopghonocuveckuli nammepn. B smou cesasu
UMMYHOCYRpeccusHoe U uHoe cneyughuueckoe euenue 6e3 Mop@honocsuyecko2o Ucciedo8aHusl
u Opyeux HeoOXO0UMbBIX Ol OKOHUAMENbHO20 OUacHO3a mecmos Hedonycmumo. Ilomumo
onpeoenenus HanpagieHus 1edenus, epuduKayus muna 2iomepyroHedpuma accoyuuposaHa ¢
npoenosom. Tax, 6 00HOM MacumadHOM pempoCcneKmuU8HOM UCCLe008aHUL ObLIO NOKA3AHO, YMO
Gpaxmopom,  onpedensowuM  NOYEYHbI  NPOSHO3 U  NPOSHO3  JHCU3HU,  Obll  MuUn
2lomepyioHepuma, a He 8apuaHm 2nomepyiaprHoco cuvopoma [161].  Buoncus nouku
A6/18emcs UHBA3UBHOU NpOYeodypol, 8 CBA3U C HeM OOJICHA BbINOJIHAMbCA NPU  HAAUYUU

nokasanutl u npomusonoxkazanui (maodauya 10).
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Tabnuma 10. [Tokazanust 1 TPOTUBOTIOKA3aHMSI K BBITIOJIHEHUIO OUOTICUU TIOYKH.

Iloka3anusa

IIpoTuBOTIOKA3aHUs

Croiikasi TPOTEHUHYpHS W/WIWM TeMaTypHs

II0CJIE UCKIIFOUEHMS] IPYTUX MPUINH

YMmenbIeHne pasmMepoB mouek (<9 cM Nmpu KOppeKIuu
mo Becy, pocty [168]) B codueraHun ¢ HUCTOHYCHHEM U

TUTICPIXOTCHHOCTBIO MMapCHXHUMbI o JaHHBIM

YIABTPa3ByKOBOTO HCCIICTOBAHUS (BEpOSITHBI

BBIP2KEHHBIE CKJIEPOTUIECKIE N3MEHEHHS TTOYEK)

Hedpuruueckuit CHHIIPOM (ocTphIit,

OBICTPOTIPOTPECCUPYIOIIHINA, X POHUIECKHUH )

EnuncTBeHHAs (PyHKIMOHMpYIOMIAS MMOYKa

HedpoTtmieckuit curmpom

MHOXeCTBEHHBIE ABYCTOPOHHHE KUCTBI ITOYEK

Camkenne CK®  HeoOBsicHHMOE  TpHU

KIMHUYCCKOM HCCICI0BaHNN (OCTpOG I

XPOHUYECKOE)

Onyxoabs NOYKH

VTouHeHue XapakTepa IMOpaKCHUA IIOYCK

npu CHCTEMHBIX 3a00JI€EBaHUAX
(MHOXecTBeHHass MuenoMa, AL-aMumwionnos,
AA-amMuIonnos, CHCTEMHas KpacHas
BOJYaHKa, aHTH()OCHOIUIHUIHBIA CHHIPOM,

CUCTEMHBIN BAaCKYJIUT U JIP.)

Texymmuii WHPEKIMOHHBI MpoOIecC B TIOYKE WITH
napaHepur, a TakkKe MPIIeKANUX K MECTY ITyHKIHA

06J'IaCT$IX, BKJIFO4ast KOXKY

HeKOHTpOJ'H/IpyGMaH apTepruaibHas TUIICPTCH3UA

Hexopperupyemas Tumokoaryssius

Tpom6ouuronernus <100*10% []

I'unponedpos

BpO)KI[ CHHBIC aHOMalInuu CTPOCHUA IIOYCK

(moaxoBOOOpa3Hast MOYKa)

Ilonukucros

OTtcyTcTBHE ONBITHOTO  ypojiora, Heo0XOAUMOTO

WHCTpyMEHTapus, aTOMOP (hOJIOrUIECKOTO

COIIPOBOXACHUA

[Tpumeuanusi: CK® — ckopocTh KIIyOOUKOBOW (DHITBTpALIH

2.5.1. MeToauka BbINOJIHeHUsI HeppoOHoONICHI

e VY mauuentoB ¢ noxpospeHueM Ha MIIT'H pexoMeHnyercs BBIIIOJTHEHHE NEPKYyTaHHOU

He(pOOHOIICUH  OTIBITHBIM

BpayoM-ypoJioroM Tiof KoHTpoiem Y3U ¢

LIETBIO

MHHUMHU3AIUHA OCTIOKHEHHH M aIeKBATHOTO 3abopa marepuana [296, 297].

YpoBenb  yOeauTeIBHOCTH

10Ka3aTeJIbCTB — 2)

pekomMeHaamuii - A

(YpoBeHb  J10CTOBEPHOCTH
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VYV mnaumentoB ¢ noxpo3penuemM Ha MIIIH ™Mbl pekomenayeM cuuraTh 3aOpaHHBIN
MaTepuall aJIeKBaTHBIM B Cllydae 3a00pa MUHHMYM JBYX ()parMeHTOB IMOYEYHON TKaHHU,
[0 COJEpXkKaHHUI0O KOpPKOBOro u MosroBoro BemecTB (70/30%) nocTaTouHbIX Uist
BBITIOJTHEHHSI BCETO CIIEKTPa MOP(OJIOTUIECKHUX UCCIen0BaHui, HeoOxoaumo ipu MITT'H
(CBETOONTHYECKOE UCCIIEIOBAHIE, IMMYHO(IIOOPECIICHTHOE, YIBTPACTPyKTypHOE) [128,
170-171].

YpoBenb yOenurenbHocTH  pexoMeHaanuid C  (ypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)

KOMMEHTAPHE: . ... e

[Ipu nonospenun Ha MIII'H npu OTCYTCTBUM JOCTATOYHBIX TEXHUUYECKUX PECYpPCOB U
OTIBITHOTO TMOYEYHOI'O MATOJIOra Mbl PEKOMEHIYEM OTIPABISATh OMONCUIHBIN MaTepHan
noyeyHoil TkaHu B DenepanbHbll LEHTP IS ONTUMAIBHOTO MOP(OIOrHIECKOro
VICCIIEIOBAHHS TIOUEYHON TKAHU U YCTAHOBIICHUS peHaIbHOU matosorun [128, 170-171].
YpoBenb yOeautenbHoctH  pexoMeHaamuii C  (ypoBeHb  J1OCTOBEPHOCTH
0Ka3aTeJIbCTB — D)

2.5.2. ConpoBoikaeHue npoueaypbl Heppoduoncun

[Marmentam ¢ mogo3pennem Ha MIII'H MBI He pekoMeHyeM BBITIOTHSATH OMOTICHIO TIOYKH
mpu  ypoBHe TemoriobuHa Menee 70 /1, TpomOGouuToB Memee  50*10%m,
MEXTYHAPOHOTO HOPMAaJTU3UPOBAHHOTO OTHOIIECHUS Oosiee 1,5 ¢ IeNbl0 yYMEHBIICHHS
pucka ocinoxuenuit [171, 172].

YpoBenb  yOeautenbHoctu  pexoMenaanmuii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

VY nmanuenTtos ¢ nogo3penneM Ha MIII'H MBI pekoMeHyeM OTMEHUTh aHTHArPETaHTHYIO
TEparnuio acUpuHOM 3a 3-7 MHEH A0 BBHITIOJHEHWS OWOTICHMU TMOYKU 32 WUCKIIOYCHHEM
MAIMEHTOB C BHICOKUM PUCKOM CEPACYHO-COCYIUCTHIX COOBITHI C LIEIbI0 MUHUMU3ALUN
pucka kpoBoteueHus [171, 172].

YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YpoBeHb  JI0CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

Y nanuentoB ¢ nomo3peHueM Ha MIIIH MBI pekomeHayeM OTMEHHUTH TEPAIUIo
uHrubuTopamu aaeHosuHa audocdara (KIomugorpeln, mpacyrpes, THKarpeinop) 3a 5-7
JHeH, BaphapuHOM 3a 5 JTHEH, MpsIMbIMU MHTHOUTOpaMU TpoMOMHa (aburarpan) 3a 48-

72 w4aca, uHruoburopamu ¢aktopa Xa (puBopokcabaH, ammkcaban) 3a 48-72 wyaca,
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He(ppaKIIMOHNPOBAHHBIM TeNapuHOM 32 4-6 4acoB, HU3KOMOJICKYJISIPHBIM TeIapuHOM 32
24 4vaca 10 BBINOJIHEHUs OMOIICUU MOYKH C IIEJIbI0 MMHMMM3ALMKM PUCKA KPOBOTECUEHUS
[171,172].

YpoBenb  yOenureabHocTH  pexkomenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

VYV mnammentoB ¢ momo3penneM Ha MIITH Mbl pexomeHayem BO300HOBHTH TEpAaITHIO
aQHTUArperaHTaMM M aHTUKOAryJIsiHTaMu CcoycTs 24-48 4YacoB MOCJE€ BBITOJHEHUS
OMOIICHH ITOYKHM C I€JbI0 MUHUMHU3ALIUKA PUCKa KpoBoTeueHus [171, 172].

YpoBenb yOenureabHocTM  pekoMeHaauumii C  (YypoBeHb  JI0CTOBEPHOCTH

JA0KAa3aTeJILCTB — D)

VY manueHToB, MepeHeclnX OHOICHIO MOYKH, Mbl PEKOMEHAYEeM KOHTPOJIb CIEAYIOIINX
CUMITOMOB: 0OJb B MECTE MyHKIUH, MOSICHUIIE, ’KUBOTE, MAaKpOTEMaTypHsl, TIOBBIIIICHHE
TEMIIepaTyphl Tena, WU3MEHEHUsl MOKa3aTelell CUCTEMHON TeMOJMHAMUKHU Kaxiable 6
4acoB B TE€UEHHUE MEPBBIX 24 CYTOK IOCJIE BMENIATENIbCTBA C IIEJIbI0 CBOEBPEMEHHOM
JMarHOCTHKH ocyioxHenui [171, 172].

YpoBenb yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

Y [nanMeHToB, TEPEHECHIMX OHOINCHI0O TOYKH, MBI PEKOMEHJYEM BBIIOJHATH
yJIBTPa3BYKOBOM KOHTPOJb MOYEK C IEIbI0 BBISBICHHS BO3MOXKHBIX OCIIOKHEHUIL:
0ecCUMITOMHOM reMaToMbl, MHTPapEHAIBHOW apTeproBeHO3HOU ductynbl [171, 172].

YpoBenb  yOeautesqbHOcTH  pexkoMeHaamuii C  (YypoBeHb  [1OCTOBEPHOCTH

A0KA3aTeIbCTB — 5)

Y TmanueHToB, TEpeHEeCIMX OHWOINCHI0O TOYKH, MBI PEKOMEHIYEeM MpPOBOIUTH
MPOQUIAKTUYECKYI0 TEeMOCTaTHUECKyl0 Tepanuio B TeueHue 24-48 wyacoB mocie
BBITIOJTHEHHST OMOTICHM TOYKH € LIEJIbI0 MUHUMU3ALUM KPOBOTEUEHHUS NMPU OTCYTCTBHUU
npoTuBOnokasanumii [171, 172].

YpoBenb yOenurenbHocTH  pexkoMeHmaauumii C  (YypoBeHb  JI0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — D)

2.5.3. MopddoJiornueckuii aHaJImu3.
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e VY manueHToB ¢ nogo3peHueM Ha MIII'H mpu BBIOJIHEHMM ITATOJIOTO-aHATOMUYECKOIO
UCCIIeIOBaHU OMONCHIHHOTO MarepHuana MOYKM MBI PEKOMEHAYyeM IMPHMEHSTh Kak
MUHHUMYM  CBETOBYI0O  MHKpDOCKONMIO  (OKpackh Ha  mapadUHOBBIX  Cpe3ax:
reMaTOKCUJIMHOM U 303MHOM, TpUXpOoMajibHas okpacka mo Maccony, ITAC-peakuus,
Konro-por, oxpacka Ha »3iacTUYeCKMe BOJOKHA) U HMMYHOMOpP(}OIOrHYecKoe
HCcCcIe0oBaHue ¢ OleHKoW TimoMepyrsipabix nernosutoB (UIT A, M, G, JIII namOna u
kamma, (Gudbpunoren, ¢pakuuu komruiementa C3, C4, ClQ) ¢ menpio yCTaHOBJICHHS
mopdomoruueckoro nmarrepHa MIII'H u ero nmatoreneruueckoro Bapuanta [173, 299].
YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YypoBeHb  JI0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 3)

KOMMEHTAPHE:. ... ...t

e Ilpu cBeroonTuyeckoir MuKpockonuu Mopdonornyeckoro marrepsa MIITH Mer
pEeKOMEH/IyeM YUYUThIBaTh W  YKa3blBaTh B  3aKIIOYEHHH  MOPQOIOTUIECKOTO
UCCIIEIOBAHMSI BBIPAKEHHOCTh AKTUBHBIX U XPOHUYECKHX HHTPATrJIOMEPYISPHBIX
MOBPEXKICHUN I OIEHKH TMOYEYHOTO MPOTHO3a U BhIOOpA ONTUMAIBHOW TaKTUKH
BeacHus [198, 199].

YpoBenb yOeautenbHOCTH  pekoMeHgammii B (ypoBeHb  [10CTOBEpPHOCTH

10Ka3aTeIbCTB — 3)

KommenTapuu: Axmugnsie u xpouuueckue mopgonocuueckue usmenenus npu MIITH
npeocmasnenvl ¢ mabauye 11. Ilpu MIITH (UT+C3+ u UT-C3+) cybsnoomenuanvhas u/uiu
mesaneuanvHas Oenosuyus HK/C3 npusooum Kk axkmueayuu cucmemvl KOMHIEMEHMA C
nocneoyiowumM pazeumuem aKmueHou ¢haszvl NOBPedCOeHUsl 2IOMEPYIAPHLIX KANULIAPos U
mezaneusn. UK, C3a u CS5a npusnexarom Jnetikoyumsi nymem xemomaxcuca. Tak pazsusaemcs
nponughepamusnas/IKccyoamuenas aza aKmueHoco BOCHANEHUS. C  NPOOOJHCAIOWUMCS
nogpesicoeHuem SHOOmenus U KanuiiapHou cmeHku. Akmusnasa ¢paza eocnanenus nepexooum 8
penapamusHyto, npu KOMopou hopmMupyromcs npusHaxku, xapaxmepuwie 0131 nammepua MITTH:
1) sHOomenuanvHvle U Mesaneuaivhvlie Kiemxu eenepupyiom I'BM-nooobuyro cybcmanyuio
60016 3axeauennvix UK u Kiemounvix snemenmax — OBOUHOU KOHMYp, 2) Me3aHeuanibHas
npoaughepayus u NPoOYYupyemblili Me3aHSUANTbHLIL MAMPUKC emecme ¢ MOHOHYKIeapamu [1].
Hebnazonpuamuuiii noueunsiii npoerno3 npu Oonvuiell 8bIpadCeHHOCMU XPOHUYECK UX U3MEeHEeHUl
npu Mogponocuueckom Ucciedo8aHul no4eyHol mKaHu ObLl NPOOEeMOHCMPUPOBAH 68 KPYNHOM
uccneooeanuu 173 nayuenmos ¢ MIIIH [199]. Ha ochosanuu eucmonocuieckux OaHHbIX,
VPOBHSL KOMNIEMEHMA 6 CblBOPOMKe, 2eHeMmu4ecKux mecmos U KIUHUYECKO20 MeYeHUs

nayuermol OblIU pCl&’aeJZeHbl Ha 4 Kiacmepa, npu 9mom me nayueHnmsl, y Koo npeo@zadcwu
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XPOHUYECKUue Mopd)wzozuqecmte UBMEHeHUs U 8 MeHbllell cmenety Obliu 6bIPAINCEHbL NPUSHAKU

AKMUBHOCMU, UMeTU XYOulull nPpocHo3 6 omuoweHuu @yukyuu novex [199]. /lpyeas paboma

OblIa nocesaweHa saruouzayuu uHoekca sucmono2uveckou akmuenocmu npu C3I'TI u exnrouuna

ananuz Mopgonocuieckux OauHuvlx u eviocusaemocmu y 111 nayuenmos ¢ oauHou hopmoii

MIITH [198]. Bvipasicennocmb XpOHUYECKUX USMEHEHULl SAGNAIACL NPEeOUKMOpOM YMpambl

@yHKYuU noyek 6 ucciedyemoti epynne.

Tabnuma 11. AkTuBHBIE U XpoHHUYEcKHe Mopdonoruueckue m3menenus npu MIITH [52,

196, 197].

AKTHBHbIE XpOHHYECKHe
SHIOKANWUISPHON npoJinedpanuy | rIIOMepyI0CKIepo3
(TMIIepKIETOYHOCT,  BHYTPH  Kanmwuispa,
obycnopnennas JILI)

ME3aHTMaJIbHOU nponudepanuu (>3 | pubpozHbIe NOTYTYHUSA

MC3aHT'MaJIbBHBIX KIJICTOK Ha MC3aHI'HAJIBHYTO

0011acTh)

yronenue bM u npusHaku ee yaBOeHuUs

HaJIMYHMe KIETOYHBIX M (PUOPO3HO-KIETOYHBIX

MIOJTYJIy HUI

HaJIMYXUC HCKPO3a KAlTWIIAPHBIX IIECTCIIb

[JIOMEPYJIUT

e [lanmentam ¢ nono3penuem Ha MIIIH mpu mposeneHnun MMMyHOMOP(OJIOTHYECKOTO

HCCIE0BAHUS MBI PEKOMEHIYEM CUMUTATh JUATHOCTUYECKA 3HAYMMBIM HHTEHCHBHOCTH
oTyoxkeHus npoaykra peakiuuu Ha UIT A, M, G B cTpykTypax miomepyls >2+ Kak IpHU
(bIyOpecleHTHOM, TaK W MPU CBETOONTHYECKOW (B MPOXOJSIIEM CBETE) MHUKPOCKOTIHSIX
(UI'-mmosutuBHB BapuanT MIITH) nns yTOuHEHMsT NATOTEHETHYECKOTO BapHWaHTa
MIITH [126, 127].

YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YpoBeHb  JI0CTOBEPHOCTH
JA0KAa3aTeJILCTB — D)

KommenTtapun: /lpu paznuunvix unmpaziomepynsapusix npoyeccax moaexyivt Ul mozym

ocmasamosCs 6 CKIepO3UpOBAHHbIX yH4acmKax Ui 6 nodouumax 6 HebonbUUX KoJjuvecmeax, 6

ceA3U ¢ uYem 0asamo Cﬂd60n0]l03f€um€]lele peaxkyuio npu MMMyHOMOquOﬂOZM‘l@CKOM

uCCJZ@@OSCZHMU, He A6JIAACb6 NPpU IMOM HNPUSHAKOM MEKyuieco namojiocudecKkoeo npouyeccda. B
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9MOU  C8A3U  OOCMOBEPHLIM  NPUSHAKOM  akkymynayuu W[ npu  uMMYHOKOMNIEKCHbIX
enomepynoneppumax u npu MIII'H ¢ wacmnocmu 6 cmpykmypax KiyOouka npuHsamo c4umams

UHMEHCUBHOCMb peakyuu >2+ (npu maxcumyme 3).

e VYV manuentoB ¢ nojao3penuem Ha MIII'H npu npoBeaennn uMMyHOMOpP(HOJIOTUIECKOTO
WCCIIEIOBAHUSI MBI PEKOMEHIYEM CUUTATh JUATHOCTUYECKH 3HAYMMBIM WHTCHCHBHOCTH
OTJIOXKEHUS MpoyKTa peakuuu Ha C3 (Qpakiuio KOMIUIEMEHTa B CTPYKTypax IJIOMepys
>2+ Kak mpu (UIyOpECIEHTHOM, TaK M TPH CBETOONTHYECKON (B MPOXOJSIIEM CBETE)
MHKPOCKOMHSIX (C3-1mo3uTHBHBIM BapUaHT MIITH) TS BepuduKayu
naroreHerndyeckoro Bapuanra MIITH [126, 127].

YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

Kommenrapum: /[na ummynomopgonocuueckoti oemexyuu omiaoxcenuui C3-gpaxyuu
KOMNieMeHma 6 ueiom CHpasediud CmaHOapmHuli No0xX00, HNpUMeHseMblll O/l OYeHKU
unmencusHocmu  peaxkyuu  [17]. Ilpu C3-I'TI 0ondxicHet omcymcmeosams —OMIONCEHUs
ummynoenooynunos, CI1qQ u C4 ¢pakyuii Komniemenma, a UHMEHCUBHOCMb OMIONACEHUSA
npooykma peakyuu Ha C3-ppaxyuto xomniemenma 00xcHaA cocmaeiims He menee 2+. Ilpu
C4-I'TI oomunupyioweii 0oaxcHa dvimb umMmynomopgorocuveckas peaxyus na C4d [9, 10].
Omcymcemeue UMMYHO2I00YIUHO8 NPU UMMYHOMOPPOI02UHECKOM UCCIe008AHUU U He2AMUBHAS.
peakyus na C3-¢ppakyuro romniemenma (menwee 2+) nozgoaum ouacHocmuposams C3-

He2amuBHyro cilomepyronanmuio.

e VY nmamuMeHToB C HMMMYHOMoOpdQosnoruyeckuM auarHozom WI-werarusnoro C3-
nosutuBHoro MIIIH u mpu wumeromemcs kiaumHu4eckoM nonao3penun Ha WK/MNI'-
OIMOCPEJIOBAHHBI TMPOIECC Mbl PEKOMEHIYEM JOMOJHHUTENIBHO BbINONHATE HWI'X
WCCIIEIOBAaHUE C JIUTECTHEW C IIeNbI0 BBIABIEHUS CKPBITHIX (JIEMAacKUPOBAHHBIX )
smmronoB UI [76-78, 130].

YpoBenb yOenurenbHocTH  pexkoMeHaauumii C  (YypoBeHb  J10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 4)

KommenTtapuu: B rexomopuwix cayuasx npu MIIIH snumonwvt UI, komopwvie 00axCHbl
83aumoodelicmeosams ¢ awmumenamu K Ml npu ummyHonozuueckou peaxyuu, mo2ym Ovlmb
3aKpuimsl OpyeuMu KIemoyHvimu dnemenmamu. Ilpu smom ummynomopghonocuueckue oanHvle
0y0ym 102cHOOmMpuyamenvHolMu. B smoul césa3u ummynomopgonozuueckue memoovl 00AHCHB

OblmMb OONOJIHEHbI DH3UMHBIM deMaCKupoeaHueM INuUmonoe aHmucerHoe H]_; Ymo noseoJjisiem

60



bonee r¢ppexmusno ouacnocmuposams HUK-onocpedosannwiii npoyecc, ko20a pe3yivsmama He

oarom pymunnvie UI'X/U D uccredosanus [76-78, 130].

e [lanmentam ¢ BepuduuupoBanHeiM natrepHoM MIII'H Mbl pexomeHnyeM HpoBOIUTH
AIIEKTPOHHYIO MHKPOCKOITUIO MHUKPOIPENAapaToB TKAaHH MOYKH C IEITBI0 YCTAaHOBIICHHS
yIbpTpacTpykTypHOoro Bapuanra MIITH [1-6, 13, 14, 25, 91].

YpoBenb yOenureabHocTH  pekoMeHaauuid C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

Kommenrapun: MvmyHomopgonocuueckuti anamus no3eosem Npoeecmu NepeudHyIo
ougpgepenyuanvuyro ouacnocmuxy MIII'H 6 pamkax mpex gapuanmos namoeenesa (puc. 1, 2).
Vaempacmpyxmypuwiti ananuz npu MIITH makoice umeem cywecmeennoe sHaueHue, noCKOIbKY
noseongem  O0emalbHO — XApaKmepuzoeamv — O0eno3umsl, nposecmu  OUP@epeHyuarbHyo
ouaecnocmuky 6 pamxax C3-nozumuenoco eapuawma (C3-I'H unu bBIIN), oxonuamenvro
uckmouums Haaudue denozumog npu Ul -necamusnom C3-necamugnom MIIIH, umo modcem

oKazamuvcs onpedeﬂﬂmu;um 6 OYEHKe npocHOo3a u pewarouum 0151 HA3HAYEHUS mepanuu.

e [lammentram c BepudunmpoBanusiM narrepHoM MIIIH npu oTcyTcTBHM BO3MOXKHOCTH
IPOBEIECHUS yJIBTPACTPYKTYPHOTO aHanu3a (3mexTpoHHON MUKPOCKOTINU
MHUKpOIIpenapara TOYKH) JUIsi MOP(OJIOTUYECKOTO JMAarHo3a Mbl PEKOMEHIyeM
YUYUTBIBATh TOJBKO JAHHBIC CBETOBOM MHKPOCKOIMH W MMMyHOMOpdosornu [1-4, 13,
14].

YpoBenb  yOenurteabHocTH  pexkomenaanmuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

Kommenrapum: Viempacmpykmypnoui anamuz negpodbuonmama OocmyneH, Kak
npasuno, 8 Cneyuamu3upoOBaHHLIX HeppOIoSUYeCKUX YeHmpax, 20e 603MONCHA NpPAGUNbHAS
Nn0020MOBKA CPe308 U UX UHmepnpemayus OnblMHuIM Heghponamonocom. Beinoniuwenue 2moeo
suoa mopgonoeuuecrkoeo ananusza npu MIII'H xkpaiine scenamenvro. [lpu omcymemeuu maxoui
B03MOJCHOCMU ~ OONYCKAEMCs  O2PAHUYUBANLCA — CBEMOONMUYECKUM — UCCLe008aHUeM U

ummynomopghonozuei npu MIITH [3, 4].
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3. JleyeHue, BKJIKOYAS MeITUKAMEHTO3HYI0 M HEMEIMKAMEHTO3HYI0 Tepanuu,
AMeTOTEePaANuIo, 00e300/1UBaHNEe, MEAUIIUHCKHE OKA3AHUS H

IMPOTUBOIIOKA3aHUA K IPUMECHCHHUIO ME€TOA0B JICUCH UL

3.1 MeaMkaMeHTO3HOe JeUeHue

3.1.1 Oomume moaxoan! K BeneHuro nanueuros ¢ MIII'H

e [lammmentam c¢ nm0ObiM BapuantoM MIIIH MBI pekomeHmyem npoBelneHHE JIeUEOHBIX
MEpOTPUSATUI, HaNpaBICHHBIX Ha HEQPOMPOTEKIHUIO, KOPPEKLUHUIO apTepUalbHON
TUMEePTeH3UH, JUMUIHOTO OOMEHa, KalblueBO-(hochopHOTO 0OMEHa, KHUCIOTHO-
OCHOBHOTO COCTOSIHUSI, aHEMHUHM B pamkax wumerwleics craauu XbBII (cormacHo
KIUHIYeCKUM pekoMenaanusm mo XbII) ¢ nenbio CHIbKEHUsT TEMITOB MIPOTPECCUPOBAHUS
XBIT u ynyumenus nporxHosa [208].

YpoBenb  yOeautenbHocTH  pekoMenaamuii. C  (ypoBeHb  JI0CTOBEPHOCTH

0Ka3aTeJILCTB — D)

o [lammenram ¢ MIIIH u XBII C5 MBI pexomeHmyem cBoeBpeMeHHO HauumHaTh 3IIT
COTJIACHO KJIMHUYECKUM pekoMenaanusaM 1o XbII ¢ nenbio npoguiakTuku ypeMuaecKux
OCJIOYKHEHHH U yJIy4IlIeHUsI porHo3a u3Hu [208].

YpoBenb  yOeaureabHocTH  pexkomenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTeJIbCTB — 5)

e [Tanmentam ¢ MIITH u OIIII ¢ uenbio KynmupoOBaHUS KUZHEYTPOKAIOIIUX COCTOSHUN MBI
pexkoMenayem HaunHaTh 31T npu HanMuuM pedpakrepHO K MEAUKaMEHTO3HOM Tepanuu
runeprugparaudd (B T.4. OTEK JIETKHUX), OOYCIOBIEHHON  OJUro/aHypue,
TUIepKaTHeMUur  >6,5 MMoab/a, wmetabonmueckom ammmpoze pH<7,15, nHamuuum
CHUMITOMOB YpPEMHUYECKOM WHTOKCHKAllUM B CPOK HE mo3aHee 12 4yacoB ¢ MOMEHTa
JTUarHOCTHKH coctosiaus [209].

YpoBenb yOenureabHOCTHM  pexkoMeHaanuid B (ypoBeHb  /10CTOBEPHOCTH

JA0Ka3aTeIbCTB — 3)

Kommenrapun: PKU ocpanuyenvt 6 omHouwieHuu adCcomOmMHbIX NOKA3AHULL K HAYALY
3T npu OIIII, nockonvky OIIIl u eco ocrodicnenus asnaomces xcusneyepodxcarowumu [210].
OCHOBHBIM 80NPOCOM, KOMOPOMY NOCEAULEHbL MHO2UE Mema-aHaau3bl, A611emcs CpOK HaA4aud
3T npu OIII, eéxnouas u cryyau 00YCI08IeHHblE 2IOMEPYIAPHLIM NOPANCEHUEM NOYEK: 00

NOABNEHUA IHCUIHEYPOHCATOUIUX COCMOSIHULL (paHee Ha4aio BHT) umu npu ux MaHuqbecmauuu
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(nozomnee navano 3I1T) [212, 213]. JlanHble smux mema-aHaniu3o8 yKa3vléarom HA OmMcymcmeue
Kaxux-1ubo npeumywecms pauneeo uauana 3IIT. Tem He menee no pezyiomamam 00HO20
KPYNHO20 HEPAHOOMUSUPOBAHHOM CPABHUMENbHO20 ucciedosanus Havano 31T cnycms menee
12 wacoe nocre nosgnenus 06020 u3 dcusneyepoxcarowux ocnodxchenui Ol  6viio

accoyuuposaro ¢ ayyuieli oowetl gvixcusaemocmoio [209].

e [lammmentam ¢ MIIT'H n HC npu nepudepruyecknx u MoJOCTHBIX OTEKaX, PE3UCTEHTHBIX K
TEpalu JUypPETUKaMH, Mbl PEKOMEHIyeM Ha3Ha4aTh BHYTPUBCHHO albOyMUH
(#anpOymuH 4YenmoBeka**) B COYETAaHMH C BHYTPHBEHHBIM BBEJCHHEM pacTBOpa
dypocemMuma** ¢ [eNblO TOTEHIMUPOBAHUS JCHCTBUS TETICBBIX JUYPETHKOB,
yBEIIMUEHHS HATPUYpE3a U Uy pe3a U KyIUpOBaHHs 0TeKOB [245-247].

YpoBeHbr  yOenquTeIbHOCTH  pexoMeHgammii B (ypoBeHp  gocTOBEpHOCTH

A0KA3aTeJIbCTB — 2)

Kommenrapuu: [lepgvim npenapamom 6vibopa 075l CUMRMOMAMUYECKO20 JledeHUs:
CUCMEMHBIX 0meKo8, passusuiuxca ecreocmeue HC, aensaromcsa nemiesvie Ouypemuku, 6
yacmuocmu gypocemuo™*, ggooumvlil nepopanvho uiu eHympueento [3]. I'unoanrvoymunemus
cHudicaem s¢gexm gypocemuoa**, 6 ceasu ¢ yem npu HC couemannoe nasnauenue 20%
pacmeopa anvbymuna uenoseka** emecme c ypocemudom®* cnocobcmayem yayuuieHuo
ouypemuyeckoeo 3ggexma nociednezo, yeamveHu0 Hampuypesa u ouypesa u KynupoeaHuro
omekos, umo 0vl10 noomeepxcoeno 8 Heckoavkux PKHWU [245-247]. Bosmoowcnas cxema
sHympugenno2o geedenus. 20% pacmeop 011 undysuil arvoymuna uenosexka™* 100-200 mn +
@dypocemuo**, pacmeop 0151 6HYMpUGEHHO20 66€0€HUS, BHYMPUBEHHO KANEIbHO MedaenHo 1 pa3z
6 cymku 00 oOocmudicenuss d¢gexma. Hauanvnas o0osza pacmeopa ¢ypocemuoa™* ona
BHYMpUBeHH020 66edenuss 40 me modxcem OblMb NOCMENEHHO Y8eaUueHd 00 MAKCUMATLHO

aghhexmusHou 6 omHoueHuU Ouypemuyeckozo s¢hgpexma [3].

e [lammmentam ¢ MIIT'H u HC npu nepudeprniyeckux 1 MOJOCTHBIX OTEKaX, PE3UCTEHTHBIX K
Tepanud JUYpPEeTUKaMU B COYETAaHUU C aJbOYMHHOM, MBI PEKOMEHAyeM IPOBEICHHE
yIbTpa@UIbTPALMU C LENbI0 MNPOMUIAKTUKU >KU3HEYTPOKAIOUIEH TunepruapaTaium,
Ky[IUPOBAaHUS aclUTa H OOYCIOBICHHOTO UM CHHIpOMa HWHTPaabJIOMHUHAIBHON
TMIICPTEH3UH, OT€KA M MIOBPEKICHUS OYCUHOM mapeHxumsl [214-217].

Yposenb  yOenureabHOCTH  pexkomenaamuii C  (ypoBeHb  JOCTOBEPHOCTH

J0Ka3aTeJbCTB — 4)
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Kommenrapuu: [lpu negppomuueckux omexax, peppakmepHvix K  mepanuu
ouypemuxamu, npuMeHenuss Yivmpapuibmpayuu s611emcs 0OWenpUSHAHHLIM  MemoOoM
neuenusi [3]. Tem He menee OokaszamenvHas 0a3a 0SPAHUYEHA ONUCAHUEM Cepuu Crydaes
pesucmenmuozo HC npu paznuunvix eapuanmax I'H [214-217], e0e nokazana 6e30nacHocms u
aghghexkmusnocme memooa 6 OMHOWEHUU BOCCMAHOGNEHUs. Ouype3d U UYy8CMEUMETbHOCHU
NOYeuHol napeHxumvl K mepanuu ouypemuxamu. bonee obwupnas ooxaszamenvhas 6asa,
npedcmaenennas 6 mom yucie PKU, na nacmoswuii momenm npedcmasiena no npumeHenHuro
Memooa yiempapuibmpayuu npu pe3ucmeHmublX K KOHCEP8AMUSHOU mepanuu OmeKam npu

XpoHuueckoul cepoeunoli Heoocmamounocmu [218].

e [lanmentam ¢ MIII'H u HC mbI pekoMeH1yeM MPOBOAUTH aHTUKOATYJISIHTHYIO TE€PaIlnio

IpY HAJTMYUK TPOMOO30B B aHAMHE3€ W/WIHM CHIKEHUH YPOBHS anbOyMuHa MeHee 20-25

I/ B COYETAaHUH C MO KpaiHel mMepe oJHUM (aKTOPOM pUCKa (CyTOUHAsl MPOTEUHYPUS

>10 r/n, uHIEeKc Macchl Tena >35 Kr/M2, HaciaelCTBEHHAs TPOMOOQHIUs, XpOHUYECKas

cepaeunas  HenocratoyHocts -V ¢dynkiumonansHoro  kiacca,  HelaBHee

XUPYpPTrUYecKoe JeYeHHe, UMMOOWIU3aIMsI) MPU OTCYTCTBUU MPOTHUBOTIOKA3AHHUNA C

Henpl0  npoduiuaktuku  TpomOosMmOonuyeckux ocinoxHennd HC 1o MomeHTa

KyNMpOBaHUs TaHHBIX cocTosiHuit [219, 220].

YpoBenb  yOeautenbHOCTH  pekoMeHaammii B (ypoBeHb  [10CTOBEpPHOCTH

A0KA3aTEIbCTB — 2)

Kommenrapuu: HC npu MIITH, kax u npu nawobom opyeom I'H, accoyuuposan c
NOBBLIUEHHBIM PUCKOM MPOMOOIMOOIUYUECKUX 0CN0HCHeHUl. B 00Hom uccnedosanuu MIII'H 6bin
accoyuupoeéan ¢  BbICOKUM  PUCKOM — MPOMOOIMOOIUUECKUX — OCINONACHEHUL, HApsoy ¢
Membpano3nou Hepponamueti [221]. B 0sea cucmemamuueckux 0030pa, NOCEAUJEHHLIX
yenecoobpazHocmu npumenenuss aumuxoazynanmos npu HC, Ovinu éxmouenst u ucciedosanus
nayuenmos ¢ MIII'H [219, 220]. B yenom y onpedeneHHOU Kame2opuu nayuesmos npumeHeHue
AHMUKOA2YNISIHMO8 8 Npoduiaxmuyeckol 003e 0Ka3aiocy onpasdano. B omuowenuu
NPUMEHEHUS PA3TUYHbIX AHMUKOALYAHMHBIX NPenapamos, a maxice OIUmerbHoCmu mepanuu
Heobx00umbvl OanbHeliwue ucciedosanus [3]. B xauecmee npoghuraxmuxu mpomoOOmuyeckKux
COOBLIMULL MOJHCHO NPUMEHAMb pacmeop O/l UHbeKyull JHoKcanapun Hampua™®* 40 me 6 cymku
NOOKOXMCHO, PACMBOP OJisl BHYMPUBEHHO20 U NOOKOMCHO20 88edenus I enapun nampus™* 5000 Eo
2 p/cym, mabaemku Bapghapun** (yenesoii yposenv MHO 2-3). Koppexyus 0o3vi heobxoouma &
cyyae CHUdNCeHUs (QYHKYUU noueK CO2IAcCHO UHCmpyKyuu K npenapamy. Ilpu evicokom pucke

Kpogomeuenus U ypogHe anvOyMuHa coleopomku <25 2/1 MOJMCHO paccmompems npuMeHeHus
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mabnemxu Ayemuncanuyunogou kuciomol** ¢ 0oze 500 me/cym [220]. Uneubumopwi gpaxmopa
Xa u npamvie uneubumopvl mpomouna Ha Hacmosawul momenm ne uzydenusvt npu HC u MIITH.

Cm. Aneopumm 1 6 Ilpunooscenuu b.

e Mpbl HE pEeKOMEHAYeM HayuHaTh HMMYHOCYIPECCHUBHYK TEPANMIO IAalMEHTaM C
JIOMEPYJSIPHBIM ~ CHHApOMOM u  miomo3penneM Ha MIIITH ngo mopdonoruaeckoit
Bepuduxammu MIIIH u 10 ycraHOBIE€HHs €ro THOJIOTHH C 1IENbI0 BBIOOpa HamOoJiee
ONTUMAJIBHOW TAaKTHKHU JI€UYEeHHUs (32 HCKIIOYEHHEM CIydaeB, MpPOTEKalomuX B (Gopme
BITHC) [3, 4].

YpoBenb  yOeautenbHocTH  pexoMeHaammid  C  (ypoBeHb  [10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

e B caywae BIIHC wu mnonospennss Ha MIII'H MBI pekoMeHIyeM HE3aMeUIMTEIBHO
HaYMHATh HMMMYHOCYIIPECCUBHOE JiedeHne B Bujae myiabc-repanun ['KC  w/unn
[IUTOCTaTUKaMH (TP  OTCYTCTBMM NPOTHBOIOKAa3aHUK) A0  MOPQOIOrHIeCcKOn
Bepuukaiu nauarHoza MIIIH u 10 ycTaHOBJIEHUS €ro STHOJOTUH C  LEIbIO
MaKCHUMaJIbHO 3(PPEKTUBHOTO KyNHPOBAHUS WHTPArIOMEPYJISIPHOTO MpoIr(epaTuBHOTO
nporiecca [195].

YpoBeHb  y0eqMTeIbHOCTH  peKkoMeHAamuii A  (YpOBeHb  JOCTOBEPHOCTH

10Ka3aTeJIbCTB — 1)

3.1.2 JIeuenue manonarudeckoro U'+-MIIT'H

OnpeneneHre TakKTUKU JieueHUsT pu uauonatudeckom Bapuante I+ MIIT'H orpanudeno
OTCYTCTBHMEM KPYMNHBIX PAaHAOMHM3UPOBAHHBIX HCCIEAOBAHUN WIM APYroM JOKa3aTEIbHOU
0a3pl, JAeMOHCTpHpywIIed 3PPeKTUBHOCTH TOTO WM uHOro mnoaxona. CoriacHo
OOIIENPUHATOMY MHEHHIO BHIOOD TAKTHKU JICUECHUS JOJKEH OBITh OCHOBAH HA OCOOEHHOCTAX
kuHnueckor manudecranuun UI+MIITH (BbipaskeHHOCTh NUCQYHKIMHM TIOYEK, CTETEHb
NPOTEMHYPHUH, HaJUYHME TIOMEPYIIpHOW rematypuu, mopdoiornyeckue mapamerpsi) [3].
[Toaxonp! kK Tepanuu U CXeMbl UMMYHOCYIIPECCUBHOM TE€paNUM B 3aBUCUMOCTU OT KJIMHUKO-

Mopdonorudeckoit mpezentarpu MIITH npencrasnens B Tabnuie 12. Ecnu B KIIMHUYECKOM
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KapTUHE JOMUHHUPYET M30JHUPOBAHHBI MOUYEBON CHHIPOM WM CHUHIPOM pPELUAUBHPYIOLIEH
MakporeMaTypuu, TO OTpPaHMYMBAIOTCS peHonpoTeKTuBHOM Tepamueit (MAII®, ATI -
AQHTArOHUCTHI, CTATUHBI, IU€TA) U CTpeMsATCA K nojiHoM HopManuzaimu AJl (ae Beime 130/80
MM pT. cT.). [Ipu HEppoTHUECKOM CUHAPOME U HOPMAaJIbHOM MM HE3HAYUTEIbHO CHUKEHHOU
(GyHKIMEeNH moyek MOoryT ObITh UCIOJIb30BaHbl rmtokokopTukoctepouas! (I'KC), nutocratuku
WIM MHTMOMTOpa KaJblMHEBpHUHA. B ciaydasx NporpeccHpyromiero yxyAuleHus (QyHKIuu
MOYEK, HATMYWSI aKTUBHOTO HeppHUTHUUECKOTO ocanka, Ho 6e3 mpu3zHakoB BITHC npumensitoT
komoOunammto ['KC, muknodochamuma wim mukodenonata moderwna B COUYETAHUH C
HU3KUMHM J103aMHU NPEJHU30JI0HA, a IPU OTCYTCTBUU 3 deKTa 1eaecooOopa3Ho pacCMOTPETh
BOIIPOC O IMOBTOPHOUW Hedpobuorncuu w/win HazHaueHHMH aHTH-CD20 MOHOKIOHATBHOTO
antutena (purykcumad). Ilpu BITHC ¢ nHanuuunem nonynyHuit 6osee yem B 50% ki1yO604KOB
PEKOMEHAYETCs IyJIbC-Tepanus METUIIIPEIHU30J0HOM € HOCIEIYOIUM BHYTPUBEHHBIM WU
HNepopajbHbIM HpHUeMOM IMKIopochamMura B COYETAHUM C TPEAHU3O0IOHOM WU
purykcumabom [3]. IIpu 3TOM cXxeMbl BBeJEHHs IPENapaTroB AHAJIOTMYHBI TAKOBBIM IpU
AHIJA-accouunpoBansbix Backyiautax [3]. IloguepkHeM, 4TO INpU BCEX KIMHUYECKHX

BapHuaHTax TCUYCHHUSA MIIT'H Bcernma MMPOBOIATCA MCPOIIPUATHA 11O PCHOIIPOTCKIINHN.

3.1.2.1 Ouenka d3¢pdexkTuBHOCTH JedeHus npu wanonarnyeckom UI'+MIIT'H

BaXHBIM MOMEHTOM, MO KOTOPOMY OTCYTCTBYeT JOCTaTOYHAas JOKa3aTenbHas 0asa,
aBisieTcst oneHka s¢dextuBHoctr Tepanuu MIITH. Kak mpaBuno, kpuTepusiMu OoTBEeTa Ha
TEpanuio SIBIAIOTCA U3MEHEHUE (DYHKIMHU MOYEK, YPOBEHb IIPOTEUHYPHUH, & TaKXKE aKTUBHOCTh
MOYEBOTO Ocajka (MWIMHIPYpHUs, TIIoMepyisipHas rematypus) [3, 4, 173]. B cBsi3u ¢ tem, 4to
st onpenenenus TakTuku jguurensHo UCT npu uamonarnueckom UI+MIITH HeoOxonuma
OIIeHKA 3(PEKTUBHOCTH JIEUEHUS, 3/1€Ch MBI IPUBOJIUM €€ KPUTEPUH COTIACHO CYIIECTBYIOLIUM

Ha JTAaHHBI MOMEHT TIPEICTaBICHUAM [3, 4].

e YV nmamuentroB ¢ WI+MIII'H, nonay4amomux TOT WIA HWHOW BHJ JICUEHUS, JIs
Bepu(dUKaMyu HAIW4YWS OTBETA HA TEPANHMIO Mbl PEKOMEHIYEM YUYUTHIBATH CHIDKEHUE
cyTouHoi mporeunypur >30%, OTCYTCTBHE aKTUBHOTO HE(MPUTHYECKOTO OCajaKa IPH
MHUKPOCKOTIMM OOIIEr0 aHaju3a MOYH, OTCYTCTBHE IPOTPECCUPOBAHUS TUCHYHKIIUU
nouek [3, 4].

YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  [10CTOBEPHOCTH

0Ka3aTeJIbCTB — D)

66



e V¥V mammentoB ¢ MIII'H mns Bepudukanmm akTMBHOTO HEQPUTUIECKOTO OCAIKa MOYH MBI
PEKOMEHIYEM YYUTBIBAaTh HAIMYKE IIPU MHUKPOCKOIMM MOYHU =5 3PUTPOLUTOB B IIOJIE
3pEHUs B COYETAaHUU C HAIMYUEM >1 AUCMOP(HOTO SPUTPOIMTA WIH aKaHTOLIUTA B TOJIE
3pEHUS W/WITK SPUTpOIMTapHOTO uHapa [176, 177].

YpoBenb yOeauteabHOCTH  pekoMeHaammii B (ypoBeHb  10CTOBEpPHOCTH

0Ka3aTeJIbCTB — 3)

e YV mnamuentroB c¢ HWI+MIIT'H, nonydarommx TOT WIM HWHOW BHUJI JICYEHHUS, MBI
PEKOMEHIYEeM MOHHMTOPHUPOBATh YPOBEHb CYTOYHOW IPOTEHUHYPUH, (YHKIHUIO TOYCK
(pCK®), o0mmii aHamu3 MOYHM HE PEKe 4eM KakIble 3 Mecsma B MEPBBIN TOJ JCYCHUS
JUTSI CBOEBPEMEHHOTO BBISIBIIEHUS aKTUBHOCTH 3a00eBanus [3, 4].

YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  [I0CTOBEPHOCTH

A0KAa3aTeJIbCTB — 5)

e ¥V mammentoB ¢ U[+MIITI'H, nmonyyaromux TOT WX UHOW BHI JieueHus Ooliee Tona, npu
HaJIMYMKM OTBETAa Ha TEPANUI0O Mbl PEKOMEHAYEM MOHHUTOPUPOBATh YPOBEHb CYTOUYHOM
npotennypud, pyHkiumio nouek (pCK®), oOmmii aHanu3 MOYM HE pexke uyeM Kaxisle 6
MECSIIICB JJIsi CBOCBPEMEHHOTO BBISIBJICHUSI aKTHBHOCTH 3a00jieBanus [3, 4].

YpoBenb yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  [10CTOBEPHOCTH

J0KAa3aTeJbCTB — 5)

3.1.2.2 Jledenue UWI+MIITH, HopMaJbLHOH (GVYHKIHEH MOYEK, CYTOYHOM

NpOTEHHYPHEH MeHee 3,5 F/CVT N HCAKTHBHBIM 0CAIKOM MOYH

e [lanmentam ¢ UT+MIII'H u HOpMmanbHON (QyHKIMEH MOYEK, CyTOYHOW NMpPOTEUHYpuei
MeHee 3,5 T/CyT, HEAaKTHBHBIM OCaJKOM MOYM Mbl PEKOMEHIyEeM Ha3Hau€HUe Wu-
ATI®/BPA B kauecTBe HeppOpOTEKTUBHOTO Jieuenus [174, 175].

YpoBenb  yOeauteabHocTH  pexomenaanuii C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeIbCTB — 4)

Kommentapuu: [lpumenenue UCT 6 ciyuae omHocumenvHo 61a20npusmuo20 medenus
UT+MIITH cuumaemcs HeyenecooOpasHvlM 8 C853U ¢ HeOOCMAmMOYHOCMbIO O00KA3AMeNbHOU
O0aszvl 8 omHoOweHUU IPdexmusHocmu U PUCKOM  pazeumusi HOOOUHBLIX AP Ghekmos
UMMYHOCYnpeccusHvlx npenapamos. Hccnedosanus, nocseauennvie npumenenuro ['KC npu
MIITH, xacanucb 68 OCHOBHOM OemCKOU NONYIAYUU U NPOOEMOHCMPUPOBATY OMCYMCMEUe

enuanus mepanuu I’ KC na omoanennwiii noueunwviii npoeros [174, 175].
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e [lammentam ¢ UT+MIITH, monydaromuM TOIBKO HEPPOIPOTEKTUBHYIO Tepamuto Ooliee
roja, B Cllydae HapacTaHWs NPOTEHHYPUH W/WIW yXyIIIEHHS (YHKIUU TOYEK W/HIH
HOSIBJICHHUSI aKTUBHOTO HE(PPUTHUECKOIO OCaJKa MOYM Mbl PEKOMEHJYEM PacCMOTPETH
BOIIPOC O MOBTOPHOM MOP(OJOTUYECKOM HCCIEJOBAHUM MOYEYHOW TKaHU ISl OLEHKHU
MOPGOTOTUIECKON aKTHUBHOCTH 3a00JIEBaHUS U CTENEHU BBIPAXKEHHOCTH XPOHUYECKHUX
u3MeHeHui [3, 4].

YpoBenb yOenurenbHocTH  pexoMeHaanuid C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

e [lanmentam ¢ UT+MIIT'H, nony4arommm TOJIbKO HEPPOMPOTEKTUBHYIO TEPANIUIO MEHEE
rojia, B cliy4yae HapacTaHHUs MNPOTCHHYPHUH W/WIW YXyAIIeHUs (DYHKIUU MOYEK W/UIU
MOSIBJICHHUSI aKTUBHOTO HE(PUTHYECKOTO OCaZKa MOYHU JJIs JeueHUs] 3a00J7€BaHUS MBI
pexomenayeM Hadyath MICT corimacHO TEKyIIUM KIMHUYECKHM TMPOSIBICHUAM (CM. Janee)
[3,4].

YpoBenb yOeautenbHocTH  pexoMenaamuii C  (ypoBeHb  J10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

Kommenrtapuu: Cu. anecopumm 2 6 Ilpunoocenuu b.

3.1.2.3 Jeuenne UT'+MIIT'H npyu HOpMAJBbHON (QYHKIHU MOYEK U HEDPOTHUECKOM

CHHAPOME

e [lammentram ¢ WI+MIII'H wu HOpManbpHOW (QyHKIMEH MOYEeK M HEPPOTUUECKUM
CHHIPOMOM MBI PEKOMEHAYEM JICUCHHE TJIIOKOKOPTHUKOUAAMHU (TIpH OTCYTCTBUHU
MIPOTHUBOIIOKA3aHUI) nepopaiibHo B A03e 1 Mmr/kr/cytku (He Gosee 80 mr) B Teuenue 1
MecsIa C TOCTETICHHBIM CHM)KCHUEM 03Bl B TEUCHHE 6 MECSIIEB /10 MOJHON OTMEHBI B
ciyyae JOCTkeHus 3ddexrta neyeHHs I HHIYKUUUW PEMUCCHUU 3a00JIeBaHUS U
yJIydieHus mporuo3sa [178].

YpoBenb yOenurenbHOCTHM  pexkoMeHaamuid B (ypoBeHb  /10CTOBEPHOCTH
J0Ka3aTeJILCTB — 2)

Kommenrapun: /Joxazamenvras 6aza no npumernenuto UCT y @3pocivix nayuenmos c
uouonamuyeckum HI'+MIITH, ocobenno npu HC u coxpannoti @yHKyuu nouex,
CYUWIeCmBeHHO 02PAHUYEeHA 8 OCHOBHOM 8 C853U C MeM, Ymo MHO2Ue PAHOOMUSUPOBAHHbIE
uccnedo8anus ObLIU BbINONIHEHbL 00CMAMOYHOe 68peMsi HA3a0, K020ad NPUMEHSIACH

yaempacmpykmypHas kiaccuguxayus MIITH unu ne yyumsisanace smuonozus MIITH.
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B smoti c653u He803MOICHO YKA3amb, KAKOe KOIUYECMB0 NAYUEHMO8 ¢ UOUONAMUYECKUM
HUI'+MIITH 6viniu 8KkatoueHbl 8 ucciedo8anus. JlanHvle 00HO20 PAHOOMUSUPOBAHHOZO0
UCCIe008anusi, BbINOJIHEHHO20 6 O0emcKol nonyaayuu nayueumos c¢ MI'+MIITH,
nPOOEeMOHCMPUPOBATU NOJIOHCUMEIbHBLLL aghpexm I'KC ¢ OMHOWEeHUU
npoepeccuposanus oucyukyuu novex [178], xax u Opyeoco 006cep8ayuoOHHO20

uccneoosanus [179].

e [lamentam ¢ WI+MIII'H wu HopmanpHOW ¢yHKIMENW TMOYEeK M HEPPOTHUIECKUM
CHUHJIPOMOM MpPHU HAJIWYUH MPOTHUBOIMOKA3aHUI K TIIOKOKOPTUKOWAAM MU LUTOCTATHKAM
Wik X He3PPEKTUBHOCTH AJA JieueHUs 3a00JeBaHUS Mbl PEKOMEHAYEeM Ha3HaueHUe

#uukmocrnopuHa™**

B CTapTOBOM 103€ 2-4 MI/KI/CyTKM B JBa IpHUeMa C MOCIeayrolen
KOPPEKIHeH 03bl 10 HYJIeBOW KOHIEHTPAIMU #LUKIOCHOPUHA™* B CHIBOPOTKE (LieeBas
koHueHtpausa 100-175 vr/min) unu #rakponumyca™* B ctaproBoit no3e 0,1 MI/Kr/cyTku
B JIBa IpHeMa C TMOCIEAyIOUed KoppeKkiuell a03bl MO HyJIEBOH KOHIEHTpAIUH
#Takponumyca** B ChIBOpOTKe (leneBasi KoHueHTpaims 5-10 Hr/mi) B Tedenue 12
MecsiteB rpu Hanmmany 3¢dexra [180, 181].

YpoBenb yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  10CTOBEPHOCTH

J0KA3aTeJbCTB — 3)

Kommenrapuu: /Jaunvie 06 sppexmusnocmu HUKH 6 omuowenuu cHudiceHus
NPOMEUHYpUU U OOCMUNCEHUS PEMUCCUU HePPOMUYECKO20 CUHOpOMA NpU UOUONAUYECKOM
MIITH oepanuyensl 1uib HeCKOIbKUMU HeOOIbuuUMU 00cep8ayuontbimu ucciedosanusmu [ 180,
181]. B cayuae uouonamuuecxoco MIII'H, npomexarowezo ¢ HC, pesucmenmmuviv x I'K,
naznavyenue MKH nmanpaeneno ¢ mom uucie ma 60ccmaHognenue yumockenema noooyumos u
kynuposanue HC. JJokazamenvhas 6aza ¢ omuouwtenuu sgpghexmusnocmu UKH npu cmepouo -
pesucmenmuom HC npeocmasnena psoom mema-anaruzos [182-184]. Ilooxoowr x neuenuro
uouonamuyeckoeo MI+MIIIH ¢ nopmanvnot pynxkyueti nowex u HC npedocmaenenvt 6

aneopumme 3 ([Ipunosicenue b).

3.1.2.4 Jdeuenne UT'+MIITH npu cuykeHHO#H QYHKIUN MOYEK

e [lanmenram ¢ uanonatuueckum UI+MIITH u camwkennoit pynkiwmeit nouex (pCKD <60
mi/mun/1,73mM%) 6e3 BIIHC wmbl pekomeHayem HasHayaTh WCT npu  Hanuyum
MOP(OTOTUYECKIX MPHU3HAKOB AaKTHUBHOCTH  HMHTPArjOMEPYJSPHOTO  BOCHAJICHUS
(Me3anruanbHas nposudepanysi, YHAIOKAMWUISIpHAS Mpoaudepanus 1 T.11.) IS JTeYSHUS

3abosieBanus [3, 4].
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YpoBeHb  ybOenurejdbHOCTH  pexkoMeHaanmuii C  (YypoBeHb  JIOCTOBEPHOCTH

A0KA3aTeIbCTB — 5)

[Marmmentam ¢ unuonarmdeckum UIT+MIITH u camxenHon pynkmmeid mouek (pCKD <60
mi1/mun/1,73M%) 1 MOP(OTOrHIECKMMH MPU3HAKAMU aKTUBHOCTH MHTPArJoMepyispHOTO
BOCMaJeHus] (Me3aHTHalbHasl TpoJidepanus, dYHAOKATWLISIpHAs mpoudepanus 1 T.1.)
JUIsl JiedyeHus 3a00JieBaHMS B KayecTBE NEPBOM JIMHUM TEpaluU MBI PEKOMEHIyeM
Ha3HAUYCHUE TITIOKOKOPTHUKOUIOB (IIPU OTCYTCTBHU NPOTHBOIOKA3aHUN) MEPOPAIbHO B
no3e 1 mr/kr/cytku (e 6oisiee 80 mMr) B TeueHre 1 MecsIa ¢ MOCTEIIEHHBIM CHUKEHUEM
J103bl B TeYeHHE 6 MecsLEB 10 MOJHON OTMEHBI B cily4yae AOCTIbKeHUs ¢ deKkTa JeueHus
[178].

YpoBenb yOeautenbHOCTH  pekoMeHgammii B (ypoBeHb  [10CTOBEpPHOCTH

A0KA3aTeJIbCTB — 2)

[Mammentam ¢ unuonarundeckum UI+MIITH u camxenHo pyukmueit mouek (pCKD <60
mi1/Mun/1,73M%) 1 MOp(OTOTHYECKUMH TPU3HAKAMH aKTHBHOCTH HHTPArIOMepYIsSpHOTo
BOCHalieHus1 (Me3aHruanbHas nposudeparws, YHIOKAMWLIIIpHas npoaudepanys 1 T.1.)
NpY HAIWMYUK TPOTUBOTOKa3aHWid K Ttepamuu ['K 1 nedeHuss 3a00NeBaHUS MBI
peKoMeHyeM HazHaueHue MukodeHonata modermwn (AMM®D)** winu MukodeHoI0BYIO
kucinory (#MDPK)** mepopanbho B 1o3e 1000 mr 2 p/cyTku B TeueHnue 6-12 mecsies ¢
1eJbi0 KynupoBanus aktuBHocTr MITTH [185-187].

YpoBenb  y0enutTelbHOCTH  pexomenaamuii C  (YpoBeHb  J0CTOBEPHOCTH
10Ka3aTeIbCTB — 4)

KomMmenrTapuu: /lannvie 06  agpgpexmusnocmu MMD 6 xombunayuu c¢ I'KC

npeodCcmasieHbl HeCKOIbKUMU 00cepsayuoHHbimu ucciedosanusmu [185-187].

[TarmenTtam ¢ nanomarndeckum UT+MIITH u cHmwkennoi pynknueit mouek (pCKD <60
mi/mus/1,73M%) 1 MOp(hONOTHIECKMMHU TIPU3HAKAMK aKTHBHOCTH MHTPATIOMEPYISIPHOTO
BOCIaJIeHUs (Me3aHTHaJbHas TpoJindepanus, dHAOKATWLIIpHAs npoyudepanus U T.1.)
npu orcytctBuM dddekra 'K B Teuenue 3-6 MecsieB s jgedeHUs 3a00J1€BaHUS MbI
pekomenayem HazHaueHue #MMO** pnu #MOK**  mnepopansno B go3e 1000 mr 2
p/cyTKH B TedeHue 6-12 MecsIeB ¢ 1enbio KynupoBanus aktuBroctd MITTH [185-187].

YpoBenb  yOeautenbHocTH  pexoMenaanuii  C  (YpoBeHb  JIOCTOBEPHOCTH

JA0KA3aTeIbLCTB — 4)
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e [lammenram ¢ wauonatnaeckum UT+MIITH u camwkennoit Gynkimeit moyek (pCKD <60
mit/Mun/1,73M%) 1 MOPdOIOTHYECKUMY NPU3HAKAMHI aKTHBHOCTH HHTPATrIIOMEPYISPHOTO
BOCIaJeHusl (Me3aHTHalbHasl TpoJindepanus, dHAOKATWUIIpHas npoiaudeparus 1 T.1.)
npu otcytctBun 3¢dekxra I'K B coueranun ¢ #MMO** B teuenue 6-12 MecsueB Msl
pEeKOMEeHAYeM NOBTOpPHOE MOP(OIOTUYECKOE HCCIEOBAaHUE MOYEYHOW TKaHU s
YTOYHEHHSI CTETICHH AaKTUBHOCTH 3a00JIeBaHUS W BBIPAXKEHHOCTH XPOHHUYECKUX
u3MeHeHui [3, 4].

YpoBenb yOenureabHocTH  pekoMeHaauuid C  (YypoBeHb  J10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — D)

e [lanmentram ¢ uanonatuueckum UI+MIITH u camwkennoit pynkimeit nouex (pCKD <60
mi/mMun/1,73m%) u otcyrerBueMm >ddekta 'K B couetanun ¢ #MMD** B Teuenue 6-12
MecsilleB U MOP(OJOTUYECKHMMH TPH3HAKAMH AaKTHBHOCTH HMHTPArjioMepyIsipHOTO
BOCHalIeHUs (Me3aHTHaTbHAs TpoTudepanus, YHIOKAMWLIIpHas nponudeparus 1 T.11.) B
KayecTBE TPETheH JMHUHM TEpamuu JUIsl JIeUeHUs 3a00JIeBaHHS MBI PEKOMEHIYyeM
npumeHenue #uukinodocpamuna (LP)** B no3e 2 mr/kr/cyTku (MakcumainbHas 1o3a 200
MTI/CYTKH, MaKCUMallbHast KyMyJIsiTHBHas o3a 16 r) B coueranuu ¢ 'K 10 mr/cytku [188,
189].

YpoBenb  ybOeaureabHocTH  pexoMeHaaumuii C  (YpoBeHb  J0OCTOBEPHOCTH

J0Ka3aTeJbCTB — 4)

Kommenrtapuu:  Uccrnedosanuss  sgpgpexmusenocmu  #LQO**  npu  MIIITH  He
NPOOEMOHCMPUPOBATIL €20 SIBHbIX npeumywecms. B oonom obcepsayuonnom uccredosanuu
Obi1a noxazana 3¢ppexmusnocmo npumenenus #L[O** y 15 nayuenmos [188], 6 mo epems kax
DPAHOOMUBUPOBAHHOM UCCIe008AHUU, 8KTIOYUsUIeM 59 nayuenmos, cyuecmeenHvlx omiudull 6

ucxooax c u bez mepanuu L{@** npooemoncmpuposano He o6wi10 [189].

e [lammentam ¢ unnonatuyeckum MI+MIIT'H u camxenno#t ¢pynkimei mouek (pCKD <60
mi/mun/1,73m%) u otcyrcTeueM sddekra I'K B couerannu ¢ #MM®** B Teuenne 6-12
MecAleB M MOP()OJOTHYSCKUMU TMPU3HAKAMU AKTUBHOCTH HMHTPATJIOMEPYIISPHOTO
BOCIajeHus (Me3aHruaiabHas npoiaudepanys, SHI0OKaMWIIpHas npoaudepanus u T.10.) U
IIpY HAJIWMYMKM TPOTHBONOKAa3aHWK K Ha3zHadyeHuto #I[D** B kauecTBe TpeThel JTUHUU
Tepanuu JJisl JieueHus] 3a00JIeBaHUsI Mbl pEKOMEHAyeM NMpuMeHeHue #Purykcumaba™* B
BUze 1ByX B/B uH(py3uit mo 1000 mr ¢ untepBasioM B 14 nHel (HOBTOpHBIE BBEACHUS

BO3MOHO 4epe3 6 mecsies) [190-192].
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YpoBenb  y0enutTelbHOCTH  pexomenaamuii C  (YpoBeHb  J0CTOBEPHOCTH

10Ka3aTeIbCTB — 4)

Kommenrapun: /[ocmynuvie Ha meKkywuii MOMeHM UCCIe008aAHUSL IPpekmusnocmu
cxem ¢ #Pumyxkcumabom™* npu uouonamuueckom MIII'H 6e3 kpuoenobyrunemuu, HecMomps Ha
Mo, YMo KIIUAIOM CYMMAPHO HebOIbuoe Yucio nayuenmos (oxouo 23), npooemMoHcmpuposanu
oocmudicenue 6 BuUOe CHUJCEHUs NPOMeUHypuu npu  OMCYmMCmeuu npozpeccuposanus

OUCPYHKYUU NOYEK U CYuecmeeHHbIX no6ouHbIX d(pexmos [190-192].

e [lammentam ¢ unuonatuyeckum MI+MIIT'H u cHmxenno#t ¢pynkimei mouek (pCKD <60
mi/Mun/1,73M%) M [peUMyLIECTBEHHO  XPOHHYECKMMH  M3MEHEHMSAMH  IIpH
MOP(OTOTUIECKOM HCCIEOBAHMM MOYEYHONW TKAHHM Mbl PEKOMEHJyeM Ha3Hau€HHUE Uu-
ATI®/BPA 6e3 VICT c¢ 11e1pt0 MUHUMH3AIMH PUCKOB 0004 HbBIX 3¢ dextos NCT [3, 4].
Yposenb  yOenureabHOCTH  pexkomenaamuii C  (ypoBeHb  J0CTOBEPHOCTH
0Ka3aTeJILCTB — D)

KomMmenrtapuu: Cm. anzopumm 4 ¢ Ilpunoxncenuu b.

3.1.2.5 Jeuenne UT'+MIITH npu BITHC

e [lammentam c¢ wugumonarmueckum UI+MIIIH u BIIHC MBI pexomeHayemM HauMHATH

JedeHne HeaMmenuTenbHo rnociie auarnoctuku BITHC B Bune B/B BBenenus ['K B mo3e

1000 mr /cyT Ne3 (mynbe-Tepanus) ¢ IepexoAoM Ha MEepOpalbHBIN mpreM 1 MI/Kr/cyT B

TedeHne 1 Mecsa ¢ MOCIeAYIOIMNUM CHIKCHHUEM JIO03BI B COYETAHHU C ITUTOCTATHKAMU

win  #Purykcumabom™** ¢ 1enpl0  ONTUMAIbHOTO  KYMUPOBAaHUS  aKTUBHOTO

BOCTIAJTUTEIILHOTO UHTPArTIOMEPYJIsipHOTO Tiporiecca [195].

YpoBenb  y0eauTeIbHOCTH  pekoMeHaanmuii A  (YpoBeHb  1OCTOBEPHOCTH

JA0Ka3aTeJbCTB — 1)

KommenTapun: Jarnusie 06 s¢pgpexmusnocmu nyavc-mepanuu I'KC 6 couemanuu umu 6e3
yumocmamukoe npu HI+MIIIH, npomexarowem xax bBIIHC, oepanuuenvt onucauusmu
KIUHUYECKUX Clyuaes, OOHAKO, 8 OmMHOUWleHuU 3¢hghekmueHocmu OAHHO20 NOOX00d, BKIIOYAs
Pumyxcuma6b, npu BITHC nposedeno docmamoyHoe KOIUUeCmeo UCCIe008aHUll, 8 OCHOBHOM
nocssujennolx  aevenuro  AHI[A-accoyuuposannvix eackymumos [65-74]. Heoonokpammo
00HO8IeMble pe3yTbmambl CUCMEMAMUYLECK020 0030pa PAHOOMUBUPOBAHHBIX UCCTIE008AHUL C
npumeHnenuem mema-ananuza, kacarowuxcsa I’ KC, yuxiogocpamuoa, MM®, pumykcumaba npu

PEHATIBHOM 8ACKYume, yKasvlediom HA Sd)d)eKmMGHOCWZb OAHHbIX 1e4eOHbIX Meponpuﬂmuﬁ npu
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BITHC, umo cnpasedugo u 0as noooonozo mevenuss MIIIH [195]. Coenacno obwemy muenuio

MeANCOYHAPOOHO20 Hedhponozuueckozo coobuecmea cxemul aeverus BITHC npu MIITH donichbl

Obimb  maKumu anee,

kak npu AHI[A-accoyuuposannvix eackymumax (cm. Knunuueckue

pexomenoayuu no ouacHocmuxe u aevenuro AHI[A-accoyuupsoannvix sackyiumos) [3]. Cxemol

unoykyuonnou mepanuu I'KC, yumocmamuxkamu u Pumykcumabom npedcmasienvl 8 maobauye

12.

Tabmuma 12. Ilogxoasl k Tepanmuu wuauonatmdeckoro MIIIH B 3aBucumoctu OT

KJIIMHUKO-MOP (hosorndeckoii MaHu(ECTaIliH.

Bapuanr
KJIMHUYECKOTO  TEUEHUs

uauornarnueckoro MIII'H

Jleyenune

JIro6otii BapuanT MIIT'H

IIporennypus <3.,5
I/CyTKH

OtcyTcTBUE
HEPPOTHUECKOTO
CHHIpOMA

Hopmanenas CK®

CrabunpHas, HO 3HAYMMO
camkenHas CK® (<30
mi/mMun/1,73m2), 4TO
00BSICHIMO
BBIPAKCHHBIMU

(bubpo3HBIMU

U3MEHEHUSIMH TTOYEYHOU

- HedppomnporekruHas tepanus u-AllID/BPA

- JleueOHbIC MCPOIIPUATHUA, HAIPABJICHHBIC Ha KOPPCEKIURO

apTepuallbHON TUMEPTEH3WH, JHUIHIHOTO OOMEHa, KallbIIMeBO-
dochopHOTO 0OMEHa, KHCIOTHO-OCHOBHOTO COCTOSIHUS, aHEMUU B
pamkax wumeromeiics cragun  XBII (cormacHo KIMHUYECKUM

pexkomennanusam o XbIT)

TKaHH o JTAaHHBIM

Mop(dormorndeckKoro

UCCIICIOBaHUS

Hedpotnueckmii 1 JIunusa repanuu™. I'JII0KOKOPTUKOUIBI

CUHJIPOM 1 mr/kr/cyt (makcumanbHas go3a 80 wmr/cyt) B TeueHue 12-16
Hopmanbshas WIH | HeJlelb

HE3HAUYUTEITHHO EcTtb oTBeT: cHMkeHHe npoTennypur >30% OT UCXOIHOTO YPOBHS
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camkenHas CK® (>60

mi/mMun/1,73m2)

[Tocrenennoe cumxkenue no3l [KC ¢ mepexomom  Ha

ATBTEPHUPYIOIINN IPUEM B T€UEHHUE 6-8 MecsIIeB
Her otBera: cHmxenue nporennypun <30% OT UCXOAHOTO YPOBHS

[Toctenennast orMena I'KC u Hagao cnenyrouie JUHUM TEpanuu

2 JIunus tepanun®. UHruduTopsl KajbUMHEBPUHA
Huknocropun A 2-4 wmr/kr/cyT, ueneBas konmeHtpamus 100-175
ar/mi 12-14 genens

WIH

Takponumyc 0,1 Mr/kr/cyT, neneBas koHneHTpauus 5-10 ar/mn 12-
14 mwenenn

Ectb oTBeT: cHMkeHHe npoTenHypun >30% OT UCXOAHOTO YPOBHS
[Ipononxenue Tepanuu 10 12 mecsues

Her oTBerta: cHiwkeHnue npoteuHypun <30% OT UCXOTHOTO YPOBHSA

OtmMmeHa uHT I/I6I/ITOpa KaJIbIIMHCBPHHA

Camwxenne CKO <60
mu/mun/1,73m2
HedpoTrueckuit
CHHIPOM +/-
AKTHUBHBII MOYEBOU

ocaJlok (remaTypus)

Her BITHC

1 JIuansa repamun®. I'JII0KOKOPTHKOUABI

1 mr/kr/cyt (makcumanbHast no3a 80 mr/cyt) B Teuenue 12-16
HEZlEb

Ectb oTBeT: cHIkeHME npoTennypur >30% OT UCXOIHOTO YPOBHS
[Tocrenennoe  cumxkenue no3pl [KC ¢ mepexogom  Ha
aJIbTEPHUPYIOLIUI [IpUEM B TeueHUEe 6-8 Mecs1eB

Her oTBeTa: cHuxeHue npoteuHypun <30% OT UCXOJHOTO YPOBHS
W/WIIHA IpOorpeccupoBaHne AUCHYHKIIMU MOUEK

Camxenne I'KC no 20 Mr/cyTt u nobaBieHue UTOCTaTHKa

2 JIunus tepanuu”. llurocraTuku

Muxodenonarta moderuin (1,5-2 r/cyT)

Ectb oTBeT: cCHMkeHUE npoteuHypun >30% OT UCXOJHOTO YPOBHS,
OTCYTCTBHE aKTHMBHOI'O MOYEBOTO OCajka, cTaOwiu3anus (GpyHKUUU
MOYEK

[Ipomomxuts Tepanuto 10 6-12 mecsien

Her oTrBeTa: cunxxenue nporenunypun <30% OT UCXOHOTO YPOBHS
W/WIK TPOTPECCHpOBaHUE NUCHYHKIUU TMOYEK W/WIM aKTUBHBIN
MOYEBOM 0CaI0K

OtMeHa TepanuM U BbINOJIHEHNE IOBTOPHOM Hedhpoduoncuu:
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Axmuenozo 80CNANTUMENLHO20 npoyecca Hem: CM.
COOTBETCTBYIOIIYIO Ipady

Axmuenwlil ocnaiumenvusli NPoyecc ecma.:

Huknodochamua (2 mr/kr/cyt ¢ koppekimeit 10361 1o CK® u Ha
25% y NOKWIIBIX MAIUEHTOB) +

[Ipenuuzonon 10 mr/cyt

[Ipo1omKUTENLHOCT TEpanuu 3-6 MecAIEB

Ectb oTBeT: cHMkeHue npotenHypun >30% OT UCXOTHOTO YpOBHS,
OTCYTCTBHUE aKTHMBHOI'O MOYEBOIO OCajka, cTabwiu3anus GpyHKUuU
MoYeK

[Ipomomxuts 10 12 MecsieB

Her oTBeTa: cHmxenue npoteuHypun <30% OT UCXOTHOTO YPOBHSA
W/WIA TIPOTPECCHpOBaHUE NUCHYHKIMUA TOYEK W/WIM aKTHUBHBIHN
MOYEBOM 0CATOK

Putyxcuma6 1000 mr No2 (JI 1 u [ 14)

[ToBTOpuTh yepe3 6 mecsue 1000 mr Ne2 (]I 1 u J{ 14)

Her otBera: otmena MCT u mpoaomkeHuE NOAAEpKHUBAIOLIEH

Teparuu

BITHC**
(MIITH ¢ nonynyHusMM)
(xax pu AHIIA-

BaCyJIMTax)

[Tynsc-teparmust B/B 'KC B nmoze 1 r/cytku Ne3 ¢ mepexogoMm Ha

nepopaibHbIi pueM 1 Mr/kr/cyT +

1) Huxnodochamun B/B 15 Mr/kr (¢ koppekuueit 1031 o CKD u
BO3pacTy)

- Kaxaeple 2 Heaenn 1 Mecdr, 3aTeM Kaxkiable 3 Hejelu 2 Mecdaia
(menenu 0, 2, 4, 7, 10, 13), npu OTCYTCTBUU KIMHUYECKOTO OTBETA
MPOJIOJDKUTh KaXKJble 3 HeJeNr Ha TMPOTSHKCHUM elle 2 MeCsIeB
(memenu 16, 19, 21, 24)

- Kaxnple 2 Henenu 2-4 mecsana

WIH

2) Huknodochamun (2 Mr/kr/cyT ¢ koppekuuei 10361 1o CK® u Ha
25% y NOXWIIBIX MAIIEHTOB) Ha MPOTSKEHUU 3-6 Mecs1IeB

WIH

3) Mukodenonara moderun (1,5-2 r/cyT)

nin
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4) Putykcuma0b

Nupyxums

1 pa3a B Henemo B TeueHue 4 Henenb B/B B g03e 375 Mmr/M? wiu 2
pasa kaxsple 2 Hefenu 750 Mr/m? (MakcuManbHas 103a 1000 mr)

1 pa3a B Hefento B TedeHue 4 Henenb B/B B jg03e 375 Mr/M2 U nasee
cinyctd 1 mecsi 1 pa3 B Mecsii ABaXKIbl

Hoanep:kuBaroumas repanus

750 mr/m? (maxcumanbHas 1o3a 1000 mr) kaxasie 6 MecsIeB

750 mr/m? (makcumanbHas 1o3a 1000 mr) kaxasie 4 Mecsia

750 wmr/m2 (makcumanbHast go3a 1000 mr) kaxaple 6 MeCsAIEB B
TeueHue 24 MecsleB

750 mr/m? (makcumanbHas 103a 1000 mr) kaxaeie 12 mecsieB

375 Mr/m? Kaxsie 6 MecsIieB

500 mr B 1 u 15 gnm, 3atem yepes 5,5 Mecs1leB U CHOBa Kax/ble 6

MECSIIEB, B OOIIIEH CII0KHOCTH 5 103 B TeueHue 18 MecsieB

*[Ipu mpoTuBomOKa3aHusXx K Teparuu ['K mepBoi JMHHUEH Tepamuu MOXKET OBITh
WHTUOUTOPHI KaJIbIIAHEBPUHA

**  CornmacHo pexomennanusMm KDIGO  nedeHume  JOMKHO  COOTBETCTBOBATH
HHIYKIHOHHOMY JieueHuto Tpu AHI[A-acCOMUPOBAHHBIX BACKYJUTaX C MOCICAYHONUM

MEePEX0/I0M Ha TOJICPKUBAIOIILY IO TEPAITHIO

[Mpumeuanns: AHIIA - adturena k murtomnasme Heurpodwminos, BITHC —
obicTponporpeccupyrommii - Heppurndeckuit curgpoMm, BPA — Omokatopsl penenrtopa
AHTMOTEH3MHA, I'KC — TIFOKOKOPTHKOCTEPOUBI, u-Alld — MHTHUOUTOPHI

anruoteHsuHnpespamawomero ¢epmenra, UCT — ummyHocynpeccuBHas Ttepamus, MIIIH —
MeMOpaHomnpoiaudepatuBHeiil rmomepynonedpur, CK® — ckopocts ki1y60ukoBo# puipTpanuy,

XBII — xponuueckas 6071€3Hb MOYEK.

3.1.3 Jleuenue UT'-C3+ MIIT'H (C3-rsioMepyvaonaTumn)

C3'FJ'IOMpr.]'IOHaTI/I$I ABJACTCA peHKOﬁ HaTOHOFHeﬁ, B CBA3HM C 4YCM PAHAOMHU3UPOBAHHBLIC
HCCICAOBAHUSA II0 JICUCHHUIO 3TOI'O BapHaHTa MIITH B OOJIBIIHMHCTBE CJIy4acB OTCYTCTBYIOT.
Iloaxoasl K BEIEHUIO JAHHOTO COCTOSHUS 633pr10TC$[ Ha CECpUHN KIITMHNYCCKHUX Ha6J'IIO,Z[eHI/II71

¥ MHEHMH 3KcrepToB [52, 64]. CoryiacHO 3TUM NpeicTaBleHUSIM BbIOOp HadaTbHON TaKTHKH
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BCACHUA 3aBUCUT oT CTCIICHHU BBIPA)KCHHOCTHU KIIMHUYECKUX HpO?[BJ'ICHI/II‘/JI u

Mopdonornueckux usmMeHenuit (tabnuma 14). Kpurepun tspxectn C3I'TI mpexacraBieHsl B

tabnune 13. Koutponb 3¢ (HEeKTUBHOCTH TepaIvy U OIIEHKA OTBETA aHAJIOTUYHBI TAKOBBIM MPHU

HUI+MIITH.

Tabnuna 13. Knunnueckue u Moponorudeckue kputepuu tsixectu C3ITI [52, 64].

CreneHp TKEeCTH™

Kputepun

Jlerkoe reuenune

[Mporeunypus <I r/cyT**

Hopwmanbnas CK® (>60 mi/mun/1,73m2)

Cpez[ HAA CTCNCHb

THXKECTH

[MpoTeunypus >1 r/cyt

Bocnmanenue cpegHell CTEHEHH BBIPOKCHHOCTH MO JAHHBIM  MOP(OIOTHYECKOro
HCCIICAOBAHMS [TOYCIHOM TKAHH

HenaBHee TMOBBINICHHE YPOBHS KpPEaTHHWHA CHIBOPOTKU (YKa3blBaeT Ha  PHCK

TIPOTPECCUPOBAHN )

Tsuke10e TeueHue

IIpotennypus >2 r/cyT (HECMOTpPS Ha TEPAITHIO)

Cumxenne CK® (<60 mi/mun/1,73M2) (HECMOTPS HA TEPAIIMIO)

BITHC

Tspkenmoe BocTalieHne, MpeICTaBICHHOE YH/I0- WIHM AKCTPAKAMILIAPHOHN Npoudepanmeii ¢

i 6e3 popmMupoBaHUs MOy Iy HUH

*Ha TsDKeIoe TeueHHe 3a00J1eBaHus YKa3bIBAET TaKKe OTCYTCTBHE d(PQeKTa Tepanuu

**ypoBeHb mpotenHypur | r/cyTKu Kak kputepuil onenku Tspkectu C3-I'TI sBnsercs
NPHUOTU3UTEIIBHBIM, TaK KaK KaKUe-JIH00 000CHOBAHUS B 3TOM OTHOIICHUH OTCYTCTBYIOT,
a aBTOPBI UCCIICOBAHUI HCIIOIB3YIOT PA3IMYHBIE YPOBHU CYTOYHOW MPOTEHHYPHUU IS

OIICHKHM TsIKecTH 3a0oseBanus U 3¢ (dekra Tepanuu

3.1.3.1 Jeuenue C3-T'Tl npu j1erkoM Te4eHuu

[Taruentam ¢ C3I'TI u HOpMabHOM QYHKITUEH TTOYEK, CyTOUHOM MPOTEHHYpHeH MeHee |
I/CyT, HEaKTHBHBIM OCAQJKOM MOYU Ui JedeHHs 3a00ieBaHHs Mbl PEKOMEHIyeM
HazHaueHue u-AlIID/BPA B kadecTtBe HeDPONMPOTEKTUBHOIO JICUCHUS B COYCTAHHH C
JPYTUMHU MEPONPUATUIMH IO PEHONPOTEeKIMU (KOHTpodb AJl, nunuaHoro obmeHa,
nuera) [48, 83, 111].

YpoBenb  yOeautenbHocTH  pekoMenaamuii C  (YpoBeHb  J10CTOBEPHOCTH

JA0KA3aTeIbLCTB — 4)
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e [lammentam ¢ C3ITI, mosryyarommmM TOJIBKO HEPPONPOTEKTUBHYIO TEPAIUIO MEHEE To/a,

B Clly4ae HAapacTaHUs NPOTCHHYPUH W/WIM YXYyIUICHHS (QYHKIUM TOYEK W/ WIH

TIOSIBJICHUSI aKTUBHOTO HE(PPUTHUECKOTO OCaTKa MOYM JUIsl JICUEHHUS 3a00JI€BAaHHS MBI

pexkoMenayem Hadath JiedeHne MCT corimacHO TEKyIMM KIWHHYECKAM IPOSBICHUSIM

(cMm. manee) [48, 83, 111].

YpoBenb  yOeautenbHocTH  pexoMenaanuii C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJbCTB — 4)

KommenTapuu: OnmumanvHolii n00xX00 K mepanuu OAHHOU Kame2opuu NayueHmos C
C3I'Tl Ha wnacmoswull MOMeHm He U38eCmeH 6 C6iA3U C OmMCYymcmeuem O00CMAaAmouHoU
dokasamenvHou 0a3zvl. Hmerowuecs pezyriomamol no spgexkmusnocmu HCT 6 omuowenuu
coXpaHenus QYHKYuU no4ex U CHUNCEHUS NPOMEUHYpUU y maxkux nayueHmos npomueopeyisnl
[48, 83, 111]. Onvim Hexomopwix ucciedosamenell YKaA3vléaem HA Mo, YMoO NAYUeHmbvl C
HOpMANbHOU (yHKYuell nouex u npomeuHypuell menee 1 2/cym 6 meueHue HeCKOJIbKUX Jiem

coxpansaom cmabunvioe cocmosnue 6e3 UCT [111].

3.1.3.2 Jeuenne C3-I'Il npu cpenHen creneH TAKECTH

e IMammentam ¢ C3I'TI npu camxennoit pynkuuu nouek (CK® <60 mu/mun/1,73m2) w/unu
npoTenHypuei >1 1/cyT B KadyecTBe MEPBOW JIMHUM TEPaluM IS JIEYCHUS 3a00JIeBaHUA
MBI pEKOMEHAyeM npuMmeneHne #MMO** B no3e 2 1/CyT B COUYETaHUU C MEPOPATHHBIM
npuemom 'K B no3e 20 mr/cytku [301].
YpoBenb  yOeauTeJbHOCTH pekoMenaammii B (ypoBeHb  J10cTOBepHOCTH

A0KA3aTeIbCTB — 3)

e [lpu cHWXKEHUU MPOTEUHYPUU U cTabuinm3amu QyHKUMM novyek y manueHtoB ¢ C3ITI,
nosydaromux Ttepanuio #MMO** u 'K B Teduenue 6-12 mecsiieB, MBI pEKOMEHIyeM
OTMEHHTH JICUCHHE W MPOJOJAKUTH KOHTPOJb nmpoTenHypun u CK® kaxnaeie 3 mecsma
JUTSI OLICHKH aKTMBHOCTH 3a0osieBanus [52].

YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YpoBeHb  JI0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

e [lpu penunuBe 3abosieBaHusl (HapacTaHUM MPOTEUHYPUH W/HIU YXYAIICHUH (DYyHKIHU

nouek) y nanueHtoB ¢ C3ITl, kotopeiM Obuta oTMeHeHa Teparmust #MMO** u 'K, mbl
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pEeKOMEHIyeM BO300OHOBHTH JaHHOE JIEYEHHE Ha CpOK 6-12 wmecsmeB [is
peAyNPESKACHUS POTPECCUPOBaHUS 3a00IeBaHMs U YTy diieHus nportosa [302].
YpoBenb  ybOeaureabHocTH  pexoMenaamuii C  (YpoBeHb  J0CTOBEPHOCTH

10Ka3aTeJIbCTB — 4)

[Ipr OTCYTCTBHM CHIKECHHS NPOTCHHYPHUH W/WIA YXYANICHAH (DYHKIHH TOYEK Y
nareHToB ¢ C3I'TI, momydaronux tepamuto #MMO** u 'K B Teuenune 6-12 mecsues,
JUIS JIedeHHs] 3a00JIeBaHUS MBI PEKOMEHIYeM OTMCHHUTH JICUYCHHE W PAacCMOTPETh
npuMeHeHne #JKynuzymadba** B kaduecTBe BTOpPOH JIMHMM Tepanuu B o3¢ 1200 mr B/B
Kaxple 2-4 Heenu B Teuenue 3 mecses [227].

YpoBenb yOeautenbHOCTH  pekoMeHgammii B (ypoBeHb  [10CTOBEpPHOCTH
JA0KAa3aTeJIbCTB — 2)

KOMMEHTAPHMM: .. ..ot et et e et e e e e e e

Ilpr OTCYTCTBMM CHIDKCHUS TPOTEHMHYPUHM WWIN YXYAIICHUH QYHKIUH TOYEK Yy
nanuenToB ¢ C3ITl, nonyyaromux Tepamuro #3KynuzymabomM** B TedeHHE 3 MeECSIIEB,
MBI PEKOMEH/IyeM OTMEHHUThH JICYEHHE M PACCMOTPETh NMPUMEHEHHE IUIa3MOOOMEHa B
Ka4yecTBE TPEThEH JTMHUY Tepanuu Kaxapie 2 Henenu B TeueHue 2-3 mecsues [300].

YpoBenb yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  10CTOBEPHOCTH

J0KA3aTeJbCTB — 4)

3.1.3.3 Jeuenne C3-I'Il npu Ts1:K€J10M TEUeHHUE

[Manmentam c¢ TskenbiM TeuyeHuem C3ITI B kauecTBe NEepBOM JIMHUM TEpPamUU MbI
pexkoMenayeMm npumenenue mynbc-tepanmuu ['K 500-1000 mr Ne3 B/B ¢ mepexonom Ha
nepopaibHbld mpueM B o3¢ 1 MI/KI/cyT (Ipu OTCYTCTBUM IPOTHBOIIOKAa3aHW) B
couetannu ¢ #LD** B nmoze 1,5-2 mr/mr/cyt wiun #MMO** 1,5-2 r/cyT ¢ menbio
KyIMpPOBaHUs akTUBHOCTH 3a00seBanus [300].

YpoBenb yOenurenbHocTH  pekoMeHaanuid C  (YypoBeHb  JI0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 4)

[Marmentam ¢ TspokensiM Tedenuem C3ITI mpu Hesp¢extuBHoctu I'K B coueranun c
IIUTOCTaTUKAMM MBI PEKOMEHJIYEeM pacCMOTpPeTh IpHUMEHEHHe #aKyiausymadba™* B
KayecTBe opraH-cracatomieif tepamnuu B 103¢ 1200 mr B/B Kax/ble 2-4 HeleIU B TeUCHHE

3 mecsues [227].
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YpoBenb yOeautenbHOCTH  pekoMeHgammii B (ypoBeHb  [10CTOBEpPHOCTH

A0KA3aTeJIbCTB — 2)

[Manmentam ¢ tsoxkensiM TedeHueM C3I'TI mpu HesddexkTuBHOCTH #oKynuzymaba** B

KauecTBE TpPeTbel JMHUM Tepanuu Mbl PEKOMEHAYyeM IIPOBEIECHUE IU1a3MOOOMEHa

Kaxple 2 Hepenu B Teuenue 3 mecsues [300].

YpoBenb

J0Ka3aTeJbCTB — 4)

y0eauTeJbHOCTH

pexomennanuii  C

Kommentapuu: Cm. ancopumm 5 6 Ilpunoscenuu b.

(ypoBeHb

AOCTOBECPHOCTH

Tabnuma 14. Pekomenayemsliii moaxos K yiedeHnto C3-riioMepysionaTud B 3aBUCUMOCTH

OoT KJ'II/IHI/IKO'MOp(I)OHOFI/I‘ICCKOI‘/'I MaHH(beCTaHI/II/I M IIaTOTCHCTUYCCKOI'O BapHUaHTa.

Knuanko-mop homorudeckii

BapHUaHT 3a00JIeBaHU

IToaxone! k Tepanuu

MoHuTopupoB

AaHHUC aKTUBHOCTH

Bce manmenTsr

OnTuManbHOE apTepHaIbHOE TaBICHUE

3a0osieBanne Jerkoii  cremenu | [IpuopureTHpIMH TpernaparamMmu ABIAIOTCA | CyTouHas
THAAKECTH: UHTHONUTOPHI AHT'MOTEH3UH-IIPEBPAILAIOLIEr0 | MPOTEHHYPHS WIn
npoTeuHypus Meree 1 r/cyt* dbepmeHTa H 0JIOKATOPHI PElenTopa | COOTHOILIEHHE
HopManbHast CK® aHI'MOTEH3UHA OenoK/KpeaTHHUH B
OnrumanbHOE NUTAaHUE KaK JUIsi HOPMalbHOIO | Moue 1 pas B 3-6
pocra gnerei, TaKk W JUIS  TIOAJEPKAHWS | MECALEB
HOPMAaJIBHOTO BeCa Y B3POCIBIX [pu HapacTaHUH
Kontposs nunuaaoro oomMeHa NPOTEUHYpUH — CM.
CpelHeH TsHKeCTU
3aboseBanue cpenneii cremenu | [Ipenumuzosnon 20 mr/cyt wim 40 mr mr uepe3 | CKO
THKECTH: JIeHb + CyTouHas
benok wmoum Oonmee 1 r/cytkm, | Mukodenonara modernn 2 r/cyT MPOTEHHYPHUS WIH
HECMOTpsS Ha NOJjepXuBarolnyto | B Tedenue 6 mecsies COOTHOIILICHUE
TEparnuio Ectb oTBeT: cTabuinu3aius/yMeHbIIeHNE YPOBHA | OelOK/KpeaTHHUH B
WIIH CYTOYHOH MPOTEMHYPUU U a30 TEMHUHU Mmoue | pa3 B 3 mecs1a
Bocnanenne  cpenHell  cTeneHU
BBIPQKEHHOCTH 1o manabM | OTMeHa Tepanuu (TIpy penyanBe BO30OHOBICHNUE

MOP(}OIOrHuEcKOoro  UCCaeIOBaHU

MOYEUHOH TKaHU

MM®)

Her oTBeTa:

WIN Oxkynuzymad ** 1200 mr B/B kaxk1bie 2-4 Hemenu
HenaBHee  moOBBIMICHHE  YPOBHA | 3 Mecsma

KpeaTHHUHA CBIBOPOTKH, | IIpy OTCYTCTBHM OTBETa — IIa3Madepe3 KakIple
yKa3bIBaroIIee Ha puck | 14 nueit 6-12 Hemens

MIPOTPECCUPOBAHUS OOTIE3HI

80




3aboJieBaHMe TSKeNO0 CTeleHn:

Benok moun Goinee 2000 mr/cyTkw,
HECMOTPS Ha
UMMYHOCYTIPECCHBHY O WIn

TO/IICP)KUBAIOLIY IO TEPAITHIO

UiIn

Tsxenoe BOCIIAJICHUE,
IpeNCTaBICHHOE 9HJO- WIu
JKCTpaKaWLISIPHOI
nponudepanuei ¢ wmm 0e3
(b opmupoBaHus TIOJTY Ty HUi
HECMOTPS Ha
HMMYHOCYTIPECCHBHYO WIH

IO ITIEP>KUBAOIITY IO TEPATIHIO

WA

BITHC wnu [oBBImeHHBIH YpOBEHB
KpeaTHHUHA CBIBOPOTKH,
YKa3bIBAFOIIIUH Ha puck
MpoTpeccHpoBaHus  OOJNE3HH B
neorore, HECMOTpS Ha
MMMYHOCYIIPECCUBHY IO I

OO AACPKUBAIOLIY IO TCPpAIIUTO

1 JInnus
[Mynbc-Tepamust MeTwinpenuusonoHom 500-1000
Mr Ne3 ¢ mepexo oM Ha NMepopalbHBIA NpHUEM B

no3e 60 mr/cyTku

+ Luknodocdamun 1,5-2 mr/kr/cytkn ninmu MM
1,5-2 r/cytkn

2 JIunus
Oxkynuzymad ** 1200 mr B/B Kax1bie 2-4 Helenu
3 Mmecsma
[Tpu oTCYTCTBHU OTBETa — MJIA3MOOOMEH KaXJIble

14 mueit 6-12 wHenenn

CK®D
CyTouHas
MPOTEUHYPHSI WIn
COOTHOIIICHHE
0eIOK/KpeaTHHUH B
1-3

Moue | pa3 B

Mecsa

IlanueHTDI c TOKA3aHHOM

MyTanmeii resa ¢paxropa H

1) Wudys3us cBexe3aMOPOKEHHOH — IUIa3Mbl

KakJaple 2 Henenb 60-12 Hemens WM IOKa eCTh
ekt
2) Inazmooomen ¢ 3ameniennem C3I1 xaxapie 2

HeJenb 6-12 Henenb WM NoKa ecTb AQdexT

ITanuenTsl ¢ NpHOOpPETEHHBIMH

aHTHTeJaMu K paxTopy H

1) IIna3mMooOMeH ¢ TMOCHEYIOUMM BBEIECHHEM
C3I1 kaxnaple 2 Henmenb 6-12 Hemens, WM IMOKa
ectb 3¢ ekt

2) Tepamus, HamlpaBleHHas Ha Jeruienuro B-
numdouToB

(puTykcumMa0) 170101

TUIa3MaTHYECKHUX KIETOK (0opTe3oMu0)***

TTauuenTs! ¢ noxkazanasiMm C3NeF

Tepamus, HampaBieHHas Ha JeIuienuio B-

nuMdoImToB (puTykcumMa0) 170101

IUTa3MaTHYECKUX KIETOK (0opTe3omub)™***

*ypoBeHb NMpoTenHypuu 1 r/cyTku kak kputepuii ouenku Tspkectu C3-T'TI siBisiercs: mpUOIU3UTENbHBIM,

TaK KaKk Kakue-Tn00 OOOCHOBaHUSA B STOM OTHOIICHUU OTCYTCTBYIOT, a aBTOPBI HCCIICIOBaHMIA HCITIOJIB3Y 0T

pa3NUYIHbIE YPOBHH CYTOYHOH MIPOTENHYPUH IJISl OLIEHKH TSDKECTH 3a00eBaHust 1 3¢ exTa Tepanun

**c 00s13aTeNbHOM BaKIMHALIMEH OT MEHIMHTOKOKKOBOH HH()EKITNH U a/0-TIpo(hITaKTHKON
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*** oImucaHne HECKOJIBKUX KITMHUYECKHX CiTydaeB 3((eKTHBHOCTH JaHHOTO Bua Tepanuu [89, 90]

[Mpumeuanne: BITHC — OwicTponporpeccupyromuii Hedppurudeckuii cuaapom, BPA —
OyioKkaTopbl penentopa aHruoTeHsnHa, U-All® — MHrUOUTOPHI AHTMOTEH3UHIPEBPAIIAIOIIETO
¢depmenra, MM® — wmukodenonata moderun, MIIIH — wmemOpaHonponaudepaTuBHbIil
miomepynonedpur, C3I1 — cBexesamopoxennas tiazmMa, CK® — ckopocTh KiyOOYKOBOM

¢bunbTpanyu.

3.1.3.4 Jeuenne C3I'Il npu 0co0BLIX 00CTOATEALCTBAX

e [lammmentam ¢ C3I'TI u noka3zanHo# MmyTanuei reHa ¢pakropa H nis nedenus 3a601eBaHus
MBI PEKOMEHyeM UH(]Y3HIO CBEXKE3aMOPOKEHHOH IIa3Mbl KaXK/Ible 2 HEJeU B TEUCHUE
3 MecsAmeB WIM TOKa coxpansercs A((eKT maHHOW Tepanuu WIH TPOBEICHUE
TU1a3MOOOMEHA KaXK/Ible 3 HeleIu B TeUueHue 3 MecsIeB WU MOoKa ecTh 9P (eKT JeueHus
[300].
YpoBenb  yOeautenbHoctH  pexoMenHaamuid  C  (ypoBeHb  10CTOBEPHOCTH

0Ka3aTeJILCTB — D)

e [IMarmentam c¢ C3ITl u anrurenamu k Qaxkropy H mnst neueHus 3aboieBaHHS MBI
pEeKOMEHIyeM MpOoBeAcHHE T1a3Moo0MeHa ¢ nocieaytomum BBeaenueM C3I1 kaxnbie 3
HEJIeNIU B TCUeHUE 3 MecsIeB Wiu mnoka ectb 3¢gdext neuenus [300].

YpoBenb  ybOeaureabHocTH  pexoMenaaumuii C  (YypoBeHb  J0CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

e [lanmentam ¢ C3I'Tl u anTuTenamu k pakropy H B kauecTBe BTOPOI JIMHUU TepANIUU AJIs
JedeHus: 3a00JeBaHusl Mbl peKOMEHAYyeM NpuMeHenne #Purykcumaba™* B noze 1000 mr
BHYTPHUBEHO Kaxkable 2 Henenu No2 c¢ nenbto Aemienu B-muM@onuToB u yMeHbIIEHUsS
npoaykiwmu aatuten [300].

YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

3.1.4 Jleuenune UI'-C3- MIIT'H

e [lanmentam ¢ UI'-C3-MIIT'H MBI pekoMeHIyeM NMPOBOAUTH JICUCHUE, HAIIPABIECHHOE Ha

MaTOJIOTUYECKUI MpoIiece, MPUBEAIINN K SHAOTETHAIBHOMY TIOBPEXKICHUIO (CM. Tad. 3)
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u ¢GopmupoBanuio marrepua MIITH, ¢ mnenpl0 MUHMMH3AaLUU  TIOMEPYISIPHOTO
noBpexaeHus [8, 18].
YpoBenb  yOenurteabHocTH  pexkomenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

3.1.5 Hoaxoapl K JeyeHU0 BTOpU4HbLIX Bapuanros MIIT'H

[Ipu BTOpMuHBIX (popmax MIII'H B kauecTBE OCHOBHOTO HAmNpaBJICHUS TEPANUH MbI
PEKOMEHIy€eM JIeUeHne OCHOBHOTO 3aboseBanus (tadi.1) [3, 4, 64, 82, 103, 131].
YpoBenb yOenurenbHocTH  pekoMenaanuid C  (YpoBeHb  JI0CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

Kommenrapun: Ilpu MIII'H ycmanoseniennoti smuonocuu Hauboee 3¢hgexmusHbvim

oKasvleaemcs j1eyernue, HanpaejlerHHoe Ha nepeulmbn? namoa02u4ecKuil npoyecc.

3.1.5.1 Jleuenue MIIT'H, accoumnpoBaHHOro ¢ UHPEKIMOHHLIMH 3200J1eBAHUAMU

I[Ipu UI'+MIIT'H, accoumupoBaHHbIM c BHUpycoMm rematura C, Mbl pEKOMEHAYEM
COBMECTHO C BPauOM-MH(EKIIMOHUCTOM IPOBOIUTH CIEHU(PUIECKOe TPOTHBOBUPYCHOE
JI€YEHHUE, CXEMBbl KOTOPOIO JOJKHBI OBITH ONpEAEIEHbl C Y4ETOM TI€HOTUIa BUpYyca
renatuta C, BUpycHOM Harpy3ku u ctaauu XbBII, ¢ 1enpio KynmupoBaHUS aKTUBHOCTH
BUPYCHOTO  IIpOLECCA, ONTUMAJIBHOIO JIEYEHUS  BTOPUYHOIO  IJIOMEPYJISPHOTO
HOBPEKICHHS U yIydIlIeHHs nodeyHoro nporxHosa [200].

YpoBenb  yOeauTelbHOCTH pexoMeHgaumii B (ypoBeHb  JgocTOBEpHOCTH

A0KA3aTeIbCTB — 3)

[Ipu kpuornodynunemuyeckom UI+MIIT'H, accounnpoBannbsiM ¢ BUpycoM renarura C,
U TpU HAIUYUM HEPOTHMUECKOTO CHHAPOMA W/WIM TPOTPECCUPYIOLIEM CHIXKEHUU
GYHKIMM TIOYEK Mbl PEKOMEHAYEeM MOMHMO MpPOTHBOBHUPYCHOH Tepamuu MPUMEHATbH
MMMYHOCYTIPECCHBHBIC TpemnapaThl ¢/0e3 1m1a3MooOMeHa ¢ IeNbl0  KyIMHUPOBAaHUSA
BOCIAJIUTEIBHOTO OTBeTa [82].

YpoBenb yOenureabHocTM  pekoMeHaauuid C  (YpoBeHb  JI0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — D)

[Ipu rucronornuecku akrusHoM MIII'H, accoumupoBannbiM ¢ BUpycom renarura C, nwiun
npu pedpakTepHOM K MPOTUBOBHPYCHOW TEpANUU WU MPHU KPHUOTIOOYIHHEMHUYECKOM
BapUaHTEe Mbl PEKOMEHIYeM MPUMEHITh #pUTyKCHMaOb** B KadecTBE Tepamuu MEpBOi

JIMHUU C LCIIBIO KYIIUPOBAHHUA BOCHAJIUTCIBHOI'O OTBCTA [82]
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YpoBenb  y0enutTelbHOCTH  pexomenaamuii C  (YpoBeHb  J0CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

Kommenrtapuu: Ilpu MIIIH ycmanosnennou smuonocuu Haubdoee 3(hexmusHbim
0KaA3bI8AEMCsl JleueHue, HanpasileHHoe Ha NepeUdHbIL NAMOI02UYecKuli npoyecc. B omunowenuu
Ul -nozumuenoco MIII'H ocobenno smo kacaemcs ungexyuti. [looxoowt k nevenuro HCV-
accoyuuposannozo MIII'H npusedenvr ¢ mabauye 10 [82]. Ilpu kpuoenobynruremuueckom
eapuanme MIII'H, komopwiii pe3ucmenmen K NPUMEHEHUIO AHMUBUPYCHLIX NPenapamos uiu
npomexkaem C BbIPANCEHHbIMU NPUSHAKAMU KPUOSIOOYIUHEMUUECKO20 6ACKYaUma (Kooicd,
JlecKue, 2nomepyloHepum ¢ ROIVIVHUAMU) Hpenapamom 6vloopa AGIAemcs pumykcumad
(anmu-CD-20 monoxn0HAIbBHOE anmumeno), npuMeHeHue KOmopoco npusooum K uUCmoujeHuo
nyna B-numghoyumos, npooyyupyrowux kpuoznodyaunst (375 me/m2 1 pasz 6 nedenio 6 meuenue
4-x nedenv). Menee 3¢hghexmusHotl arbmepHamueoll 8 SMux cayuasx saeisiemcs niazmagpepes (3
2 naazmel 3 pasza 6 wedenro, 2-3 Hedeu) 6 couemaruu ¢ nyasc-mepanuet MemuanpeoHu3010HOM
0,5 — 1 2o/cym 3 omns), npeonusonronom (1 -1,5 me/ke 6 oenv) u yuxiogocghamuoom (2 me/ke 6
Oenv) 6 meyenue 2 — 4 mec. J{oszvl npenapamog ciedyem coomuocums co 3uavenuamu CK®. Ilpu
Hexpuoznooynunemuyeckom HCV-accoyuupoeannom MIIITH om ummynocynpeccuu ciedyem
8030epacamucs, 3a uckmovenuem cayyaes ¢ BIIHC u naruyuem nonyayuuti 8 knyboukax. Ilpu
baxmepuanbHblX UHpeKyuax (Hanpumep, Npu UHGEKYUOHHOM IHOOKAPOUmMe) UMMYHOCYNPECccUs
He pekomenoyemcs [4]. Ilpu ocmanvbubix 3a001e6aHUAX, NepeducieHHblx 6 mabn. 1 u
A6AAOWUXCA npuyUHOl émopudno2o MIII'H, npoeodsm neuenue 0CHOBHOU OOIe3HU.

Tabnuma 15.  Knunwmueckoe pykoBoactBo KDIGO mno seudeHuto riomepylioHedpura,
accorupoBaHHoro ¢ renarutom C [82]

BapuanT nopaykeHus nodex

Jleuenue

OyHKIUSA OYeK cTaOMIbHA W/WITH IPOTEUHYPHUS HE
HEPPOTHUECKOTO YPOBHS

IIpoTuBOBUpYyCHAs Tepanus NPSIMOTO AEHCTBUS

AkTuBHas KpuornoOynuHemus, Hedporuueckuii | [IpoTHBOBUpYCHAs Tepanus MPsIMOTO JEHCTBUS U
CHUHAPOM  WIH  OBICTPO  MNPOTPECCUPYIOIIas | UMMYHOCYTIPECCUBHOE  JICUEHHEe C WiIH  0e3
JUCOYHKIIMS TOYEK m1a3mMoooMeHa

Mopdomoruaecku AKTHBHBII HCV- | Putykcumatb KaK repBas JTUHAS
aCcCOIMUPOBaHHBIN TIIOMEPYIOHEPPHUT, | UMMYHOCYTIPECCHBHOM Tepariu

pedpakTepHBIi K
NPsIMOTO JEUCTBUS

NPOTUBOBUPYCHOM  Tepamnuu

HCV (hepatitis C virus) — Bupyc rematura C;
Outcomes.

KDIGO - Kidney Disease: Improving Global
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o IIpm MI+MIIT'H, accoumupoBaHHbIM C BHPYCOM Tremarura B, Mbl peKOMEHIyeM
IIPOBOJWUTH INPOTUBOBUPYCHYIO TEpalMiO, HA3HAYAEMYI0 COBMECTHO C BpadyoOM-
WHPEKIIMOHUCTOM, B COYETaHUH C/0€3 HUMMYHOCYNPECCHBHOM Tepamud C ENbI0
Ky[IUPOBAHUS AKTUBHOCTU BHPYCHOI'O MPOLECCA, ONTUMAJIBHOTO JIEUEHUS] BTOPHUYHOTO
[JIOMEPYJIIPHOTO TIOBPEKICHHS M YIyJIleHUs mouedHoro nporuo3a [201, 202, 203].
YpoBenb  y0eauTeIbHOCTH  pekoMeHaanmuii A  (YpoBeHb  1OCTOBEPHOCTH
JA0Ka3aTeJIbCTB — 1)

Kommenrapum: [lo pexomenoayusm KDIGO (Kidney Disease: Improving Global
Outcomes) [4] neuenue 2nomepynapro2o  nopadicenus — nouek, exmouas — MIITH,
aAccoyuupoOBaHHO20 ¢ BUPYCOM cenamuma B, 0ondicHo npoeooumvcsa coenacHo KiuHU4ecKum
cmaHoapmam mepanuy XpoHUYecKo20 6UpycHoz2o cenamuma B.  Jo3vl necunupoeannozo
unmepgepona  arvgpal2a U AHANO208  HYKIEOUZUOOB/HYKIEOMUOO8  OONNCHbL  OblMb
cKoppe2uposausvl no KiupeHcy Kpeamuuuna (cm. Ilpunoowenue A3). Taxowce crnedyem
VUUMBIBAMb NOMEHYUATbHYI0 MOKCUYHOCIb adeHogosupa u meHogosupa. Heckonvko mema-
aHanu308 OemMoHCmpupyiom 3@gexm MoHOmepanuu nPOMUBOBUPYCHbIMU Hpenapamam 6
OMHOUWEHUU CHUIICEHUSI NPOMEUHYPUU NPU 210MepYTIoHedpume, AcCoOyuupo8aHHOM C 8UPYCOM
eenamuma B [202, 203]. B 6onee pannem mema-auanuze Obvll NOKA3AH NOJONCUMENbHDIL
aghhexm KOMOUHUPOBAHHOU UMMYHOCYRPeCCUBHOU U npomugosupycroi mepanuu [201]. Bvibop
NPOMUBOBUPYCHO20 Npenapama O00JIHCeH YUUmvléams 603pacm NAyUeHmd, UCXOOHbIU YPOBEHb
BUDYCHOU  HASPY3KU, BAPUAHM  NOPANCEHUs NOYeK, PUCK Pe3UCMEHMHOCmU  eupycad,
conymcmsyrowue npenapamol, 6ka04as ummyHocynpeccusuvie [204]. I[lockonvky moavko
NPOMUBOBUPYCHASL ~ MEpPanus — MOXdcem  0oKA3amucsi — dQgekmuenou 6  OMHOWEHUU
accoyuupoeantozo ¢ Heu emopuynoco MIII'H, npucoeounenue uMMYHOCYRPeCCUBHOU mepanuu
onpagoano npu dvicmponpocpeccupyowetl ouchyuxyuu novex [204]. B kauwecmee UCT mozym
ovimov npumenenvt I’ KC c/6e3 [{® unu Pumykcumab, a makaice niazmooomen 0Jis dAUMUHAYUU
yupxkynupyrowux UK no cxemam neuenus BITHC npu MIIT'H.

o Ilpm HUI+MIITH, accoummpoBanHeiM ¢ BHY, ™Mbl pekoMeHIyeM MNPOBOAMTH
AHTUPETPOBHUPYCHYIO TEpAIHIO, HA3HAYaEMYyI0 COBMECTHO C BPauyOM-MH(DEKIIMOHUCTOM, B
COUETAaHUM C MMMYHOCYIPECCHBHOM Tepamuel B ciaydae ObICTPOro NMpOTpPeCcCHpPBOAHUS
JUCQYHKIIMM TOYEeK C LENbl0 KYNUPOBAHMS AaKTUBHOCTH BHUPYCHOTO Tpolecca,
ONTUMAJIBHOTO JIEYEHHUs] BTOPUYHOTO TJIOMEPYJSPHOIO TOBPEXKICHUS U YIIYUIIECHUS
no4yeyHoro nporxosa [205-207].

YpoBenb yOenurenbHocTH  pekoMeHaanuid C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)

Kommentapuu: B ciyyae MIII'H, accoyuuposannom ¢ BUY, doxaszamenvnas 6aza no
appexmusHocmu AaHMUPEempoBSUPYCHOU Mepanuu 8 OMHOUEHUU NOPAICEHUS NOYEK, d MAKice
NPUMEHEHUsL  UMMYHOCYNPECCUBHOU mepanuu 6 cayuae OblCmpoco  Npo2peccupoeanus
OUC@YHKYUU NOYEK 02PAHUYEHA Tub onucanuem cepuu Habmooenutl [205-207].

3.1.5.2 Jleuenue MIIT'H, accoumupoBaHHOI0 ¢ AaYTOMMMYHHBLIMHY 3200J1€BAHUSIMH
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[Ipu MIIT'H, accouuupoBaHHBIM C ayTOMMMYHHBIM 3a00JIEBaHHEM, Mbl PEKOMEHYEM
HPOBOAUTH JIEUEHUE AyTOMMMYHHOTO 3a00J1€BaHMsI COBMECTHO C BPauOM-pEBMATOJIOTOM
C 1IeNbI0 HauboJiee aJeKBAaTHOTO BO3JEHCTBHUS Ha MEPBUYHBIN NPOLECC, KYNMHPOBAHUS
BTOPUYHOTO TJIOMEPYJISIPHOTO MOBPEKICHUS W YJIYUIIEHHs MMOYEYHOTO MporHo3a [3, 4,
8].

YpoBenb  yOeautenbHocTH  pexoMenaanuii C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

[Ipu MIIT'H, accomumpoBaHHBIM C CHUCTEMHON KpacHOW BOJYAaHKOW (BOJTYAHOYHBIN
wedpur II/1V knacca), Mbl peKOMEHIyEM IPOBOJNTH JICYCHUE COTTIACHO KIMHHYECKUM
PEKOMEHIALMSM 0 TUATHOCTHUKE U JICYSHHUIO BOJTYAHOUYHOTO He(pHTa C LEeNIbl0 Hanboee
aJIeKBaTHOTO BO3JCHCTBHUA HA TMEPBUYHBIA MPOLIECC, KYMUPOBAHUS BTOPHUYHOTO
TJIOMEPYJIIPHOTO TIOBPEXKICHUS M YIYUIICHHUS MOYEUHOTO TPorHo3a [3, 4].

Yposenb  yOenureabHOCTH  pexkomenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

0Ka3aTeJILCTB — D)

3.1.5.3 Jeuenne MIITH, acconuupoBaHHOI0 ¢ MOHOKJIOHAJLHOW raMManaTHe

IIpu MIIT'H, accoumupOBaHHOM C MOHOKJIOHAJBHOM IaMManaTued, Mbl PEKOMEHIYEM
COBMECTHOE BEJEHUE [AlMEHTAa C OHKOTeMATOJIOrOM M IIPUMEHEHHE KJIOH-
OPHUEHTUPOBAHHOM MOIUXUMUOTEPAIIMHU C LIEIbI0 HauOoJsIee aJleKBaTHOIO BO3/1EUCTBUS Ha
HNEPBUYHBIM NpoLEecC, KyNUPOBaHUS BTOPUYHOIO TJIOMEPYJISPHOIO MOBPEXKICHUS U
yIJIydIIeHns oYeyHoro mporyosa [58-60, 103, 119, 131-135].

YpoBenb  yOenurteabHocTH  pexkomenaanmuii C  (ypoBeHb  J0CTOBEPHOCTH
0Ka3aTeIbCTB — 4)

Kommenrtapuu: Kax u npu Ul -nozumuenom MIITH npu aymoummyrHbiX 3a00.1€6aHUAX U

uHgexyuonuvix npoyeccax, max u npu MIII'H, accoyuuposannom ¢ monoxnoHanvuvim U,

Haubonee 3ppexmusHvivM A6NAEMCs edenue, HanpasieHHoe HA IMUOIOSUYECKUll hakmop, 8

OaHHOM ciydae Ha KIIOH B-xnemxu. Hpu 6blAA6/IEHUU Y nayueHma MOHOKJIOHAIbHOU cammanamui,

()OCMMZCIIOWQZZ OHKOZ2emMamoJjlocudeCKux Kpumepuee 07151 HaYana Jl€Y€eHUs, KaK npaesujo, nayuern

Hanpaejsiemcs K OHKocemamaojocy onsa uHuyuayuu Kako20-1ubo eapuarma nojauxumuomepanuu

(mabn. 16) [63]. Oouaxo, nepeoxu cayuau MIITH (U -nosumuenozo u C3-1'Tl), npomexaroweco

6 pamkax MOHOKAOHANLHOU 2AMMAanamuu PEHATBHO20 3HAYECHUA, Ko20a ¢0pMa]lebl€ NOKA3AHUA

011 Hadana cneyughuyeckou mepanuu omcymcmsyom. be3z adexeamnoco 6osoeiicmeus Ha
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nepsuyHbllL npoyecc, mo ecmv Ha KIOH B-kxnemounou nunuu, puck npoepeccuposanus MIII'H
CYWecmeeHHo 803pacmaem, KaK U puck Hebla2onpusimmo2o penaivho2o ucxooa [131-135].
Tabnuma 16. Ilpemaparbl W MeTOIbI, TPUMEHSEMbIE IJig JICUCHHUS KIOHAJIBHOMN

npoaudepanmu B-knetounoit nunuu [63, 237, 240]

Hurocratukm (nukinodpochamun, GeHAaMyCTHH, XJIopaMmOymmi, (GuyaapabuH, TOKCOpYOUIIHH,

BUHKPHUCTHH, MeJiasian u 1p.)

KopTuxocrepouabl (1exkcameTa3oH, IpeIHU30JI0H)

HNuru6uropsl nporeacom (0opre3omMud, kKaphuizoMuo, zip.)

MonokJ1oHaAbHBIEe aHTHTENA (aHTH-CD20 — putykcumad, o6uHyTy3yMab, odatymymad; aHTH-

CD 38 — naparymyma0; 1p.)

HNuruduropsl THpo3uHKUHA3LI BpyToHa (MOpyTHHUO)

NmmyHoMoayJISITOPBI (JIEHATHIOMUJL, TOMATUAOMUI JIP.)

Bricokomo3Has MNOJINXUMHUOTEpPAINUsA C nocnenylomeﬁ aYTOTpaHCHHaHTaHHCﬁ CTBOJIOBBIX

TEMOIIO3THYCCKUX KIICTOK KPOBU

3.2 HeMeankaMeHTO3HOE JIeYeHUE

e Ilpu MIII'H n1060#f 3THONOTMM B OTHOUICHUH HEMEAMKAMEHTO3HOTO JICUCHUS
(Momndukanust 00pasa KU3HM, MAJIOCOJIEBas JHeTa, HU3KOOEIKOBask IUeTa U MPOY.) MBI
PEKOMEHIYEeM TPUIEPKUBATHCA COOTBETCTBYIOIIMX pPeKOMeHAauui npu jgedyeHun XbII
(cM. KJIMHMYECKHME peKOMeHAalmu 1o juarHoctuke u Jyedenuto XbBII) ¢ uenbro
yIIyUIICHHS TIOYEYHOTO MPOTHO3a U MporHo3a xwu3uu [208].

YpoBenb  yOeauteabHocTH  pexoMenHaauuidi C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

87




4. MeauuMHCKAsi pea0UIHTAIIUA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIUIMHCKUE MOKA3AHUA U MPOTHBONOKA3AHNS K IPUMEHEHUI0 METO/10B
MeIUIMHCKOM peaduIuTanum, B TOM YHUCJIe OCHOBAHHBIX HA UCNOJIb30BAHUM

NPUPOIHBIX JIeYeOHBIX (PAKTOPOB

Cnemuduaeckoit meaummHcKo peadunutanuu npu MIIT'H ve paspaborano.

e VY manueHToB ¢ Jto0bM BapuanToM MIIT'H MBI pekoMeHyeM MPOBOANTH MEAUIIMHCKY O
peadHIUTAIMIO TT0 TTOKa3aHUsAM M B 00beMe, PEIYyCMOTPEHHBIMU PEKOMEHIAITUSIMHU T10
XBII, ¢ 1enpio yaydmeHns 0YeYHOTO MPOrHo3a i mporHo3a xu3au [208].

YpoBenb  yOeautenbHocTH  pexoMeHaamuii C  (ypoBeHb  10CTOBEPHOCTH

JA0KAa3aTeJILCTB — D)

5. lIpodpunakTuka u TUCNaAHCEPHOE HAOI0leHHe, MeTULIMHCKUE TOKA3aAHUA U

IMPOTHUBOIMOKA3aHUA K IPUMCHCHHUIO METO10B HpO(l)I/IJIaKTI/IKI/I

Mertoasl nepBuuHOl mnpodunaktuku wuamonatuyeckoro WI+MIITH wu C3ITI He
paszpaboransl. [Ipodunakruka BropudHsix BapuantoB UI+MIII'H, manpumep, mpu CUCTEMHBIX
ayTOMMMYHHBIX 3a00JI€BaHHMAX, XPOHHUUYECKUMX WH(PEKIHAX, MOHOKJIOHAJIBHOW TaMMamnaTuu,
MOJKET 3aKJIIOUaThCs B JICUCHUM OCHOBHOTO 3a00JI€BAaHUS A0 MOSBICHUS IJIOMEPYJISIPHOTO
CHUHJIpOMa, OJIHAKO, JI0Ka3aTelbHas 0a3a B 3TOM OTHOLUEHUU KpaiiHe orpaHndeHa. MckiaroueHue
COCTaBJIIET  OJHO  MCCJIEAOBAaHME,  IOCBSIIEHHOE  IpoduiaakTuyeckum  dddexram

IPOTUBOBUPYCHOM TEpanuu npu XpoHUYEcKoM BupycHoM renarure C [222].

e [lanmeHtaMm ¢ XpOHUYECKUM BUPYCHBIM renatutoM C Mbl HE pEKOMEHyeM NPUMEHEHHE
NPOTUBOBUPYCHOM Tepamuu ¢ uenbto npodunaktuku MIITH, accoumumpoBaHHOTO C
JaHHOM nHpeknueit [222].

YpoBenb  yOeauteabHocTH  pexomenaanuii C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJbCTB — 3)

KommeHnTapum: B kpynHom Ko2opmHom uccredosanuu Oonee 55 mulcay nAYUEHMos8 ¢
xponuyeckum gupycuvim cenamumom C, 12 mvicay u3 KOmMopwvix NOAYYAAU MOM UU UHOU BUO
NPOMUBOBUPYCHOU mepanuu, He OblI0 NOKA3AHO PA3IUYULL 8 PUCKE B03ZHUKHOBEHUS 8MOPUUHOO
MIITH, exniouas KpuocnoOymuHeMudeckuti 8apuanm, mexicoy nayueHmamu, noayuaguiumu

Jeuenue, u bez makosoeo [222].
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e YV mammenroB ¢ MIII'H, accoumnpoBaHHBIM ¢ MOHOKJIOHAJbHOW TraMMamnaTue,
noayvyaromux 3IIT u sgpnsromuxcs KaHAMJATaMU HAa TPAHCIUIAHTALMIO IIOYKH, MBI
PEKOMEHAYEM MPOBOAUTH KOHTPOJIb T€MAaTOJIOTUYECKOTO OTBETA M MPU HEOOXOIUMOCTH
KJIOH-OPUEHTUPOBAHHOE JIEYEHHE COBMECTHO C BpadyoOM-T€MaroJIoroM B TMpe- U
MOCTTPAHCIUIAaHTAIIMOHHOM TepHoJie ¢ Uenblo npoduiaktuku peuuansa MIITH B
amorpadre mouku [225, 226].

YpoBenb yOenurenbHocTH  pexoMeHaanuid C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

Kommentapuu: Ilpogurakmuxa peyuouea MIIIH 6 noueunom mpaucniaumame
ModKcem Obimb peanu3068aHa Npu HeKomopuvlx emopuynvlx eapuanmax UI+MIITH, nanpumep, 6
CYYASX, ACCOYUUPOBAHHLIX C MOHOKIOHANbHOU 2ammanamueti. Yacmoma peyuousa MIIIH
(nponugepamusnozo enomepyionedppuma ¢ omaodxicenuem MoOHoKIoHAbHo20 UT) 6 arnospaghme
NOYKU NPU OMCYMCMEUU 2eMamoN02U4ecK020 OMEema A611emcs 8blCOKOU U CEA3AHA C HU3KOU
8bIAHCUBACMOCTIBIO MPAHCNAAHMUPOBAHHO020 opeaHa [119, 223, 224]. [lo 0anHbim 1umepamypuol
npumeHeHue KIOH-OPUEHMUPOBanHo2o JNedenus npu peyuouse MIIIH npu MOHOKIOHANLHOU
2ammanamuu, KaK npasuno, UHUYUUPYIOM HeNnocpeoCmeeHHo nocie OuazHoCmuKu peyuousd. B
Hacmoswee 8pemMsa 8 0OHOM YeHmpe pa3pabamviéaemcs nPOMoKoJl NPeeeHMUBHOU mepanuu
Pumyxcumabom npu Oaumnom eapuanme emopuunoco MIITH, pe3yremamel noka He

onybauxosanwvl [226].

e VYV mamuentoB c¢ C3ITI, nonywarommx 3IIT wu sBiasfommMXcs KaHAWIATaMH Ha
TPAHCIUIAHTALIMIO MOYKH, Mbl PEKOMEHIYEM MPOBOJUTH Teparuio H#3Kynusymadbom™* B
npe- U MOCTTPAHCIUIAHTALIMOHHOM IepHoe ¢ 1enblo npodunaktuku perunusa C3ITI B
artorpadre mouku [226].
YpoBenb  yOeauteabHocTH  pexoMenaanuii C  (ypoBeHb  10CTOBEPHOCTH
A0KAa3aTeJbCTB —5
Kommentapuu: Ha ocnosanuu oanuvix 06 s¢hgpexmusnocmu mepanuu 9Kyau3ymabom
npu al'’VC 6 omnowenuu npogunaxmuxu peyuousa 8 mpaHcnjianmame HOYKU HEKOMOpble
asmopwsl Npeonoiazarom 803MONCHOCIb NPEBEHMUBHO20 UCNOIL30BAHUS IMO20 Npenapama npu

mpancnaanmayuu y nayueumos ¢ C31T1 [226].

e VYV pmanuenroB ¢ MIII'H MbI pexoMeHayeM MPOBOAUTH MEPOIPUATHUS, HAIIPABICHHbBIE HA
npodunaktuky ocinoxHenuit auchynkimu nouek u OIIIl, u nucnancepnoe HabmrOIeHNE
B o0BeMe, MperycMOTpeHHOM pekoMmeHmammsMu mo XbII, ¢ menpio  ymydineHus

TIOYEYHOTO MPOTHO3a U MpoTHo3a xu3Hu [208].
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YpoBeHb  ybOenurejdbHOCTH  pexkoMeHaanmuii C  (YypoBeHb  JIOCTOBEPHOCTH

A0KA3aTeIbCTB — 5)

6. Opranu3anusi oKa3aHusi MeIUINHCKON MOMOIIH

OcHOBHBIE IOKa3aHUA K IKCTPEHHOM IrOCNUTAIM3ANMU B cTanuoHap nauuedros ¢ MIIT'H:

1) Pazurue unu nogo3penue Ha pazurue OIIII (cHmwxenue temnoB auypesa <0,5 mi/kr/gac B
T€UEHHE >6 4YacoB WJIM MOBBIIICHUE KpeaTMHHHA KpoBU >50% OT MCXOAHOro 3a 7 IHEW WiIn
MOBBITIICHHE KPEAaTMHIUHA KPOBU Ha >26 MKMOJIB/1 3a 48 4acoB);

2) beictponporpeccupytomee cHmwkenne CK® w/vuinu NoBbIIIEHHE YPOBHS KpEeaTHHHUHA KPOBU
(na >50% B Teuenue 3 MecsIeB);

3) Octpblit HePUTHUECKUI CUHAPOM;

4) BonHO-37EKTPONMTHBIE HapylleHHs M anujao3 (HoTeps >KUAKOCTH U TMIIOBOJIEMMUS,
TUIIEpKATTUeMUs, TUMOKATHEMUs, TMIIOHATPUEMUS, MeTa00JIMYeCKUH anunIo3,
JIEKOMIIEHCUPOBAHHBIN);

5) JIroGoe u3 cnenyromux OCIOKHEHUH, TpeOyrollee 3KCTPEHHOM Tepanuu, BKIIOYas Hayayo
JManu3a; HapylleHne (DyHKIMHI EeHTpaJbHONW HEPBHOM CHCTEMBI; CEPO3MTHI; JEKOMIIEHCALUs
MeTa00JIMYECKOTO alya03a; THIEePKATUEMHUs; HEKOHTPOJIMpyeMas TUnepruaparanys (aHacapka,
OTeK JIETKMX) W  apTepHajbHas TUNEPTEH3MUs;  TsDKenmas  OeNIKOBO-IHEpPreTHYecKast
HEJ0CTaTOYHOCTH;

6) PesucrentHas kK amMOyJIaTOpHOMY JICYEHHMIO apTepHaibHas TUMNEPTEH3Us (BKIIIOYAs
TUIIEPTEH3UBHBIN KpU3);

7) BuiepBrie BoisiBinenHoe camkenne CK® <30 mur/mun/1,73 m2.

OcHOBHBIE MOKAa3aHHMSA K BBINMCKE MAalMEHTa M3 CTANMOHAPA MOCJHe JIKCTPEHHOM
rocourajgmsanny nanuenros ¢ MIIT'H:

1) [loareepxaen wiu uckiaoyeH nuardo3 OIIIL; mpu noaTBepkKIeHNH — yCTaHOBJIEHA STUOJIOTHS
OIIIT;

2) Ilposemeno mneuenume OIIIl B momHoM oOBeMe, 3aBepHIMBIIEECS HCXOI0M (perpecc,
nporpeccupoBanue XbII, TITH);

3) VYcraHoBieHa mpuuMHa ObICTpomnporpeccupyromiero cHwkenns CK® w/wim moBbIICHHUS
ypOBHs KpeaTMHHHa KpoBH (Ha >50% B TeueHue 2-6 MecsleB) U IPOBEACHO JCUCHUE,
3aBepIImBIIeecs UcxooM (perpecc, mporpeccupoBanue XbII, TITH);

4) KynupoBaHbl IpOSIBIEHUS OCTPOr0 HE(PPUTHUECKOTO CHUHIPOMA, YCTAHOBIIEHA €T0 MPUYKHA;

5) HpOBeI[eHO JICYCHUE KIMHUYECKH 3HAYMMBbBIX OCJIOKHEHUM ﬂHC(byHKHHH MNOYCK: BOJHO-
QJICKTPOJIHUTHBIX HapyHJeHHﬁ, HapymeHI/Iﬁ KHUCJIOTHO-OCHOBHOI'O COCTOSAHUA KPOBH: KYIIMPOBAHLI
WIN KOMIICHCUPOBAHBI THIIOBOJICMUS, TUIICPKAIHUCMUSA, TUIOKAJINCMUA, THUIIOHATPUCMUA,
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METaOOTUYCCKHA aluI03, METAa0OJUYCCKUA alKkalo3 (KOHCEPBATHBHBIMU METOJAMHU WM
METOJaMU JINAJIN3a);

6) CHmwKeHO apTepualbHOE JaBJIEHUWE, YCTPAHEHbl >KU3HEYIPOXKAIOIIME MPOSBICHUS
TUIEPTEH3UU U ONTUMHU3UPOBAHA aHTUTUIIEpTeH3UBHAs Tepanus y nanueHTtoB XbII C1-C5/1;

7) llpu BriepBbie BoisiBaeHHOM cHIbKeHNH CK® <30 miu/mun/1,73 M2 — npoBeeHBI JUArHOCTHKA
Y JICYCHHE OCHOBHBIX OCII0XKHEHUN JUCPYHKIUH MTOYEK.

OcHOBHBbIE IOKA3aHNUA K INIAHOBOM rOCIMUTATU3ALMA B CTALIMOHAP:
1) [lepBuuHas quarHoctuka rpu nojao3penur Ha MIITH;

2) y maluueHTOoB ¢ u3BecTHhIM auarnosom MIITH:

a. HapacTaHue NPOTEUHYPUH W/ WU TreMaTypu;

b. BHepBble BBISBICHHBIH HEPPOTHUECKHI CHHAPOM WM COYETaHHWE THUINOATBOYMUHEMUH U
npoTeunypuu >3,5 r/cyTtku/1,73 m?;

C. HCO6XO,Z[I/IMOCTB ,[[I/IaI“HOCTI/IKI/I/III/I(I)(I)CpCHHH&HBHOﬁ AUArHOCTHKU C TIPHUMCHCHUCM ouoncuu
MOYCK UIHN APYTUX AUATHOCTHYCCKUX HCCHCHOBaHHﬁ, Tpe6y101u1/1x ToCIIMTaIn3alu,

3) dbopmupoBaHue AOCTYyMA JJIsl AUATN3A;

4) na gone 6epeMEeHHOCTH;

5) mposenenne UCT MIIT'H w/unu neyeHue acCOMUPOBAHHBIX MATOJIOTHYECKUX MPOIECCOB;
6) NOJAr0TOBKA K IIPOBEACHUIO ONIEPATUBHOTO JIEUEHHUS 110 PA3HBIM ITOKAa3aHUSAM.

OcHoBHBIE TMOKAa3aHHUA K BBINHCKE MNalHeHTa u3 cranuoHapa Mmocjie IJIAHOBOM
rocnurajan3anuu:

1) TlonTBepxkneH wiu ompoBeprHyT nauariHo3 MIITH, npoBeneHsl jiedyeHWe W IepBUYHAS
JUarHOCTHKA C MPUMEHEHUEeM OMOIICHM MOYEK WIM IPYTUX JUAarHOCTHUECKHUX HCCIIEOBAaHUH B
COOTBETCTBHHU C PEKOMEHAALMSIMU;

2) TloaTBepkaeH WM OMPOBEPTHYT IWArHO3 OOOCTPEHUS/pElUInBa, MPOBEICHO JICUCHHE B
COOTBETCTBHH C PEKOMEH/IALIUSIMH;

3) [IpoBenena quarnoctuka npuauH BTopuaHoro MIII'H B cooTBeTCTBHM C peKOMEHAAIMSIMU;
4) CchopMupoBaH TOCTYT JJIs TUATH3A;

5) MIITH na doHEe GEpeMEHHOCTH — OMPEEICH MOYCUYHBIN MPOTHO3, IPOBEJCHBI JCUCHUE U
JIMarHOCTHKA B COOTBETCTBUM C PEKOMEHIALUSMU;

6) IIpoBenenne wunaykimonHoi WMCT — mpoBeneH UMK WIM TOCOUTanbHas (asa
MMMYHOCYIIPECCUBHOM TEepamnuu, BBINIOJHEHA JIUarHoctuka M JjedeHue ocnoxHenuit UCT,
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OCYIIECTBJIICH KOHTPOJb (YHKIMOHAIBHOTO COCTOSIHHSI TOYEK, MPOBEJIEHBI JHArHOCTHKA M
JIe4eHHNEe OCTIOKHEHUH TUCPYHKIUH MMOYEK (€CTH TAKOBbIE OBLIN BHISBICHBI);

7) IloaroroBka K IPOBEJCHHUIO OINEPATUBHOIO JIEYEHUS — OCYIIECTBIEHa HEO0OXoauMmas
JUAarHOCTHKA M Koppekuuss ocioxkHeHu XDbII, Biaumsrommx Ha pHCKM ONEPATUBHOIO
BMeIIaTeNbCTBA (KOHCEPBATUBHO WM METOJaMH JUAIN34).

IpuHIMNbI OpraHu3anuu aMO0yJIaTOPHOM MOMOIIHU:

AwmOynatopraoe Benenue narueHToB ¢ MIIT'H momxHO OBITH OpraHM30BaHO B COOTBETCTBUU C
MPUHLUATIAMU, U3JI0KEHHBIMU B pekoMeHaanusax mo XbII [208].

7. NonoanuTeabHass nHGopmauus (B TOM unciie GaKkTOpbl, BJUSIONINE HA
UCXO0/ 3200/1eBAHUSANIIN COCTOSTHNS)

HecmoTpss Ha akTuBHBIE Mepbl NPO(QWIAKTUKKA HUH(EKUHH, KOTOpble OOBICHIIOT
HaMETHUBILYIOCS B nocienHue 15-20 neT SABHy TEeHIEHIMIO K CHIKEHUIO PACIIPOCTPAHEHHOCTH
MIIT'H B GONBIIMHCTBE PErMOHOB MHpa [5, 24], 3TOT BapuaHT TIOMepyJIoOHe(ppHUTa HEIb3s
CUMTaTh MporHOocTUYecku OnarompuaTHbIM. MIITH ocrtaercss ogHOW W3 OCHOBHBIX MNPUYHH
TepMHUHAIBHOU moueuHoil HenoctarouHocTu (TITH) cpenu Bcex ocranbHBIX (OpM MEPBUIHOTO
rnoMmepynonedpura [26]. Omnpeaenuts TOYHO TPOTHO3 B OTHOIIEHWMH pazButuss MIITH
3aTpyAHUTENBHO, MOCKOJIBKY 3a IMOCIEIHHE ToAbl M3MEHWINCHh IPEJCTaBICHHUS O IATOIEHE3e
00JI€3HH, YTO JIeJaeT HEBO3MOXKHBIM HCIIOJIb30BAaHHE «HCTOPUYECKOTO KOHTPOJD». 10-meTHss
MOYeYHasi BBDKMBAEMOCTh JIJIsi MMMYyHOoOynuH-no3utuBHoro MIIT'H, cocraBmser 50-60% u
3aBHCUT OT MHOTHX (pakTopoB (Ta0mn.6), TTIaBHBIM M3 KOTOPBIX SBIAETCS (HOpPMHUPOBAHHE
nonynynuii 6osiee yeM B 50% wxiryooukoB. ITpu C3-TI'TI 10-yieTHss modevyHass BBDKUBAEMOCTH
coctaBisier 30-50% (Tpu reHeTHMYEeCKMX BapuaHTax — OoJiee HHU3Kas). YactoTra BO3BpPaTHOTO
rmomepyJiionedpura B Tpancmianrare npu WUl -nosurusnom MIITH xone6nercs B nmpenenax 18-
50% [226]. IIpu BII/l wactota BO3BpaTHOTO TIOMepyloHeppuTa cocrapiser oT 67 mo 100%
[227]. Yacteim BapumantoM MIII'H, penuauBupyiommM B TpaHCIUIAHTaTe, SBISETCA
ACCOIMMPOBAHHBIA C MOHOKJIOHAJIBHOW TramMMamnaTHe, 4YTo OOYCJIOBJIMBAET HHU3KYIO
BBIKMBAEMOCTb MIOYEYHOTO TpaHCIUIaHTaTa y Takux 0oibHbIX [119, 223, 224].

Ta6mn.17. [IpeaukTopsl HEOIATOMPUATHOTO MPOTHO3a B OTHOUICHUH MOYCYHOW BBDKHBAEMOCTH
MIPU UMMy HOTI00yIuH-TIo3uTHBHOM MITT'H

Knununueckue * MY>KCKOM 1OJI

* HepoTruecknid cuaapoM [91, 157]

* apTepuanbHas runepTer3us [91, 157]

* MaKpoTeMaTypus

* OTCYTCTBHE CIIOHTaHHOW WM  MEIWKaMEHTO3HO  OOYCIIOBIEHHOM
KITMHIYECKO PEMUCCHH B TeYCHUE OOJIe3HN

JlaboparopHbie * HU3KUI yPOBEHb TeMOTIIO0HA
* OBBIIEHNE KpeaTuHuHa u/unu cHkeHue CK® B nebrore 6one3nn
Mopdomnoruueckne » nmuddy3Hoe yaBoeHHe OazalbHBIX MeMOpaH 10 CpaBHEHHIO ¢ (hOKaIbHO-
CerMEHTapHBIM

* noJtytyHust 6osiee ueM B 20% Kiry004KOB
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* BRIp@)KCHHAsI Me3aHTHa bHas mposudepanust (JT0OyISIpHbIA BapHUaHT)
* ME3aHTUAJILHBIE JIETIO3UTHI H CKIEPO3
* BEIp@KEHHBIE Ty0YJI0- HHTEPCTHIINATbHBIC W3MEHEHUSI

[Ipumeuanus: MIII'H — memOpanonponudepatuBHblii rnmomepynoneppur; CK® — ckopocTh
KI1y004YKOBOM (hrnbTpanun

Kpurepun oneHky KayecTBa MeIUIUMHCKOH MOMOIIH

Kpurepuii kauecta YpoBeHb YpoBeHb
yOenuTensHoCTH JIOCTOBEPHOCTH
peKOMeHIanuni JIOKa3aTENbCTB

ITanuenty ¢ nogo3penuemM Ha MIIT'H BeimonHeHo B 2
ompesienienne 0enKa B CyTOYHON Mo4e

ITaumenty ¢ nopo3penvem Ha MIIT'H BeInonHeH B 2
MOJICYET AUCMOP(HBIX SPUTPOLMTOB U AKAHTOLUTOB
IIPY MUKPOCKOITMYECKOM HCCIEIOBAHMH OCATKa MOUYH

ITaumenty ¢ HC n nomo3penuem Ha MIIT'H BemonHeHa B 2
KoaryJiorpaMma (OpMeHTHPOBOYHOE HCCIIEJOBAHUE
CHUCTEMBI TEMOCTAa3a)

ITaumenty ¢ nono3penuem Ha MIIT'H BbInoiaHeHO B 2
uccienoBanne ypoBHs C-peakTuBHOTO O€nKa B
CBIBOPOTKE KPOBH

[Tamenty ¢ nogo3penneM Ha MIIT'H, cumntomamu A 1
0011ero BocnaieHHs U MOBBIILIEHHEM MapKepoB
BOCHAJICHUsI B KpOBH (JeiikonuTo3, C-peakTUBHBIN
0€JI0K) BBIMOJITHEHO MCCIIENOBAaHNE YPOBHS
MIPOKAJILLIMTOHUHA B KPOBH

[Tatmenty ¢ nogo3penneM Ha MIII'H BrmonHeHO A 1
oTpeneieHrue YPOBHS aHTUHYKJIeapHOTo (akTopa Ha
HEp-2 xnerounoii nuHuM (HenmpsaMasi peakuus
UMMYHO(ITI00PECLECHINN) B KPOBH

ITanmenty ¢ noxo3penuem Ha MIII'H u B 2
MOJIOKHUTENLHBIM TUTPOM aHTHHYKIJICAPHOTO (haKTopa
BBIIIOJIHEHO ONPEEIICHUE aHTUTEI K JIBY CIUPAJIbHOM
JHK xonmuyecTBeHHBIM METOAOM (OTIpE/ICIICHIE
coaepkanus antuten K JIHK natusHo)

ITanmenty ¢ nopo3penuem Ha MIIT'H u cycraBHbIM A 1
CHHJIPOMOM BBIIIOJIHEHO OTIPEEICHUE COIEPIKaHuUs
peBMaTouaHOTO (paKTOpa B KPOBH, OTIPE/IETICHIE
CoZep KaHUs aHTUTEI K UTPYJUTHHAPOBAHHOMY
BUMEHTHHY B KPOBH U OTIPEEICHNE COJEPIKAHNS
AHTHTEN K MUKINIECKOMY UTPYITUHOBOMY MENTHAY
(aatu-CCP) B KpoBH

ITanuenty ¢ nogo3penuemM Ha MIIT'H BeimonHeHo B 2
OTIpeJIeIICHUE COJIepKAaHUsI aHTHUTEN K OeTa-2-
TIIAKOTIPOTENHY B KPOBH U OTIPEIEIICHNE COEPIKAHUS
AHTHTEIN K KapIHOJIUITNHY B KPOBH

10

ITaumenty ¢ nopo3penuem Ha MIII'H 1 cumnromamu B 2
CHCTEMHOTO BAaCKyJIMTa W/UIN TOJI0KUTEIbHBIM TUTPOM
AHTHHYKJIEApHOTO (haKTOpa W/WIH PEBMATOUIHOTO
(hakTopa n/miH MOBBIIIEHHOTO YpOoBHA [gM B KpoBH
BBIIIOJIHEHO MCCIIEIOBAHNE YPOBHS KPUOTJIOOYIHUHOB B
KpOBU (HET B HOMEHKJIATyPe) C COOTIOICHUEM
TEMIIEPaTypHOT0 PeXHMa MpeaHaTuTHIECKOTo 3Tana
uccieoBanus (XpaHeHne 0noodpasia mpu
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temneparype He Huwxe 37C)

11

ITanmenty ¢ nopo3penuem Ha MIIT'H BeInonHeH
CKPUHHMHT MOHOKJIOHANBbHOTO I B 00BEMeE Clienyronux
UCCJIEI0BAHUI:

- HCCIIeIOBAaHNE MOHOKIOHATLHOCTH
UMMYHOTJIO0YJIMHOB B KPOBH METOJIOM
MMMYHO(UKCAIHH,

- UCCIIETOBAHNE MOHOKIIOHATbHOCTH
UMMYHOTJIOOYJITHOB B MOYE€ METOJIOM
UMMYHO(HUKCAITNH,

- CCIIEI0BaHNE MOHOKIIOHAIBHOCTH JIETKUX IIEMeH
UMMYHOTJIO0yJTHHOB B MOY€ METOZOM

AMMYHO (puKcaIum,

- ICCIIEI0BaHNE MOHOKIIOHAIbHOCTH JIETKUX LIENeH
MMMYHOTTIOOYIIMHOB B KPOBHU

12

ITaumenty ¢ nopo3penuem Ha MIIT'H BeimonHen
CKPUHHHT MOHOKJIOHANbHOTO I B 00BeMe crienyrontux
HCCIIEJOBaHUM:

- OIIPE/IETICHUE CONEPKAaHUSI CBOOOIHBIX JICTKUX LieTieit
KaIra B KpOBHU (€CTh B HOMEHKJIATYpE)

- OIIpE/IEJIeHNE COIePKaHUsl CBOOOAHBIX JIETKUX LeTei
nsMO/1a B KpoBH (HET B HOMEHKIIATYPe)

13

V nanuentoB ¢ nogo3penuem Ha MIIT'H mbt
PEKOMEHIyEeM BBINOIHSATH CKPUHUHT MOHOKIOHAIBHOTO
UI" B o0BbeMe caenyIonmx ucciaeI0BaHmi:

- OIIpEZIeJIeHUE COIePKaHuUsl CBOOOAHBIX JIETKUX eTeit
Karia B KpOoBH (€CTh B HOMCHKIIATYpPE)

- OIpEZIeJICHNE COIePKaHusl CBOOOAHBIX JETKUX eTeit
nsMO/1a B KpoBH (HET B HOMEHKJIATYPE)

14

ITanmenty ¢ noxospenuem Ha MIII'H BbInonHEHO
yIbTPa3ByKOBOE UCCIEJ0OBAHUE NT0YEK

15

ITanmenty ¢ nopospenuem Ha MIII'H BeinonHeHa
ouoricus nouku noz Y3M KOHTpOJIEM ¢ MaToJioro-
AHaTOMHYECKUM HCCIICJOBAaHUEM OHOTICHITHOTO
MaTepuaia Py OTCYTCTBUU IPOTUBONOKA3AHUN

16

Mamuenty ¢ MIII'H u HC npu nepudepudeckux u
MOJIOCTHBIX OTEKaX, PE3UCTEHTHBIX K Tepanuu
JUYypETUKaMU, Ha3HaYeH BHY TPUBEHHO aTbOyMHH
(#anp0yMuH uenoBeka**)B coueTaHNH C BHY TPUBEHHBIM
BBEJICHMEM pacTBopa gypocemuma**

17

[Tammenty ¢ MIII'H u HC Haznauena
AHTUKOAr'yJIAHTHasd TCpanusd Mpu HaIWInun TpOM6030B B
aHaMHe3€e W/WITU CHIKEHUH YPOBHSI aTbOyMHHA MEHEe
20-25 1/1 B coueTaHuM C 10 KpaliHeH Mepe OJHUM
(hakropoM pucka (cyTouHast mpoTeuHypus >10 /i,
HMHIEKC Macchl Tejla >35 kr/M2, HaclIeACTBEHHAs
TpoMOODHITNS, XpOHUIECKas cepaeTHas
HepocrarouHocTs |-V ¢pyrKmmonansHOTO KIacca,
HeJaBHEE XUPYPTUIECKOe TeUeHNE, MMM OOTITH3AIINS )
P OTCYTCTBUM MPOTUBOTIOKA3aHUI

18

ITaumenty ¢ BITHC u nono3pennem na MIII'H
HEe3aMeUIUTENIbHO HauaTa UMMYHOCYIIPECCHBHAs
Tepanus B Buze mynbe-tepanuu ['KC w/nnn
LUTOCTATHKaMU (IIPH OTCYTCTBUH MIPOTUBOIIOKA3aHUI)
1o Mopdoormueckoit Bepudukanuu auaraoza MITTH
1 10 YCTAHOBJIEHUS €r0 STHOJIOTHH
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19

Mamuenty ¢ UT+MIIT'H u HopmanbHO# yHKIMEH
MOYeK ¥ HePPOTHICCKUM CHHIPOMOM HA4yaTo JICUCHHE
TJIFOKOKOPTUKOUAAMHU (TIPU OTCYTCTBUH
NPOTHBOTIOKA3aHUH) MIEPOPATBHO B JI03€ | MI/KI/CYTKH
(ue 6omee 80 mr) B TeueHue 1 MecsIia C MOCTEIIEHHBIM
CHIDKEHHEM 1035l B TEUEHUE 6 MECAIIEB 10 ITOJTHON
OTMEHBI B cITydae JoCTKeHns 3 dekra JeueHns

20

ITanuenty ¢ uanonartuueckum UI+MIITH u
cHmkeHHoU QyHkiued mouek (pCKD <60
mi/mun/1,73mM2) 1 MOPHOITOTHISCKUMH MPU3HAKAMHA
AKTHUBHOCTH MHTPATJIOMEPYJIIPHOTO BOCTIAICHHS
(Me3arTHaBHAS TIpoTUdepars, SHAOKAMTIIpHAL
npoiudepanys U T.1.) B Ka4eCTBE MEPBOH THHUN
Tepanvy Ha3HauYeHa Tepanus TIFOKOKOPTUKOHIAMH
(pu OTCYyTCTBHM TIPOTUBOTIOKA3aHH) TIEPOPATHHO B
nmo3e 1 mr/kr/cytku (He 6osee 80 mr) B TeueHne |
MecsIa ¢ MMOCTENICHHBIM CHIDKEHHEM JI03bl B TeUEHHE 6
MECSIIECB JI0 TIOJTHOW OTMEHBI B CITy4ae JIOCTHKEHHS
s dexTa TedeHns
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Ipunoxenune Al. CoctaB padoueii rpynnsl mo paspadorke U nepecMOTpPy
KJIMHUYECKHUX PeKOMEHIa Ui
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Ipuioxkenune A2. MetonoJi0orusi paspadoTKu KIMHUYECKHX PEKOMEHAAl Ml

B kadectBe OCHOBBI 1 pa3paOOTKH KIWHUYECKHMX pekoMmenparmi no MIITH Owuin
WCIOJIb30BaHbl pekoMeHnanun «MemOpaHonponudepaTuBHelil riomepynoneppur» 2013 r.,
MeXIyHapoJIHble pekoMeHAauu no npobdneme. Ilponecc moAroToBKM pekoMeHAalri COCTOSIT
W3 CIIENYIOIIMX ITANoB: BHIOOP PYKOBOAMTENS, WieHOB padouei rpymmsl (PI) u cexperapuara;
OTIpEJIeNIeHHe B XOJ€ TUCKyCCHI HauOoJyiee BaXKHBIX JJISI peaibHOM KIMHUYECKOW MPaKTHKH
obnacTeil, KOTOpbIE JOJMKHBI MOKPHIBATh PEKOMEH/IAIINY; OTPECIICHUE YACTHBIX BOIIPOCOB IS
ucciieoBaHus U (pOpMyIUPOBKU peKOMEHAAIMN; pa3pabOTKU MPUEMOB MOUCKA J0Ka3aTeIbHOMN
0a3bl; (hopMUpOBAHUE OKOHYATEIHHOIO MEPEYHS PEKOMEHMALMIl U ero CTPYKTYphl. YKa3aHus,
Npe/ICTaBICHHbIE B HACTOSIINUX PEKOMEHIAIMIX, OCHOBAHbI HAa BBIMOJHEHHOM YiICHAMHU TPYTIIIbI
aHaJlM3€e UCCIeOBaHU B HEPOJIOTUN U CMEXKHBIX 00JIaCTAX MEAMIMHBI, UX CUCTEMATUYECKUX
0030poB 1 MA, ony6rkoBaHHbIX 10 Mast 2021 r.

Unensr PI' CTPpECMUIIUCDH, YTOOBI Kax/1asd pCKoOMCHAAIUA 6aSI/IpOBaJ'IaCI> Ha MaKCUMaJIbHO
BO3MOKHBIX YPOBHAX HJOCTOBCPHOCTU U y'6e,Z[I/ITeJ'ILHOCTI/I peKOMeHHaHHﬁ. Tem He MCHCEC, PI
couiia HeO6XOI[I/IMI>IM OCTaBUTL P peKOMCHI[aHHﬁ, (I)OpMaJ'ILHO HMEIOIIMX HU3KUH YPOBCHb
JAOKa3aTCIbHOCTU HMJIMW OCHOBAHHBIX Ha 3KCHepTHOI>’I OLCHKEC, C YUY€TOM MHOTOJICTHETO OIIbITa
BCIACHUS IMATUCHTOB COOTBCTCTBYOIICTO HpO(I)I/UISI " TOTO, 4YTO 3TU pCKOMCHAAINN MOTYT UMCThb
CYHICCTBCHHOC 3HAYCHUC JIJIs HpaKTquCKOﬁ pa60TBI.

JUist OIeHKM KadecTBa W CHJIBI PEKOMEHAAIMM WCTIONb30Balld YPOBHU JOCTOBEPHOCTH
JI0Ka3aTeIbCTB U YOSIUTEIBHOCTH peKoMeH anui (Taom. 1-3).

IleneBasi ayauTOpus JAHHBIX KJIHMHNYECKHX PeKOMEHIAIMMA:

. Bpau-nedpornor.

. Bpau-Tepanesr.

. Bpau-TepaneBT y4acTKOBBIN.

. Bpau o0ueit npakTuku (ceMenHbIil Bpay).
. Bpau-ypornor.

. Bpau-remarouor.

. Bpau-peBmarosor.

. Bpau-undexumnonucr.

O 00 3 O W B W N =

. Bpau-odransmosor

10. Bpau-natosioroanatom

Ta6auna 1.11Ikana oueHkH ypoBHEH 10CTOBEpHOCTH Jloka3zaTenbeTs (Y /1)1t meTonos

JANAarHoCTUKHU (I[I/IaFHOCTI/I‘IeCKI/IX BMeH_IaTeJ'ILCTB)
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YA Pacungposka

1 Cucrematndeckne 0030pbI UCCICIOBAHUA C KOHTPOJIEM pedepeHCHBIM METOJIOM WU
CHCTEMATHYECKH 0030p paHIOMH3HPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUNA C
NpUMEHEHUEM MeTa-aHalln3a

2 OTnenbHBIE HWCCIEIOBAHUS C KOHTPOJEM pedEepeHCHBIM METOJOM WM OTACIbHBIC
PaHIOMHU3UPOBAHHBIE KIIMHHYECKHE WCCIEAOBAHUS W CHCTEMAaTHUYECKHe O0030pHbI
WCCIIEIOBAHUI JIFOOOTO MH3aiiHa, 32 UCKIIOUYEHHEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
UCCIIeIOBaHM, C MPUMEHEHHEM MeTa-aHaJIu3a

3 HccnenoBanuss 0e3 TOCIEIOBATEILHOTO KOHTPOJIS pPEePEPEeHCHBIM METOJIOM HWITH
UCClIeIOBaHUsI C pePEepeHCHbIM METOJO0M, HE SBIISIONIMMCA HE3aBUCHUMBIM OT
UCCIIEyeMOr0 METOJla WM HEepPaHIOMU3UPOBAHHBIE CPAaBHUTEIBHBIC HCCIEAOBAHUSA, B
TOM YHCJIE KOTOPTHBIE UCCTIEA0OBaHUS

4 HecpaBuurtensHble UCCIEq0OBaHNS, OTTMCAHNUE KIIMHUYECKOTO CIIyvast

5 Nmeercs nuinb 000CHOBaHKE MEXaHU3Ma JACHCTBUS WIM MHEHHE IKCIIEPTOB

Ta6auna 2.111kana oueHKH ypoBHEH 10CTOBEpHOCTH Jtoka3zaTenbeT (Y /1)1t meTonos

npoUIaKTUKY, JeUeHUs U peabunuranuu (MpoUIaKTHIECKHX, JIe4eOHBIX, peadITUTAIIMOHHBIX

BMEIIIATETbCTB)
YA PacmiugpoBka
1 Cucremarnueckuii 0030p PKU ¢ npuMeHeHreM MeTa-aHaJIn3a
2 Otpenbupie PKU u cucrematndeckue 0030pbl HMccleAOBaHMN J0OOOTO au3aiiHa, 3a
uckiaoueHrneMm PKU, ¢ npuMeHennemM Meta-aHaiu3a
3 | HepanjmoMu3upoBaHHBIC CPABHUTEIIBHBIC HCCIIEIOBAHNUS, B T.4. KOTOPTHBIC UCCIICIOBAHHS
4 | HecpaBHUTENbHBIE UCCIEAOBAHUS, ONMMCAHUE KIMHUYECKOTO CIIydasl WIM CEpUU CIydaes,
UCCIICTIOBAHUSI «CITy4Yal-KOHTPOIIb
5 | Umeercs nums 0OOCHOBaHWE MEXaHWU3Ma JEHCTBHUSI BMEIIATEIBCTBA (IOKITUHHYCCKUE

I/ICCJIGI[OBaHI/IH) WM MHCHHC OKCIICPTOB

Taoauma 3.llIkxama omnenku ypoBHeH yOenurenbHOCTH pekoMmeHnauui(YVYP) s

METOJI0B NPO(UIAKTUKY, IHUATHOCTUKH, JIeUeHHs M peadwinrauuu (mpouiakTHUECKUX,

JTMATHOCTUYECKUX, JICUCOHBIX, PEaOMIINTAIIMOHHBIX BMEIIATEIIHCTB)

YYP PaciundpoBka

A

CunpHass pexoMeHmanus (Bce paccMarpuBaeMble KpuTepud 3(GGHEKTHBHOCTH
(ucxompl) SIBISIIOTCS BAKHBIMH, BCE WCCIEAOBAaHUS HMEIOT BBICOKOE WU
YAOBIETBOPUTEIIEHOE  METOJIOJIOTHYECKOE  KauyecTBO, WX  BBIBOJBI IO
UHTEPECYIONIMM HCXO0JIaM SIBITFOTCS] COTJIACOBAHHBIMH)

B YcnoBHas pekomeHaanus (HE BCe paccMaTpuBaeMble KpUTepuH 3()PEKTHBHOCTH
(MCXOMBI) SIBISIFOTCS BaKHBIMH, HE BCE HCCIEAOBAaHUS HMMEIOT BBICOKOE WIIH
YAOBIETBOPUTEIBHOE METOJIOJIOTUYECKOE KAayeCTBO W/MIM HMX BBIBOABI IO
MHTEPECYIOIIUM UCXO0JaM HE SBJISIOTCS COTJIaCOBAHHBIMM)

C Cnabas pexkoMmeHaamus (OTCYTCTBHE JOKa3aTeIbCTB HA/JIEXKAIEro KayecTBa (Bce

paccMaTpuBacMBbIC KPpUTCPUN 3(1)(1)GKTI/IBHOCTI/I (I/ICXOI[LI) SABJIAKOTCA HCBa)>XHBIMU,
BCC HCCICIOBAHUA UMCIHOT HU3KOC MCTOAOJOIMYCCKOC Ka4C€CTBO M MX BBIBOJbI 110
HHTCPCCYIOIMIMM MCXOAaM HE ABJIAIOTCA COFJIaCOBaHHBIMI/I)
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[opsinok 00HOBJIEHNS KIIMHUYECKUX PEKOMeHIalu .

Mexanuzm  0OHOBMEHUS — KAUHUYECKUX — PEKOMEHOayull  npedycmampueaem — ux
cucmemMamu4eckyro aKmyauusayulo — He pedxce 4em OOUH pa3 6 mpu 2004, A Makdxice npu
NOAGNEeHUU HOBbIX OAHHBIX C NO3UYUU OOKA3AMENbHOU MeOUYUHbl N0 80NPOCAM OUASHOCUKU,
JleyeHus, npoUAAKMUKY U peabuiumayuu KOHKpemHuulx 3a001e6aHutll, HaI4uu 060CHO8AHHbIX

O0onoaHeHull/3amedanuti k parnee ymeepaicoénnvim KP, no ne vawe I pasa 6 6 mecsayes.
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IIpuioxkenue A3. CipaBo4yHbIe MAaTEPHAJIbl, BKIKOYas COOTBETCTBHE

NMOKAa3aHUI K NPMMEHEHHUIO M IPOTUBONOKA3aHHUM, CII0CO00B MPUMEHEHUS U

A03 JJEKAPCTBCHHBIX NMMpEeNnapaToB, UHCTPYKIUHA IO MIPUMCHCHUTO

JEKAPCTBCHHOI'0 IIpemaparTa

Tabnuma 1. Koppekmusi 103 aHaIoTOB HYKJICO3HWIOB/HYKICOTHIOB U MHTepdepoHa anbdala B

3aBHCHMOCTH OT KIMpeHca KpeaTuHuHa [204].
Kmmpenc JlamuBynun | TenOusynun | AnedoBup | DurtekaBup | TeHodoup | IlerunupoBaHHbIMH
KpeaTHHUHA HHTEPPEPOH
(Ma1/MUH) anpdala
>50 100 mr/cyt | 600 mr/cytr | 10 mr/cyT | 0,5 mr/cyT | 245 mr/cyt | 180 MKT
MO IKOKHO/HE

30-49 100 wmr/cyt | 600 mr | 10 mr | 0,25 245 mr | 135 MKT

niepBast 4yepes3 IeHb | Yepes3 ACHb | MI/CyT yepes IeHb | TOIKOKHO/HE

J103a, 3aTeM

o 50

MT/CYT
15-29 35 wr/cyt | 600 mr | 10 mr | 0,15 245 MT | -

nepsas Kaxaple 3 | Kakaele 3 | Mr/cyT Kaxple 2-3

J03a, 3aTeM | JHA THST JUHST

25 mr/cyT
5-14 35 wr/cyt | 600 mr | 10 mr | 0,05 245 mr/uen | -

nepBas Kaxaple 3 | Kakaele 3 | Mr/cyT npu

J03a, 3aTeM | JHA IOHS  TIpH | IpA KIIMpEHCe

15 mr/cyT KIIpEHCe | KIMpEHCe >10

>10 >10 MJI/MUH
MJI/MUH MJI/MUH

<5 35 wr/cyt | 600 mr | 10 mr/men | 0,5 mr/uen | 245 mr/uen | -

nepBas Kaxaele 4 | ecnu eciu eciu

J03a, 3aTeM | JHSA HauaTa HauaTa Hayara

10 mr/cyT SIT I [T A ITICA

[Ipumeuanus: 31T — 3amecTurenpHas noyeuHas tepanus; ['J] — remoananus.
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IIpuioxkenue b. Auropurmsl aeiicTBUi Bpaya

Anroput™m 1. llpumenenus anmuxoayianmuou/ 0e3azpe2anmuol mepanuu y nayueHmos

cHC u MIITH.

MIIH + HC
‘ HAS-BLED HAS-BLED HAS-BLED
0-1 2 >3
- ' & -~ -~ - N o N
( ANbOYMUH Anbby Anbby FIERRLT AnbbyMUH AnbOyMUH AnbbymMuH
CbIBOPOTKM
CbIBOPOTKM CbIBOPOTKM CbIBOPOTKYM 2025 t/n+ 21 CbIBOPOTKM CbIBOPOTKM CbIBOPOTKM
25 r/n <25 r/n <20 r/n ore = >25 r/n | >25 r/n \ <25r/n
i ) MoseT 6biTh
n:;g:’:;ﬁ:;; MpodunakTuka AK He npoBoAWTb NPOPUNaKTURY :3;“::::

@OP — daxTopsl pucka. * cyrouHas npoteunypus >10 1/, uHAEKC Macchl Tena >35 Kr/m2,

HaCJICaCTBCHHAsA TpOM60(bHHHﬂ, XpOHHUYCCKasA cepacuHas

HEOAOCTATOYHOCTD

Hn-1v

(bYHKLII/IOHaHBHOFO KJj1acCa, HCJTaBHCC XUPYPTUICCKOC JICUCHUC, I/IMMO6I/IJII/I?>aI_[I/IH

Anroputm 2. Jleuenue uouonamuueckozo MI+MIITH.

Wr+Mmnry
HOPManbHaA GyHKUMA MoYeK
CYTOUHaA NPOTEMHYPUA MEHEE 3,5 1/CYT HEKTMBHbIY OCAAOK
Moy

MoHuTOpUpPOBaHME KIMHUUECKOI aKTMBHOCTM 3aBonesaHna (dyHkuma nouek, CMB, akTMBHOCTD 0caaKa Mouu) Kaxable 3
mecAua 8 Teuerue 1-ro roga sabonesanua

/\

ECTb KIMHWYECKAA AKTMBHOCTL (CHIKEHHE QYHKLMN NOUeK,
Hapactaue CT15, NOABNEHHE aKTHBHOTO HePUTHUECKOTO OCajKa)

|

HeT KAMHUYECKOM aKTUBHOCTH |

|

NposoKuUT U- WCT cornacHo Tekywei
ANd/EPA «  KAMHUYECKOM CUTyaLuK
’
1 ; ¥g (cm. Anroputmbi 2, 3, 4)
4
MOHMTOPMPOBEHVIE KﬂHHVNeCKOﬁ AKTUBHOCTU ,,
6 A (byHKuuA nouek, CMB, akTBHOCTL /’
ocagKka Mouu) Kamaple b mecaues e
P EcTo mopdonoruyeckas
I' 3KTUBHOCTb
/
/
’
’
EcTb KaA "
AKTMBHOCTb (CHUKEHME ’ MoBTopHas
DYHKLMK NOYEK, HapaCTaHMe Kemp] P
CITG, NOABNEHME AKTMBHOTO Hedpoburoncua Het mopdonoruyeckoit
HepPUTMUECKOTo ocaaKa) aKTMBHOCTM, NPEUMYLLECTBEHHO
XPOHUYECKUE USMEHEHUA

T

1

1]
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HOPManbHaa PyHKUMA Noyex
HedpoTudecknii cuHapom

Wr+mMnra

/\

Her npoTusonokasanuii k NKC
n 7 npuem 8 pose 1 mr/kr/cyT
(marcumanbHan go3a 80 Mr) B Teuenue 1mecaua
3aTem cHuxeHue Aosbi FKC*:
40 Mr/cyTru B TeueHne Cneaylowmnx 4x Heaens

Anroputm 3. Jleuenne unnonarndeckoro MK+MIIT'H npu HC u HOpManbHON (YHKIMK TTOYEK.

Ecte npotusonokasauma k NKC

uenesan KoHueHTpauma 100-175 Hr/ma nan
Takponumyc — craprosas 4o03a 0,1 mr/kr/cyT,
Uenesan KOHUEHTPaumMa 5-10 Hr/mn

Uuknocnopus A — CTapTosas 4o3a 2-4 mr/kr/cyT,

30 Mr/cyTrM B TedeHue Cneayowmx 4x Heaenb. BTeyeHue 12-14 Hegenb

l !

I Ouenra otseta yepes 3 mec I

Hert oTBeTa: HET CHUKEHUA
Ectb orser: cHuenne CMB 230% ot
= CNB 230% oT ucxogHoro
MCXOAHOTO YPOBHA NPH CTa6MABHOI
iR poes YPOBHA, yXyAweHue
‘ dyHKuMM noyex

Ouyenka orsera yepes 3 mec

Her oTBETa: HET CHUMKEHUA
Ectb otser: cHuxenune CrB 230% ot
. CNB 230% oT ucxoaHoro
MCXOAHOTO YPOBHA NpH CTabunbHON
yHKUMM novex VROBLE, YRVAUEHNE
l SyHKLMM Novek

NpoaoamwuTL cHKEHne Ao3bi FKC*: l
20 mr/cyTru B TedeHme cnegyoumx 4x Hegens
10 Mr/CyTE TeueHue CreaylwMX 4x Heaenb
S mr/cyTe TeueHue chegyowmx 4x Heaens
3atem otmena MKC

l

I Ouenka orsera yepes 3 mec |

il "

EcTo ovBer: CHumeHne
Crib 230% oT ucxogHoro
YPOBHA Npu cTabunbHon

SYHKUMM nover

N

Otmenns TKC
Habniogenmne

MKH 8 Teuenue 12
mecaues
n Cné n
SYHKUMK novex

CHusuTe MKC 80 10 mr/cyT
" WKH

PaccmotpeTs gpyrue
cxembt nevenns
(nanpumep, yuroctaTukm)

HeT OTBETa: HET CHIKEHHA
CMB 230% OT UcxoaHOTO
YPOBHA, yXyAweHue
GyHKUMM Novek

*cxembl cHIkeHHs: [ KC MoryT ObITh APYTMMHU NPUHATHIMH B LICHTpE

Anroputm 4. Jleuenne unuonatuyeckoro MIII'H npu cHmxeHHOM QYHKIMU TOYEK.

WUr+=Mnre
CK®<60 mn/mun/1,73m?

/\

ECTb NPUSHAKK aKTUBHOTO o b no HeT Npu3HaKoB aKTMBHOTO
CBETO 0 bp M np ) no
(mesaHruanbHan npoandepauna u/unn 3HACKaNUANAPHaA Nponndepauma) BaHHBIM CBETOONTUYECKOTO
e ¢
Het npoTusonokasanuii Kk FKC MpenmyLuecTBeHHO XPOHUYeCKkHe
Nepop Ainpuen M 8 p03e 1mr/kr/cyT EcTb npoTMBOnOKasanua K MKC HaMEReHua
(makc. fo3a80 mr) B Tedenue 1 mecaua
3atem cHimenne gose TKC*: MM B aose 112 p/A
40 Mr/cyT 8 TeNEHUE CAEAYIOWNX 4X HEQEND (c/6ea TKC 10 mr/cyT)
30 mr/cyT 8 Te4eHME CREgYIOWAX 4X Heaens "'A"¢/BPA

!

| Ouexka oTeeTa yepes 3 mec | |

Ectb otBeT: cHuwerne CNB 230%

OT UCXOAHOTO YPOBHA Npy
cTabuabHON YHKUMK NoYek

Ouexka oTeeTa yepes 3 mec I

Ectb oTsert: cHuxkeHue CMNB 230%

230% OT UCXOAHOrO YPOBHA, OT UCXOAHOTO YPOBHA NpW 230% OT UCXOAHOTO YPOBHA,
yxy4weHue OYHKUMM noyer cTabunbHON GYHKUMK nNoyek yXy4weHue GYHKUMM NoYer

! ] ) )

Hert oteera: HeT cHukeHuA CMB Hert otBera: HeT cHukeHua CMB

MpoAoAMUTL CHUMEHnE A03bl TKCE: CHusuTe MKC go 10 mr/cyT Npogonskuts ’,v MosTopHas Guoncus noukw
20 mr/cyT 8 TeNEHME CRERYOWMX 4X HEdENs W npucoeanHuTe MM® 2 r/cyT MMa® ’
10 mr/cyT s Te4EHME CREAYOWNX 4X HEQEMD

S mr/cyT 8 TedeHHE CAeqyOWNX 4X Hadens
3arem otmena NKC

4 . ECTb NPU3HAKW aKTUBHOTO BOCNANWUTENbHOMN
l depauun no 0
| Ouexka oTseTa yepes 3 mec I I OueHka oTeeTa yepes 3 mec I /’ ueen bp
(mesanrnansHan nponudepauna u/man
/\ /\ X 3HAOKanuANApHaA nponndepaumna)
| Ectb otBeT I | Het otseta | Ectb otBeT I | Het otseta }"

1 1 ‘

ull L® 2 mr/kr/cyt + TKC 10 mr/cyt
Otmenuts TKC 1 MpoAoAKUTL wnun Putykcumab 1000 mr No2
NPOAOAMUTL MMo
uabmogenve 6-12 mec
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Anroputm 5. Jleuenue C3-rnomepyaonaTun.

| C3r1 (C3-rnomepynoredpur unm 60n1e3Hb NNOTHLIX AENOSUTOB)

/

Nerkoe Teyenue Cpeauan CTeneHb TANEeCTH Tamenoe TeyeHne
Mporensypua <1 rfcyr*® Nporeusypua 21 rfcyr e vonn 52 efeyr (v . )
HopmansHas CHO (260 Bocnanexine cpeqHeil CTeneHi Snipa-eHHOCTH N0 A3HHIM G CHO (<60Mmn/! 11,73%3) (i N \
wn/mnsf1,73m7) . W4ECKOTO 1 TREHM EMHC

H; YPOEBHA Kp

|

—

u-And/EPA

H3 PUCK NPOrPECcCHPOEaHNA)

Taxenoe eocna.

i

i CUAnG

NEHIE, NPEACTEENEHHOE SHAC- WA SKCTPIKIMMANRPHON

|

MM® 2 I'/CV'I’ +TKC Mynbc-tepanusa NKC+
l 20 mr/cyT 3-6 mec Uo/MMo
OuEHKa aKTUBHOCTH ‘ l
Kaxapie 3 mec
OueHKka oTBeTa uepes 3 mec | | Otiesnia oTeTa siepes 3mec H
Het Ectb oTBeT: cHuienne CMNB 230% Her otsera: HeT cHukeHua CMB 230% ot \
npOIpecHponuna OT UCXOAHOTO YPOBHA Npy MCXOAHOTO YPOBHA, YXyAlWeHNe QyHKUMM EcTb oTBeT: chinxenne CE
cTabunbHOM GYHKLMN NoYek noyek 230% o7 UCXOAHOMoYROSHA
npu cTabunoHoi GyHKUMM
V 1 nousk
: |
MporpeccuposaHme Mpogonute MM® 2
AuchYHKUMM Noyex r/cyT + TKC 20 mr/cyt > Ehcymm sty 200 Mpogonsuts
Hapacrauue 6-12 mec Kamppble 2 Hegenu 3 mec TKC+LO/MMO
P yP ‘ 1
O 0CTH
USHED, axnm Ouexra oTseTta yepes 3 mec
Kampapie 3 mec
/\ 4
Peunans Her Mporpeccuposakme ECTb OTBET: crimenie CTE Her FIOEIR ek
NPOrpeccupoBaHns AvchyHKUMK noyex 2303 0T HCXOZHOTOYPOEHA €116 230% o1 ncxogHaro
l Hapactauue npy cTaBHNLHON GyHKUM ypoets, yxy::ee:new»«mm
npoTenHypun nesex
Ouenka Otmena MM® 2 r/cyT +
AKTUBHOCTH l¢—| TKC 20 mr/cyT cnycra 12
kampple 3 mec BEC Mpoaonxuts Mnasmoobmen kamabie
3rynusymab 14 puHen 3 mec
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Ipunaoxenue B. Undopmanus 1A nanmeHTa

Memb6panonponudepaTUBHBIA TIIOMEPYJIOHEPPUT — 3TO BapUAHT TUCTOJIOTHMYECKOTO
TE€YEHHs XPOHUYECKOTO 3a00JIeBaHUE TIOYEK, KOTOPOE MPUBOAUT K yTpare UX (yHKIUHU B claydae
OTCYTCTBUSI CBOEBPEMEHHOM  JuarHocTuku ©u  jedenus. MIITH  gBagerca  numb
MOPGOIOTUYECKUM JMArHO30M, HO HE TOBOPUT OO 3THOJOTHHM MAaTOJIOTHYECKOro TMpolecca,
npuBeaUIero K Hemy. Kak npaBuiio, 3TOT NaTOJIOTHYECKUI POLIECC BTOPUYEH 110 OTHOLIEHUIO K
Kakou-mubo mHOU Oone3nn. Hampumep, mopakenue mouek B Buae MIII'H mosxer ObiTh mpu
XpoHHUYECKOW wuH(peKuu, B YacTHOCcTH, npu rematutax C m B, mpm cuctemMHOW KpacHOU
BOJTYAHKE, IPU FeMaTOJIOTUYECKUX 3a001eBaHUIX.

[Tonospesars Hanimune MIII'H mo3BoJisieT Hanuyue TakuX CUMITOMOB, KaK CHUKCHHE
KOJIMYECTBA MOYH, MOSIBJICHUE OTEKOB, BOSHUKHOBEHHE apTEPUAIIBHON TMIIEPTEH3UU, TIOSIBIICHUE
Oenka w/uinu SpuTpouuToB B Moue. JlanbHeimas nuarnocruka MIIIH nomkHa mpoBoauThes
BpauoM-HeposoroM. JIMarHoCTHKa BKJIIOYAET 2 OCHOBHBIX MOMEHTa, KOTOpBIE JOJKHBI
MIPOBOJIUTHCS OJTHOBPEMEHHO: 1) BBINOJIHEHHE OUOTICUY TIOYKH JUIsl YCTAHOBJICHUS! IMEHHO 3TOTO
TUNA TOPAXKEHUS MOYEK M ONpeAeseHHs IPOrHo3a; 2) oOciIeAoBaHUE ISl yCTAHOBJICHUS
NPUYUHBI TIOPaKEHMsI MOYEK M BhIOOpA TAKTHKH JiedeHHs. Mop(oiaornueckoe Hccie0BaHue
npu MIITH o0s3aTenpHO OJDKHO BKJIIOYAaTh HMMMYHOQUIIOOPELIEHTHOE HCCIIEI0BaHHE,
MOCKOJIBKY OHO TI03BOJISIET BO MHOTOM OTIPE/IETTUTH POUCXOKIACHUE 3a00J1eBaHusl. B HEKOTOPBIX
clly4asix HEOOXOIUMO TMPOBEACHUE 3JIEKTPOHHOW MHUKPOCKOMHMM JUIsi 0OJiee TOYHOH OLEHKH
CTENEHU MOBPEXKIEHUN KIyOOUYKOB M OLEHKe IMporHo3a. OOcienoBaHWe B OTHOLIEHUM
BTOpUYHBIX IIpuurH MIII'H mMokeT BKIIrO9aTh pa3HbIN CIEKTP UCCIEAOBAHUN B 3aBUCUMOCTH OT
KJIMHUYECKOW CHUTyalld M JOJKHO IPOBOJUTHCS ONBITHBIM BpadoM-Hedposorom. B cimyuae
ecmu mpuunHa MIII'H He BbIsSiBIEHA, MOXXET OBITh YCTAHOBJIEH JIMAarHO3 HIUOTIATHYECKOTO
MIITH, To ecTh HEYTOYHEHHOUN NpUYKHBIL. OT YCTAaHOBIJIEHHs ITUOJIOTUM 3aBUCHT JieueHue. Tak,
nedenve npu MIITH, oO6ycrioBieHHbBIM HMH(GEKIHOHHBIM IpolieccoM, OyneT KapAHHAIBHO
oTinnyatbess oTr TakoBoro mnpu  MIII'H 1npu cucremMHON KpacHOW  BOJYAHKE I
reMaTOJIOTMYECKON NaTOJIOTHH.

[Iporno3 MIII'H 3aBUCHUT OT CBOEBPEMEHHO yCTABHOBJICHHOW 3THOJIOTHH IIPOIECCa, HO B
LEJIOM He SIBJIsIeTCsl OJaronpusiTHBIM B OTHOIIEHUH COXPAaHHOCTU (QyHKUMU movek. [lanueHTsl ¢
MIITH nro60i 3THONOTHH JTOJDKHBI HAONMIOAAThCA y Bpada-Hedpoliora Al CBOEBPEMEHHOTO

BBISIBJIEHUS aKTMBHOCTH 3a00JI€BaHUA U HpO(l)I/IJ'IaKTI/IKI/I O6OCTpeHI/II7L
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Ipunoxenne I'l-I'N. HIkanbl oeHKH, BOMPOCHUKHU U Pyrue OlleHOYHbIE

HHCTPYMEHTBI COCTOAHUA MMAMUEHTA, IPUBCICHHBIC B KIIMHHYC€CKHUX

pPeKOMEeHIANUAX

1. lllxana onenku pucka kpoBoteyenuss HAS-BLED

MokazaTenn KommenTapuii
aJJIbl
Munepronus HexkonTtposnmpyemasi, cuctommueckoe AJl >160 mm pr. cT.
0
Hapymenwne UPpO3, HApYyIIEHWs] B TMEYCHOYHBIX NpoOax: OwmpyOMHa> 2 HOPM
(YHKIHU TIe9eHU + AJIT/ACT/NI® > 3 Hopm 0
Hapymenue JIaJIN3, TPAHCIUIAHTALUS TOYKH, KpeaTHHIH O0oiee 200 MKMOITB/IT
(YHKINH TTOYEeK 0
Wucynst B OCO0EHHO TaKyHAPHBIH
aHaMHe3e 6
KpoBoreuenus Bospume kpoBoTedeHUs: B aHaMHE3€ (MHTpaKpaHUaNbHOE, MO0 Tpebdytolee
TOCITMTATN3AIIHH, b0 co CHIDKEHHEM Hb>2 /1, mbo | ©
Tpedyrolee reMoTpanchy3nio), aHEMUSI ITH  MIPSAPACIONOKEHHOCT K
KpPOBOTCYCHUAM
Jlabmenoe MHO <60 % BpeMeHH B TepareBTHUECCKOM JHana3oHe, Bbeicokoe MHO
0
Bo3spact > 65 bozee 65 jer
0
[Ipuem nexapcTs prueM JIEKapCTB, YCHITMBAIOIINX pHUCK KPOBOTCUCHHS:
antuarperantsl, HIIBIT 0
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https://ru.wikipedia.org/wiki/%D0%93%D0%B8%D0%BF%D0%B5%D1%80%D1%82%D0%BE%D0%BD%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%90%D0%94
https://ru.wikipedia.org/wiki/%D0%90%D0%9B%D0%A2
https://ru.wikipedia.org/wiki/%D0%90%D0%A1%D0%A2
https://ru.wikipedia.org/wiki/%D0%A9%D0%B5%D0%BB%D0%BE%D1%87%D0%BD%D0%B0%D1%8F_%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82%D0%B0%D0%B7%D0%B0
https://ru.wikipedia.org/wiki/%D0%94%D0%B8%D0%B0%D0%BB%D0%B8%D0%B7
https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%B5%D0%B0%D1%82%D0%B8%D0%BD%D0%B8%D0%BD
https://ru.wikipedia.org/wiki/%D0%98%D0%BD%D1%81%D1%83%D0%BB%D1%8C%D1%82
https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D0%BE%D1%82%D0%B5%D1%87%D0%B5%D0%BD%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%93%D0%B5%D0%BC%D0%BE%D1%82%D1%80%D0%B0%D0%BD%D1%81%D1%84%D1%83%D0%B7%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%90%D0%BD%D0%B5%D0%BC%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%9C%D0%9D%D0%9E
https://ru.wikipedia.org/wiki/%D0%9C%D0%9D%D0%9E
https://ru.wikipedia.org/wiki/%D0%9D%D0%9F%D0%92%D0%9F

3noynoTpebiieHue

aJIKOI'0JIEM

>8 PIOMOK B HEJIEIIIO

Pegynprar B 3 Oamnma u 0Oojee accOLMpOBaH C BBHICOKMM PHCKOM pas3BUTHs KpoBoreueHust (3,74
KkpoBoTeueHuss Ha 100 manmenro-yer). PesympTar B 2 Gamia M MeHee — HET 3HAUMMOTO TOBBILICHHS pPUCKa

kpoBoTeuenwii (1,88 kpoBoreuenus va 100 manueHTo-J1€T), HO HEOOXOIMM TIIATETBHBINA KOHTPOJIb
2. Own-naiti  kaaekydastop HAS-BLED: https://www.mdcalc.com/has-bled-score-

major-bleeding-risk

3. llIkasa OUEHKH PHCKA NMPUMEHEHMS AHTHKOATYJSIHTOB NPU HePpPOTHYECKOM

cuuapome: med.unc.edu/gntools

IIa0JioH BK/IWYEHUS KIMHUYECKHX IIKAJ OIEHKH, BONPOCHUKOB M JAPYruX

OLCHOYHbIX HHCTPYMCHTOB COCTOAHMSA NMAIIUCHTA
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https://www.mdcalc.com/has-bled-score-major-bleeding-risk
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