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Cnucok coxkpameHui
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AU3IT — ayroummyHHBIe 3a00neBanus neueHu AJIT — anannHamuHOoTpaHcdepasza
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AHA — anTuHyKJI€apHbIC aHTUTENA
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I'IP — renaToueIoIsapHbIi pak
NUI'A — uHJEKC TUCTOJIOTMYECKON aKTUBHOCTHU
NI'X — UMMyHOTHCTOXUMHUYECKUI
NJI — uHTepiekuH
NI — uHruOUTOpsl MPOTOHHON OMITBI
NCT — umMMyHOCYIIpECCUBHAs TepaIns
NDA — nMMyHOpEpMEHTHBIN aHAIHU3
KW — knmHu4eckoe ucciejoBaHue
KP — ximHn4eckue pekoMeHaaunu
KIIX3II — xomneHcupoBaHHOE IPOABHHYTOE XpOHUYECKOE 3a00JIeBaHNE TIEUEHU
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6-TGN — 6-THOryaHMHOBBIE HYKJICOTHIbI



TepMuHBI U onpeaeJeHus
AyrouMmMmyHHbIH rematut (AUI) — uUMMyHOBOCHAIHMTEIIBHOE 3a00JICBaHUE TICUCHH
HEU3BECTHOM STHOJIOTUH, pa3BUBaroleecs MPEUMYIIECTBEHHO y  TEHETUYEeCKHU
IPEIpacloNOKEHHBIX  JIML, €  LIMPOKAM  CHEKTPOM  KJIMHHUYECKUX  IPOSBICHMIA,
COIPOBOYXKAAOIIIEECS MOBBILIEHUEM YpOBHS aJlaHMHaMUHOTpaHchepas U
acnapraTaMHUHOTpaHcdepas, XapakTepu3ylonieecs, KaK IPaBUIIO, MOBBIIICHHEM
uMMmyHornooynmuaa G (u (wim) ramMMma-TIoOYyJIMHOB), HAJIWYUEM  ayTOAHTUTEI W
MOP(OJIOTHUECKUMH TPU3HAKAMHU AKTUBHOTO MOPTAIbHOIO/JO0YIISIPHOTO TeraTuTa, MMEIoIIee
IPEUMYIIECTBEHHO  OJaronpusTHbIA  OTBET Ha HMMYHOCYNPECCHUBHYIO  Tepaluio U
pOrpeccupyroliee TeYeHNUE B OTCYTCTBUE JICUSHUS.
JlokazaTtenbHass MeQUIIMHA —  HaJUIeKallee, MOCIEAOBAaTEIbHOE U  OCMBICIEHHOE
UCIIOJIb30BAaHUE COBPEMEHHBIX HAWIYUYIIMX JO0Ka3aTelbCTB (pe3yibTaTOB  KIMHUYECKHUX
WCCIIC/IOBaHMIA) B COUYCTAHUN C UHINBUAYAIBHBIM KIIMHUYECKUM OIBITOM H C YY€TOM LIEHHOCTEH
U TPEIIOYTEHHH MalMeHTa B Mpollecce MPUHSITUS PEIICHUH O COCTOSHUU 370POBbS U JICUCHUU
naueHTa.
3a0oJieBaHNe — COCTOSIHUE, BO3HHKAIOIIEE B CBS3M C BO3ACUCTBHEM MATOTEHHBIX (DaKTOPOB,
HapylIeHUe ACSATEIHPHOCTU OpraHu3Ma, paboTOCIOCOOHOCTH, CIIOCOOHOCTH aJanTHPOBATHCS K
M3MEHSIOMIMMCST YCIIOBUSIM BHEIIHEH M BHYTPEHHEH Cpenbl MpU OJHOBPEMEHHOM H3MEHEHHUH
3alIUTHO-KOMIICHCATOPHBIX ¥ 3alIUTHO-TIPUCIIOCOOUTENBHBIX peakiMii ¥  MEXaHU3MOB
OpraHusma.
Hcxon — nm1060¥ BO3MOXKHBIN pe3ysIbTaT, BOSHUKAIOINN OT BO3JIEHCTBUS MPUYUHHOTO (hakTopa,
NpOo(UIAKTUYECKOTO0 WM TEepaneBTUYECKOr0 BMEUIATENIbCTBA, @ TAK)KE BCE YCTaHOBJIEHHBIE
U3MEHEHUS COCTOSIHUSA 3/I0POBbs, BO3HUKAIOIIME KaK CIIE/ICTBUE BMEIIATEIbCTBA.
Kiaunnyeckoe uccjiefoBanne — j1000€ UCCIeJOBaHUE, POBOAUMOE C YUaCTHEM YelloOBeKa B
KadecTBe CyOBeKTa Uil BBIBICHUS WM TOATBEPXKICHHUS KIMHHYECKHMX W (WIIH)
dbapmakoiornyeckux 3h(PEeKToB UCCIeTYyEMbIX MPOAYKTOB M (WMJIM) BBISBIICHUS HEKEIATEIbHBIX
peakuuii Ha HcciexyeMble MPOAYKThl M (MJIM) U3yYeHHUs MX BCAChIBaHUS, pacIpelesieHus,
MeTaboIM3Ma U BBIBEICHHSI C 1IENIBI0 OLIEHUTh UX 0€30MacHOCTh U (MITH) 3P PEKTUBHOCTD
KomneHncupoBaHHOe MNpOABHHYTOE XpOHHYecKoe 3a0ojieBaHUe TeYeHW — CTajaus
3a00JIeBaHUsl TICUCHH, BBISBIIsIEMas HEWHBA3WBHBIMH METOJNAMH JUISI ONPEACICHHS TaKTHKU
HaOJIOZIEHUSI C IEJIbI0 CBOEBPEMEHHOI'O BBIABICHHS U TPEIOTBPAILIECHUS OCIIOKHEHHIA,
00BbeIMHSIONIAs BEIpaKEHHBIN (GHOPO3 U KOMIIEHCUPOBAHHBIN IIUPPO3.
Kondaukt uHTEpecoB — cuTyanus, Mpu KOTOPOl y MEAULUHCKOTO WK (hapMaleBTHUYECKOTO

paboOTHUKA MpPHU OCYIIECTBICHUH UMU TNPO(PECCHOHAIBHON AESITENbHOCTH BO3HHUKAET JIMYHAS



3aMHTEPECOBAHHOCTh B MOJIYYEHUHU JIMYHO JHO0 yepe3 MpeACTaBUTENsl KOMIIAHUHM MaTepUaJIbHOM
BBITO/Ibl WJIM MHOTO NPEUMYILECTBA, KOTOPOE BIMSIET WJIM MOXET MOBIUATh HA HaJylexkallee
UCTIOJIHEHUE UM PO EeCCHOHATBHBIX 003aHHOCTEH BCIIEACTBUE MPOTUBOPEUHS MEX Ty JTMUHON
3aMHTEPECOBAHHOCTBI0 MEIUIMHCKOI0 WM (hapMaleBTUUYECKOro pabOTHMKAa M MHTEpecamu
HalyeHTa.

JlekapcTBeHHBIE TNpenapaTbl — JICKaPCTBEHHBIE CPEACTBA B BHJE JIGKAPCTBEHHBIX (OpM,
npUMeHsIeMbIe 1715 TPOPHIAKTUKHY, AUATHOCTHKH, JICUEHHs 3a00JIeBaHus, peaOUINTALINH, a TAK)KE
JUI COXPaHEeHMs, IPEAOTBPAIIECHUS WU IpepbIBaHUs OEPEMEHHOCTH.

MeanuuHCKOe BMeIIATEIbCTBO — BBIIOJIHIEMbIE MEIUIMHCKUM DPAOOTHUKOM U HHBIM
PpabOTHUKOM, UMEIOLIUM [IPaBO Ha OCYLIECTBIEHUE METULIUHCKOMN €S TEIbHOCTH, IO OTHOILIEHUIO
K MalMEeHTy, 3aTparuBarolue GU3NIEcCKoe UM MCUXUYECKOE COCTOSHUE YEIOBEKA U UMEIOLINE
npopUIAKTHYECKYIO, JIMarHOCTHYECKYO, JeyebHy1o, peaduIUTalMIOHHYO WIn
UCCIIEI0BATEIbCKYIO HAPaBIEHHOCTh BUJIbl MEIUIIUHCKUX 00CIe10BaHUN U (MJTN) MEIUIIUHCKUX
MaHHMITYJISALIUH, a TAK)KE UCKYCCTBEHHOE IpephIBaHNe OEPEeMEHHOCTH.

HeankoroibHasi (MeTa00/IM4eCKH AacCCONMMPOBAHHAsI) KUPOBasi 00JIe3Hb IEYeHH —
XpOHHMYECKOe 3a00JIeBaHUE MEYCHHU, CBSI3aHHOE C METa0O0IMUECKON AUChyHKIMEN, IPU KOTOPOM
6osiee ueM B 5% renaToUTOB ONpPENEsIeTCs] MAKPOBE3UKYJISIPHBINA CTEaTo3.

HenocraToynblii 0TBeT — OTCYTCTBHE HOPMAJIM3allUM CBHIBOPOTOYHBIX TpaHcamuHa3 u IgG
yepes3 6 Mec. ocye Havasa JIeUeHHs.

OcTtphlii TAXKeIbIH ayTOMMMYHHBIH TIelaTHT — OCTPOE COCTOSHUE, pa3BHUBAOIIEECs B
npezenax 26 HeX. OT MEPBBIX KIMHUYECKUX CHMITOMOB JI0 MOMEHTa TOCIUTAIM3ALUU C
pa3BUTHEM IE€UYEHOYHO-KJIETOYHON HepoctarouHoctu (kentyxa, MHO > 1,5) mpu orcyTcTBUM
TUCTOJOTMYECKUX IPU3HAKOB LIUPPO3a.

OtcyTrcTBHE OTBEeTa — CHIKEHUE YPOBHSI TPaHCAMHHA3 B ChIBOPOTKE MeHee ueM Ha 50% B
Te4eHHE 4 HeJl. 10Cie Havyasla JICUEHUS.

I[ManmenT — ¢u3nyecKoe U0, KOTOPOMY OKa3bIBAETCSI MEAUIIMHCKAS MOMOIb WK KOTOpOe
00paTUIIOCh 3a OKAa3aHUEM MEIUIIMHCKON MOMOIIM HE3aBUCUMO OT HAJIMUUs Y HEro 3a00sieBaHUs
U OT €r0 COCTOSHUS.

IHonnblli OMOXMMHYECKHII OTBeT — HOpPMalu3alUs CBHIBOPOTOUHBIX TpaHCAMMHA3 H
ummyHorao0y1una G (IgG) B TeyeHue nonyroja oT Hayaia JeUeHUs.

Peabuiuranuss —  KOMIUIEKC ~ MEpOINpPHUSTHI, HAIpaBIEHHBIX Ha  BOCCTAHOBJICHHE
(YHKIMOHAJIBHBIX BO3MOXKHOCTEH YeJOBEKa M CHIDKEHHE CTENeHM HMHBAJIMIHOCTH Yy JIUI[ C

HapyLIECHUAMHU 30POBbs C yUETOM YCIIOBUM UX ITPOKUBAHUS.



PaGouas rpynmna nmo pa3padorke/akTyaJu3aunu KIMHAYECKUX PEKOMEHAAUMi — KOJUICKTUB
CHELHATNCTOB, PabOTAIONIMX COBMECTHO M COTJIACOBAHHO B LEJSX Pa3pabOTKH/aKTyalu3aluu
KJIMHUYECKHX PEKOMEHJAIM M HEeCyHIMX OOIIyI0 OTBETCTBEHHOCTh 3a PE3YyJbTAaThl JAaHHON
paboTHI.

Pemuccenss — OTCyTCTBUE KIMHHYECKUX M JAOOPATOPHBIX MPHU3HAKOB AKTUBHOCTH (MOJHBIN
OMOXMMHYECKHUI OTBET) B COUETAHUU C OTCYTCTBUEM T'MCTOJIOTMUECKON aKTUBHOCTH.

PenuanB — BO300HOBJIEHHE aKTUBHOCTH 3a00JIEBaHUS MOCIIE MHIAYKIUU PEMUCCHU U OTMEHBI
npemnaparta (Ui HecoOoIeHus pexxuma JiedyeHus1 ). CHHAPOM — yCTONYMBasi COBOKYITHOCTb psijia
CUMITOMOB C €IUHBIM [1aTOT€HE30M.

CocTosiHne — HM3MEHEHHUs OpPraHu3Ma, BO3HUKAIOIIKE B CBSI3U C BO3JEMCTBUEM MATOT€HHBIX U
(unmm) puznonornueckux (HakTopoB U TPEOYIOUIME OKa3aHHUsI MEAUIIMHCKONW TOMOIIIH.

YpoBeHb 10CTOBEPHOCTH A0KA3aTEeJNbCTB — CTEINEHb YBEPEHHOCTH B TOM, YTO IOJIYYEHHBII
3¢ (}exT OT mpuMeHEeHUsI MEIMIIMHCKOTO BMEIIATEIbCTBA SIBJISIETCS UCTUHHBIM.

YpoBeHb y0eauTeJILHOCTH PEKOMEH ALl — CTEIIEHb YBEPEHHOCTH B IOCTOBEPHOCTH dPPeKTa
BMEUIATEIbCTBA U B TOM, UTO CJI€I0BAaHUE PEKOMEHAALINUAM IIPUHECET OOJIbIIE M0JIb3bI, YEM Bpeia

B KOHKpCTHOﬁ CUTyalluu.
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1. KpaTrkas nadopmanus no 3a00/1eBaHUI0 WIH COCTOSTHUIO (rpy1ie

3a00J1eBaHUI MJIH COCTOSIHMH)

1.1 Onpeageaenne 3a00Je€BaHus MM __COCTOSIHMS _(Tpynnbl__3a00JIeBAHUI _WJIH

COCTOSHMI)
AyroummyHHbIH renatuT (AWI) — wuMMyHOBOCHanuTENbHOE 3a00JeBaHUE TICYCHH
HEU3BECTHOM STHOJIOTHH, pa3BUBaroleecs MPEUMYIIECTBEHHO y TeHETUYECKU

NpEAPACIIONOKEHHBIX  JIMI, C€  [IAPOKAM  CHEKTPOM  KIMHMYECKUX  IPOSIBICHU,
CONIPOBOKIAIOIIEECS]  TOBBIIICGHUEM  ypOBHA  anaHuHaMuHOTpaHcdepas  (AJIT) wu
acnapratamuHoTpancdepas (ACT), xapakrepusymoleecsi, Kak mpaBuio, nossiienueMm IgG (u
(unmu) ramMma-rIoOyJIMHOB), HaJMYMeM AayTOAHTUTEN U MOPQOJOTUYECKHUMH MpHU3HAKAMU
AKTUBHOTO MOPTAITBHOT0/JIO0YIISIPHOTO reNaTUTa, UMEIOIIee TPEUMYIIIECTBEHHO 0JIArONPUSTHBIN
orBeT Ha uMMyHocynpeccuBHyto Tepanuio (MCT), HO mnporpeccupyromiee TedeHHE C
dbopmupoBanueM 1uppo3sa nedenu (L{I1) u TepMuHanbHON CTaIMK MEYEHOYHOM HEJOCTATOYHOCTH
B OTCyTCTBHE JieueHus [ 1, 1, 2].

Knunnueckne mnpossienuss AW pasHooOpazHbl W HIMPOKO  BapbUPYIOT  OT
OECCUMIITOMHOTO ¥ MQJIOCHMIITOMHOTO TE€YEHHS Ha MPOTSKEHUU HECKOJIBKHX JIET JI0 OCTPBIX
dbopM ¢ TIeYeHOYHOI He0CTaTOYHOCThIO. [IprMepHO y TpeTu MUl TMarHo3 CTaBUTCS HAa CTaIAHH
II. Panusga auarHoctuka u nociegoBatenbHas, agekBaTHas MCT umerot pemiaroiiee 3HaUY€HUE
JUIST TIPOTHO3a, KOTOPHIM TIpU TIPABUWJIHBHOM JIeUEeHUHW sBiseTcss OmaronpusatHbeiM. AW
OTHOCHUTEIIFHO PEJIKO BCTPEUYAETCSl B OOIIEH MOMYJISIIIUM U MOKET OBITh JIETKO MPOIYIICH H3-3a
€ro M3MEHUYMBOW KIMHUYECKOM KapTUHBI M HMHOI/AA CJIOXKHOM nuarHocthku. Juarnoz AUI

CleyeT paccMaTpUBaTh MPHU 000N HESICHOW OCTPOI UM XPOHUYECKOM remaronaTud [2].

1.2 DTHOJIOrMS M IATOreHe3 3200J1eBaHUS UJIH COCTOAHUSA (rpyHNbI 3200 1eBAHUN UJIH

COCTOSIHM )

Otuonorus AUNI ocraercs HCH3B€CTHOI>1, OJHaKO CYHMTACTCA, YTO B3aHMOJCHCTBHE

TCHCTUYCCKUX, OJIUICHCTUYCCKUX (B TOM 4YHUCIIC BKOJIOI‘I/I‘{CCKI/IX) (I)aKTOpOB OIPCACIACT

BO3HHUKHOBEHHE M UCX0J 3a0oieBanus [3, 4, 5].

1.2.1 IlaToreHern4yecKkue MexXaHU3MbI

[Tatorene3 paszsutuss AUI' criokeH, sBIseTCs MHOTO(GAKTOPHBIM M BKIIIOYAeT B ceOs
napajjielibHOe pa3BUTHE MHOTUX MexaHu3MoB. [Ipennonaraercs, uro AU — ato 3aboneBanue,

ornocpenyemoe  T-KjIeTKkamMu, TpH  y4yaCTHM  TyMOpPajJbHOrO  3B€HAa  HMMMYHHUTETA.
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WnentuduuupoBaHbl OTAEIbHBIE AHTUTEHBI, SBJISIONIMECS MULICHBIO A ayToanTtuten npu AUT
[6].

Daxkmopbl oKpyHcarouieli cpeovl y Il ¢ TEHETUYECKON MPEapaCTIONOKEHHOCTBIO MOTYT
MPUBOJIUTH K MHUIMALIMYA Ay TOUMMYHHOT'O OTBETa PA3IMYHBIMU MEXaHU3MaMHU:

1) Hecnieuuduueckas akTUBALUS MOKOSIIUXCS T-KJIETOK, KOTOpask MOXKET ObITh BhI3BaHA
Pa3IMYHBIMH BHPYCAaMHU MM KCEHOOMOTHKAMH W TPUBOIUT K CEKPELHUH MPOBOCIAIUTEIBHBIX
LUTOKUHOB [7, 8];

2) co3maHHe HEOAHTUTEHA IyTeM CBA3BIBAHUS COOCTBEHHOTO O€lKa C XUMHUYECKUM
COEIMHEHUEM, YTO ObLIO OMUCAHO KaK Il (GUTOMpenapaToB U OMOIOTUYECKH aKTUBHBIX 100aBOK
[9, 10], Tak 1 175t TeKapcTBEHHBIX npemnapaTos [11];

3) MozexysipHass MUMUKpHUS, KOTOpask pa3BUBAETCS KaK NEPEKPECTHAas PEaKTUBHOCTD
MEXJ1y BUPYCHBIM M COOCTBEHHBIM O€JIKOM I10 aHAJOTUH, onucaHHou ans nmanuentoB ¢ HCV u
SARS-CoV-2-undekuueii [12];

4) MopmymsIMs JKCHOPECCUU TE€HOB, OCYIIECTBIsEMas MOJIEKYJIaMHM, 3allyCKaroIUMU
ayTOMMMYHHYIO PEaKIIMIO 3a CYET CO3JAaHUs IPOBOCHAIUTEIBHON MUKPOCPE/bI, UAE€aTbHON 1Jis
MPE3EeHTAlUN ayTOAHTUTE€HOB [12].

KpynHoe mBenckoe ucciiejoBaHue, nzydasluee cemeitnslie cnydan AWI, nokasano, 4to
PUCK €ro pa3BUTHUsS Yy CYNpPYroB IMPEBBIIIAET PUCK Y JeTe, M MpPOJEMOHCTPUPOBAJIO
npeobiajaromlyo poib (PaKTOPOB OKpYXkarolle Cpelpl B pa3BUTHH JAaHHOIO 3a00J€BaHUS IO
CPAaBHEHHUIO C HACJIEICTBEHHOM NPEAPACIOI0KEHHOCTHIO [13].

T'opmonwt u non. AVl 3HaunTenbHO vae 00JeroT KEeHIIUHbL. [10 JaHHBIM MeTaaHaIU30B,
OHM COCTaBIIAIOT OKOJIO 75% TanueHToB ¢ 3TuM 3a0oseBanueM [ 14, 15]. [Ipeobnaganue sxeHIUH
OOBSACHSIOT PaCHOIOKEHUEM HEKOTOPBIX I'€HOB, YYaCTBYIOIIUX B Pa3BUTHH UMMYHOJIOTHYECKON
TOJIEPAHTHOCTH, Ha X-XpOMOcOM€. BBIABIEHO MoOAyiMpyrollee BIUSHUE X-XPOMOCOMBI Ha
BPOKJCHHBIE U a/IaITUBHBIE UMMYHHBIE ITyTH, YYaCTBYIOIME B ayTOUMMYHHBIX TIporieccax [16,
17, 18].

VYcTaHOBIIEHO, YTO 3CTPOreHbl Yepe3 Creuu(HUuUecKrue peLenTopbl, KOTOPhle MMEIOTCS
MPAKTUYECKH BO BCEX KJIETKaX (B TOM YHCIIe B 3BEHBSX BPOXKICHHOW M aIaiTUBHOM MMMYHHOMN
CUCTEMBI), KOHTPOJIUPYIOT UMMYHHBI OTBET, MOTYT MPHUBOJIUTH K Pa3BUTUIO a0EppPaHTHOTO
MMMYHHOTO OTBE€Ta, CHIKaThb CIOCOOHOCTh ayTOPEaKTHBHBIX B-KIeTok mojBeprarbcs
OTpULIATEIBHOMY UMMYHHOMY OTOOpY, U3MEHSTh UX aKTUBHOCTb M CIIOCOOCTBOBATh PAa3BUTHUIO
UMMyHHOTO oTBeta 10 Th-2-tumy. BbICOKHME ypOBHH JCTPOTEHOB MOTYT OKa3bIBaTh
WHTHOUpYIOIee JEHCTBUE HA pa3iMdHble KOMIOHEHTHI MMMYHHOTO OTBETa, B TO BpPEMS Kak

HU3KHE — cTuMynmpytoutee [16, 17, 19, 20].
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AUWI" — mnonureHHoe 3a00JieBaHWE, OCHOBHBIE JIOKYCHI ompeneiaeHHbIX amteneid HLA,
HECYIINE PUCK, IPUCYTCTBYIOT puMepHo y 50% namuentos ¢ AWUI, HO oTaenbHO, camu 1o cebe,
OHH HE OOBSACHSIOT HAOI0JaeMble PUCKU 3a0oeBanus [21].

B Hacrosimee Bpemsi mosiBisieTcs Bce Oouibllie  JAHHBIX 00 3NUIeHeTHYeCKUX
MeXaHU3Max, KOTopble BoBiiedeHb! B marorene3 AUI'. Dnurenernueckrue MexaHu3Mbl HAPSMYIO
BIMSIOT Ha OKCIPECCHI0 T€HOB BMECT€ C HMX (QYHKIMAMH, HE BIMAS TNPH 1TOM Ha
MOCJIEI0BATEIbHOCTh  HYKJICOTHIOB. OTH HM3MEHEHHs OOpaTUMbl, CHEHU(PUYHBI IS
OTIpe/IeNIEHHBIX TUIIOB KJIETOK M 3aBUCAT OT BO3pacTa, moja U (akTOpOB OKPY>KAIOLIEH Cpelbl.
Hccnenoanus snureneTndeckux MexanusmoB AUI™ moka HEMHOTOYHCIEHHBI, B OCHOBHOM OHU
CBA3aHbl ¢ u3ydeHueM ponu Mukpo-PHK, a taxxe metwnmposanma [IHK B marorenese
3a0oneBanus [22]. [lokazano, uto npu AW perynasTopHble T'eHbl B OOJIBIIMHCTBE CIIydacB
TUIIOMETUJIMPOBAHbI, TPAHCKPUIIIIMOHHAS aKTMBHOCTH MOBBIIICHA, a LUPKYJIUPYIOIIUE MUKPO-

PHK BMemmnBaroTCs B 3KCIPECCUIO T€HOB Ha MTOCTTPAHCKPUIILIMOHHOM YpOBHE [23, 24].

@DakTOphl OKpYXkKAIOLIeH Cpeibl B OOIBIINHCTBE CIy4aeB TPYIHO UJIEHTU(PHUIUPOBATH U HE
BCErZla MOJKHO HalpsMyl0 cBsi3aTh ¢ ATHomnaroreHezom AWI. JlomuHupyromas rumnoresa
natoreHesa npeanonaraet, 4yro AWI' pa3sBuBaercssi y N€HETHUYECKU NPEAPACHOJIOKEHHBIX JINLL
10CJI€ BO3JICMCTBUS OJTHOT'O MJIM HECKOJBKUX (PAKTOPOB OKpY’Karoliel cpeibl, YTO MPUBOAUT K
nomepe aymomonepanmuocmu. Jlanee ayTOMMMYHHbIE MEXaHU3Mbl COXPAHSIOTCS U
NOJJIEPKUBAIOTCSA 32 CUET ONPEIEICHHBIX MTPOLECCOB:

1) T-xemnepnoro otBeta 1-ro tuma (Thl), mposBisOLIEr0 HMTOTOKCHYHOCTH IPH
pacrno3HaBaHuM KoMIuiekca anTureH-MHC;

2) T-xennepHoro otsera 2-ro tuna (Th2), cBa3aHHOrO ¢ OnOCpEAOBaHHON aHTUTEIAMU
KJIETOYHOM IUTOTOKCUYHOCTBIO U aKTHUBALIMEN KOMIUIEMEHTA;

3) T-xemmepuoro oteta (Thl7), mpoxyuupyromiero npoBOCHATUTEIbHbIE ITUTOKUHBI
(unrepnetikun (M) 17, UJI-22, pakTop HeKpo3a onyxonu-anbha (PHO-a));

4) mucoyukuuu T-perynaropubix kietok (Tregs) [22].

Tregs B mepByl odYepelb pEryJupyloT HUMMYHHBIE peakIMd U O00eCHednBalOT
TOJIEPAHTHOCTh K COOCTBEHHBIM KOMIIOHEHTaM. DT KJIETKH B MOCIEIHNE JECATUIETUS aKTUBHO
uccieoBaluch y manueHtoB ¢ AUI, HO MX KOJIMYECTBO M (PYHKUMOHAIbHAs aKTMBHOCTb
ocTaroTcs cropHbiMH. Jlonaroe BpeMsi cunurtanock, uro npu AUID Tregs ¢pyHKIIMOHATBHO U (WIIH)
KOJIMYECTBEHHO HApYIIEHHI [25, 26, 27]. JIpyrue uccienoBanus MoKa3ain, 4To Tregs y MalnueHToB
¢ AUTI" monmHOCTRIO (DYHKIMOHATIBHBI M UX KOJIMYECTBO HE CHIKaercs [28, 29]. V manueHToB ¢

AUI" (o cpaBHEHUIO €O 3J0POBBIMHM JIMLAMU WIH NAUEHTAMH C APYTMMH XPOHUYECKUMHU
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3aboneBanusmu reuenu (X311)) B memom konudecTBo Tregs CHUKEHO B epudepuueckoil KpoBH,
HO TIOBBIIIIEHO B TKaHU reuenu [30].

[TpoTuBOpEUMBLIE pE3yNbTAThl MOTYT OBITH CBSI3aHBl C HEOAHOPOJHOCTHIO MAlMEHTOB,
MCIIOJIb30BaHUEM Pa3HbIX MAPKEPOB U Pa3INUUIMU B METOIOJIOTUAX, IPUMEHSIEMbIX B Pa3IM4HbIX
UCCJIETOBAHUSIX.

B uTore Bce 3TH CI0XKHBIE MEXaHU3MbI A0€pPaHTHOTO UMMYHHOT'O OTBETa C TMCOaTaHCOM
MEXJly MPOBOCHAIUTENBHBIMA U UMMYHOCYIIPECCUBHBIMU KJIETKaMH, 0COOEHHO Mexay Tregs u
Th17-kneTkaMu, TPUBOIAT K BOCHAJICHHUIO, Pa3pyLICHUIO TeMAaTOIMTOB, aKTUBAIIMU 3BE314aThIX
KJIETOK M B KOHEYHOM cueTe K pudporenesy ¢ passutuem LI u ero nekommnencamuu [31].

Mukpobuom Kuwieunuka — euie oJHO 3HaYMMoe 3BeHO B maroreHeze AWI. M3BectHo,
YTO MATOJIOTMYECKHE U3MEHEHUSI MUKPOOHOMa KUIICYHUKA UTPAIOT OJHY U3 KIFOUEBBIX POJICH B
pa3BUTUM AYyTOMMMYHHBIX U ayTOBOCHAJIUTENbHBIX pEaKIUuil HMMYHHOOIIOCPEIOBAHHBIX
3a0oneBanuii, Bkmouas AWID [32, 33]. Hdna AWI xapakTepHbl pa3iuyHble HapyIICHUS
MUKpOOHMOMa C YBEIMYEHHEM OTHOCUTEJIBHOIO KOJIMYECTBa a’poOHBIX U (WIM) aHa’pOOHBIX
MUKpPOOPTraHU3MOB, MOBBIIIEHHOW NPOHUIIAEMOCTHIO KUIIEUHUKA U TPAHCIOKAIMeW KHUIIEYHbIX
MUKpPOOHBIX MPOIYKTOB B KPOBOOOpAIEHUE; MOJIEKYJSPHAS MUMHKPHUS MEXKIY MHUKPOOHBIMU
AHTUTEHaMU M OeJlKaMH XO3SMHA MOXET BBI3BAaTh ayTOArpeCCHBHYIO PEAKIUI0 y T€HETHYECKU
npeapacnonoXkeHubix Jonen [34, 35, 36, 37]. HapymeHHoe B3auMOJICHCTBUE MEXIY
MUKpPOOMOMOM M MMMYHHOW CHCTEMOI CIM3UCTONH OOOJIOUKH MOKET OBITh OJTHUM M3 Ba)KHBIX
¢dakTopoB B maroreHeze AUI’, HO TOuHBIE MOJIEKYJIIPHBIE MEXaHU3MBbl TPeOYIOT JanbHENIIEro
U3YYCHHUS.

I'enemuueckue acnekmwvt u ¢pakmoper pucka. AU  daBrnsercs NOIUTEHHBIM
3a00JIeBaHHEM, [TPH KOTOPOM OIpEIETICHHBIE TOJIUMOP(HBIE FEHBI SBJIAIOTCS HECTIEMPUIECKUMU
UMMYHOPETYJIATOpaMUA M JE€TePMHHAHTAMU BOCIPHUHUMYMBOCTH K 3a00ieBaHMIO W (WJIH) €ro
TspKecTH [38].

WccnenoBanusi accoruanuii TeHOB-KAHIWIATOB W KPYIMHOMACIITAOHBIE HCCIICOBAHUS
MOJTHOTEHOMHBIX accomuanuii (genome-wide association studies, GWAS) ykazaiu Ha CUIBHYIO
TeHETHYECKYIO MPEIPACION0OKEHHOCTh K JaHHOMY 3a00JI€BaHUI0. DTa MPEAPACIOIOKEHHOCTh K
AMNI" y B3pocibIX CBsI3aHA ¢ HAIMYUEM OIPEJEIECHHBIX alIeIe YeI0BEYECKOr0 JIEHKOIUTAPHOTO
antureda (human leukocyte antigen, HLA), xonupyeMbIX BBICOKONOJUMOP(HBIMH TI'€HaMH,
CBSI3aHHBIMU C TJIABHBIM KOMILIEKCOM THCTOCOBMeCTHMOCTH (major histocompatibility complex,
MHC), Ha kopoTKoM 1Ieye 6-if xpomocomsl kiacca I (4*01, B*08) n xnacca Il (DRB1*03, —04,
—(07 v —13) B 3aBUCUMOCTH OT reorpapuecKuX peruoHOB ¥ ITHUYECKOH MPUHAIICKHOCTH [39,

40].

14



Cpemu amnenerr pucka HLA-DRB1%03:01 u HLA-DRB1%04:01 (nBa nambosee 4acto
OTMCBHIBAEMBIX) COCTABIIAIOT MOJABIISIONIEEe OOJMBIMUHCTBO accouuanuii Mexxay HLA u AUL B
€BPOIEHCKUX U aMEpUKaHCKUX nonyssauusx [41, 42, 43, 44].

[Tomumo BiusiHUA Ha BocnpunMuuBocTh K AUL, annenu HLA cBs3aHbl ¢ KIMHUYECKUMU
MposIBICHUSAMU 3a00JieBanusl. [larnenTsl ¢ mooxutenbHbIM cTaTycoM HLA-DRB1%03:01 umerot
Oosiee BrICOKHMI ypoBeHb IgG, cHmkennbiit otBeT Ha MICT, Gonee Tsokenmoe TEYCHHE M YacCTYHO
noTpeOHOCTh B TpaHcmuiantanuu nedeHu (TII), Torma xak y mamueHnToB ¢ ramorunom HLA-
DRB1%04:01 3a0oneBanne HaUMHAETCS MO3HEE, MPEOOTAAIOT )KCHIUHBI, TIPOSBIISETCS MEHEE
TsKenoe TeueHue, xopowmunid otBet Ha UCT [45, 46, 47].

3a mpenenamu ri1aBHOro Komiuiekca HLA OBLIO BBISIBICHO 3HAYUTEIIBHOS KOJIUYECTBO
OJTHOHYKJICOTHIHBIX mosmMopdu3MoB (Single nucleotide polymorphism, SNP) 3a npenenamu
[JIABHOTO KOMILJIEKCA, KOTOpPbIe MOTYT OBITh CBSA3aHBl C Pa3HOOOpPA3HBIMH KIMHUYECKUMHU
nposinenusimu AUL [48].

Pacnipenenenue u yacrora ayneneit HLA otnuyaroTcst B pa3HbIX STHUYECKHUX TPYIax U
reorpauueckux peruoHax. Hepeako pesynbTaThl MCCIEAOBAaHUN B Pa3IMYHBIX ITHUYECKUX
rpyINmax HOPOTUBOPEYMBBI M HE BCEraa IMOATBEPKIAIOTCS MPH IOBTOPHBIX H3YUYEHUSIX, a
reHeruueckue acrnektel AUID TpeOyroT nanpHeifmiero u3yueHus. TeM He MeHee KIACCHUeCKHid
HLA u ero annenu DRB1*03:01 u DRB1#04:01 siBnsitoTcst yCTaHOBIEHHBIMU J1s1 OOJIBLIMHCTBA
nonynsnuit anmensimu pucka AUL [49].

B P® He mnpoBeAeHO MIMPOKOMACIITAOHBIX HCCIENOBAHUNM M TEeHEeTHYecKas
BOCIIPUUMYMBOCTh nanueHToB ¢ AUI' k onpenenennsiM aymmensm HLA xopomo He u3ydeHa,
MMEIOTCS JIMIIIb JAHHBIE TT0 OT/ACNbHBIM peruoHam [50, 51].

Takum oOpazom, marorene3 AUI' mpencrasnser co0oil CIOXKHBIM U MHOTO(aKTOPHBII
Mpoliecc, KOTOPBIM MpoJoJKaeT Hu3ydarbes. ['eHeTnueckas mnpeapacnonokeHHoctb Kk AUD
cBs3aHa B ocHoBHOM ¢ ayutensasMu HLA DR3 u DR4, a Takke ¢ Heckoabkumu He-HLA-snmTonamu.
K pa3zsuturo AUI" npuyacTHbl Takue pakTopbl OKPY>KaroIIEl cpeibl, Kak BUPYCHI, IEKAPCTBEHHBIE
npenaparbl, KCCHOOMOTHKU MPU aKTHBHOM yYaCTUM SIHUTEHETHUYECKUX MEXaHW3MoB. OgHUM U3
KITFOUYEBBIX TONIOKeHUH B maTodusuonorun AUID sBnsieTcss HapylieHHas Perysius UMMYyHHON
CHUCTEMbI U yBEIMYEHHE MAaTOT€HHBIX UMMYHHBIX KJIETOK C HEKOHTPOJIHUPYEMBIM BOCIAJIECHUEM

MapCHXWMBI IICYCHU.

1.2.2 Ilepexpectubie cuHapomMbl AMUNI ¢ xojgecraTmyecKMMH 3200J1eBAHUSAMMU

(BapuanTHblie Gpopmbl AU

AW, nepBuunblii Owimapueiii xonanrut (I1IbX) u mepBUYHBINA CKIEPO3UPYIOIUI

xonanrutT (IICX) paccmaTpuBaroTcs Kak caMOCTOSITeNIbHBIC 3a001eBanus neueHu [52]. Ho B psize
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CllyyaeB y IAIMEHTOB OJHOBPEMEHHO HAOJIOJAIOTCAd KIMHUYECKHE, OHOXMMHYECKHE,
ceposoruueckue u rucronorndeckue npusHaku AUT u [IBX wu [TICX [52, 53]. Ot 3a0oneBanus
MOTYT J€0I0TUPOBATh OJJHOBPEMEHHO WJIU IOCJIEI0BATENBHO B pa3HOM nopsiake [54, 55, 56].

Ilarorenes passurus BapuantHbIx (GopMm AMNI (nmepekpecTHhIXx cuHApoMoB AMI ¢
XOJIECTATHUECKUMH 3a00JIeBaHUSIMU TI€UYEHH) HE J0 KOHIa MoHsATeH. Ha cerogHsmHuili aeHb
CYLIECTBYET HECKOJIBKO IpEACTaBIEHUN O Takux (opmax: coyeTaHue IBYX 3a0o0JeBaHUN
OJTHOBPEMEHHO; HaJIM4YU€ OJHOTO OCHOBHOIO 3a00JI€BaHUS C JUArHOCTUYECKMMHU IpU3HAKaMU
JPyTOro; OTAEIbHBIE, OTIINYHBIE OT PaHee U3BECTHBIX (POPM ayTOMMMYHHBIX 3a00JIeBaHU IIEUCHH
(AUM3II) u nepexonHble BapUaHThI B 3BOJIIOLMHU K KJIaccuyeckoMy 3aboseBanuto [57, 58].

Jannble o0 3a0oneBaeMoctu U pactpoctpanennoctu coyetanus AU ¢ IICX u AUT ¢ [1BX
pasHATCA, YTO OOBACHAETCS OTCYTCTBUEM €AMHBIX KpuTepueB JuarHocTUkd. CoriacHo
TUTEpaTypHbIM HCTOYHUKaM, 10 20% mnanuentoB ¢ AUl uMmeroT mpu3Haku XOJIECTaTHYECKUX
3aboneBanuii, 3 KOTopeix [1BX — 7-13% narnuenTos, [ICX — 6-11% [53, 59, 60].

[Ipu 116X npuznaku AUIL" onpenensitorest B 8—10% cayuaes, npu [ICX — B 1,4-17% y
B3POCIBIX U 10 67% — y nereit [61, 62, 63, 64].

Enunas Homenknarypa g BapuanTHbIX (opm AM3II B Hacrosimee Bpemsi He
paspaboTtana. OHU MPEJICTABIAIOT cOOOM KIMHUYECKHE CUHAPOMBI, MPaKTHUECKash 3HAYMMOCTb
KOTOPBIX 3aKJII0YAETCs B BBIIBICHUU MAIMEHTOB ¢ aTUMHYHBIM TeueHueM AUN3II, tpebyrommmu
KOppeKIMHU Tepanuu [52].

BaxkHocTh knaccuukaluyu COCTOSHUM C MEPEKPHIBAIOIIMMUCS MPU3HAKAMU U CO3/IaHUs
UX IMarHOCTUYECKUX KPUTEPUEB COCTOUT B TOM, YTO ITO [TO3BOJISET ONPEIEIUTh 00O0CHOBAHHOCTb
Ha3zHaueHus kak npenaparoB CT, Tak U cpeAcTB A JeUeHHs X0IeCTaTUYeCKUX 3a00sieBaHUM
(ypconezokcuxoneBoit  kucioTel (YAXK) wu aroHucToB penentopoB, aKTUBUPYEMBIX
npoiaudeparopaMu NEPOKCUCOM).

B 2011 r. Mexnaynapoanoii rpynnoii mo uszyuenuto AUD (International Autoimmune
Hepatitis Group, IAIHG, 2011) 6buto mpeanoxeHo onucaTreabHoe 0003HAaYeHHE BapHUaHTHBIX
dopMm 1o Benymemy cunapomy: I1IbX, TICX (xkpynHbix u (uau) Menkux npotokos), AUI. Tlpu
TOM OTMEYaeTcs, YTO XoJieCTaTHUecKue 3a00JIeBaHUA MOTYT MpoTeKaTh ¢ mpusHakamu AUID
(manmpumep, 116X ¢ npuznakamu AUI unu IICX ¢ npuznakamu AUT).

OTa KOHILEMIUS OCHOBaHA Ha T'MIIOTe3€ 00 OTJENbHBIX 3a00JIEBaHUSAX CO CMEIIaHHBIMH
ATUNUYHBIMM KJIMHUYECKUMHU TIpPU3HAKaAaMH B paMKax BapUaHTHBIX CHHJPOMOB, a HE O
COMYTCTBYIOIIMX O0oJie3HIX [65].

DKcnepTamMm — COCTaBUTENSAM JIAHHBIX KIIMHUYecKuX pekomenaauuii (KP) nmpencrasnsercs

pasymueiM mnpeanoxenue IAIHG, cormacHo KOTOpOMY OJHOBPEMEHHOE OOHAapy>KEHHE Y
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MAalMeHTOB OCHOBHBIX nuarHoctudeckux npusHakoB AUI, I1bX u (umm) IICX pekomenmyercs
paccMaTpuBaTh KaK HATMYUE NIEPEKPECTHOTO CUHAPOMA M KIAaCCH(PHUIIMPOBATH B COOTBETCTBUU C
npeobOnagaronuM  npuszHakom  (nmpusHakamu) AUI, [IBX, [IICX. [Ilauuwentsr ¢
MEPEKPBIBAIOIIMMHUCS TMPU3HAKAMH HE pacCMaTPUBAOTCA KAK CTPAJAIOIIME HECKOJIbKUMU
HO30JIOTUYeCKUMHU (dopMaMu. ITOT MOAXOJ MPHU3BAH YMNPOCTUTH MPOLECC MOCTAHOBKU U
(GhOopMyIIMPOBKY JAUArHO3A [Tl MPAKTUKYIONIUX Bpadei, a Tak:ke BEIOOp Tepamuwn [52].
JlnarHoctrka nepeKpeCcTHbIX CUHAPOMOB U BEACHUE ITOM CIIOKHON KaTErOpHUH MMAllMEHTOB
OCTal0TC KIMHUYECKOHM MpoOIeMOid, MOCKOJIbKY BO MHOTUX OTHOILLEHUSX MMATOT€HE3 U MPUYUHBI
UX Pa3BUTHUS HEIOCTATOUYHO M3YYEHBI, 3 COBPEMEHHBIE 3HAHMS IPEUMYIIIECTBEHHO OCHOBAHbI Ha
KJIMHUYECKOM OIIBITE U PETPOCTICKTUBHBIX KIIMHNYecKuX uccienoBanusax (KI) (cm. pazaenst 2.6.2
u 3.2.5.5). Bpauu noipKHBI TPUMEHSATh MHAUBUAYATBHBIN MOIX0/1 K TUarHOCTUKE U HA3HAYEHUIO

Tepanuy MoJI00HBIM ManueHTam [66, 67].

1.2.3 UMmMyHOOIOCpPEeI0BaHHbIE 3200J1eBaHUs, acconuupoBanubie ¢c AUT’

AUI" Hepenko couertaeTcss ¢ APYTMMH HMMYHOONOCPEIOBAaHHBIMU 3a00JIE€BaHUSIMU,
IpEeXJIE BCEro  ayTOMMMYHHBIMHM, HO TaKXe  aUIEprMUYeCKUMHU U [OJIUTCHHBIMU
ayTOBOCHAIUTENbHBIMU, YTO IpeJnojaraeT OOLIHOCTh HMX maToreHeza. Tak, MO JaHHBIM
KOTOPTHBIX HCCIIEIOBaHUM, ayTOMMMYyHHBbIE 3a0o0JjieBaHMs JUarHoCTHpoBaiuch y 14-44%
nanentoB ¢ AUI [68, 69, 70, 71]. UacToTa BISBIEHUS ayTOUMMYHHBIX 3a00JIEBaHHUI 3HAYUMO
He pasnuyanack y 60apHBIX AUIT 1-ro u 2-ro thuna. OgHaKO UMENNUCh HEKOTOPBIE paziudus B
CIEKTpaxX COIyTCTBYIOLIEH MATOJIOTHU: cpeau mauueHToB ¢ AWI' 1-ro Tuna yaimie BBISIBISUICA
ayTouMMyHHbIH TupeonuT (10—-18%), mpu AUI 2-ro Tuna Oblia MOBBIINIEHA YaCTOTa CaXapHOT0
nuabera 1-ro TMma M ayTOMMMYHHBIX KOXKHBIX 3a00ieBaHMM (BUTHJIMIO, KpalnWBHMIIA,
JIEHKOIUTOKJIACTUYECKUNA BAaCKYJIUT, O4aroBas ajomnenus) [71, 72].

Baxno, uro npu AUNI' komopOuIHBIE MMMYHOOIOCPEIOBAaHHBIE 3a00JEBaHUS MOTYT
3aTparuBaTh MPAKTUYECKH JHOObIE OpraHbl U CUCTEMBI (Tadu. 1).

Ta6muma 1. CiekTp UMMYHOOTIOCPEIOBAaHHBIX KOMOPOHIHBIX 3a00JIEBAHHUHH, BBISBISIEMBIX Y

nmamuesTos ¢ AUL*

Komop6uanoe 3a6oneBanue PacnipocTpaneHHOCTH
Cucrema opraHos Ho3zonornueckas ¢popma Cpeau MAUCHTOB €
AU, %
Oprasnsl abIxaHus OuOpO3UPYIOUIN aTbBEOJIUT <1
Capkonnos <1
bponxuanbHas actma 14
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Cucrema KpoBH NmmyHHast TPOMOOITUTONICHHS <1
AyTOMMMYHHasi TeMOJIMTHYECKAs] <1
aHeMUs
[Tepaunmosnas anemust 1
AnTH(OCHOTUIHUIHBINA CUHAPOM 1

LenTpanbHas u PaccesinHblil cCK1epO3 <1

nepudeprueckas HepBHass | MHOKeCTBEHHas MOHOHeWponatust | <1

cucrema

JKenessl BHyTpeHHEN AyTOMMMYHHBIN THPEOUJUT 823

CeKpeluu Caxapnblii 1uadet 1-ro Tuma 1-10
[IepuuHnas ameHopes 4
[Tonurnan gy IapHbIA <1
ayTOMMMYHHBIN CUHAPOM

CxeneTHO-MblIIeYHas PeBmarouansiil apTput 2-4

cucrema / coequautenbHas | Cungpom Ilerpena 1-7

TKaHb CucremHasi KpacHasi BOJTYaHKa 1-2,6
CucremHas ckieponepmus <1
JlepMaToMHUO3UT/TIOIMMUO3ZUT <1
CwmemanHOe 3a00JIeBaHUe 1-2,5
COEMHUTENIBHON TKaH! U
MIEPEKPECTHBIN (0BEpamn) CUHAPOM
PeBmarnueckast noiMuMuanTus <1
KpuornoOynuHeMudeckui <1
BACKYJIUT

MoueBslienuTENbHAS I'momepynonedppur 1

cucTemMa

XKenynouHO-KHMILIEYHBII BocnanurensHble 3a001eBaHNS 2-8

TPaKkT KHILIEYHHKA (Yallle — S3BEeHHBIN
KOJIUT)

Henuakus (4acTo B COUYETAHUU C 1-6
nedurutoM IgA)

Koxa [Icopuas 3
Butunuro 1-2
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I'anrpenosnas nuonepmus <1
Kpanusauna <1
KpacHblil iiockuii idimaii <1
VY3noBaras spurema <1
I'epnetndopMHBIN 1epMaTUT <1
Hropunra
OuaroBas ajomneLus <1
KosxHb1l1 BacKyuT <1
Oprassl 3peHus YBeur <1

* [lo maHHBIM UCTOYHHUKOB [68, 69, 70, 71, 73, 74, 75].

Takum oOpa3oM, pacnpoCTpaHEHHOCTh KOMOPOMJIHBIX HMMYHOOIOCPEIOBAHHBIX
3aboseBaHuil y 60abpHbIX AWI cyliecTBEHHO MpEBbIIIAeT TaKOBYIO B nonyssiiuu. Kinaccuueckue
ayTOMMMYHHbIE 3a00JIeBaHMs 3aKOHOMEPHO yallle BCTpedaroTcs y skeHIuH [73]. IIpu sToM ux
CIIEKTP BO MHOIOM OIPENENSETCS BO3PACTOM MAUMEHTOB: cpeau mnamueHtoB AWIT crapmmx
BO3PAaCTHBIX TIpPYIII Yalle BBIABIAIOTCS AyTOMMMYHHBIM THPEOMJAWT W PEBMATHYECKUE
3a0oseBaHus, y 00Jee MOJIOABIX MAllMEHTOB — BOCIANINUTENbHbIE 3a00seBanus kuieyHnka (B3K)
Y ayTOMMMYHHBbIE nutonenuu [70].

Puck BbIsSIBIEHHS KOMOpPOUAHBIX AyTOMMMYHHBIX 3a00J€BaHHUI MOBBIMIAETCS IJI1 TEX
naiueHToB AUI', y KOTOpBIX MMeeTcsl HaclleICTBEHHAs! OTATOLIEHHOCTh (Y POJACTBEHHUKOB 1-i
CTETIEHU pOACTBA). bojee XapakTepHbIM SBISETCA MATKOE, CYOKIMHMYECKOE TedYeHUe
koMopOuaHbix AWIT mMMyHOOMOCpeOBaHHBIX 3a00JI€BaHMM, OJHAKO B HEKOTOPBIX CIyyasx
TSKECTb WX TMPOSIBICHUH JOMUHHUPYET, 4YTO TpeOyeT COOTBETCTBYIOIIEH KOPPEKLUU
TepaneBTUYeCKOn TakTHKH [70].

Manudecranysi UMMYHOOIIOCPEIOBAHHBIX 3a00JIeBaHUI MOXeT HaOJroaaThCs B Jr000€
BpeMs, B TOM YHCJIE JI0 CTapTa pa3BEpPHYTHIX KIMHUYECKUX mposiBienuit AUI, B nebrore
3a0oneBaHusi JMOO HaA TMO3MHUX OdTamax ero TeueHud. lllupokas pacrnpocTpaHEHHOCTh
KOMOpPOUIHBIX MMMYHOOIIOCPEIOBAaHHBIX 3a0osieBanuil y nanueHtroB AUIT B couetanun c ux
HEpeAKO CTEepPTHhIM, JIATEHTHBIM TEUEHHEM JUKTYeT HEOOXOJUMOCTh BBICOKOTO YPOBHS

JHAarHOCTUYECKOM HAaCTOPOKCHHOCTHU B XOAC Kypalluu JIaHHOM KaTeropmuu OOJIbHBIX.

1.3 DnuaeMuoJorusi 3a00JeBaHNSA WJIH COCTOSAHHSA (rpynnbl 3a00JeBAHMIT WU

COCTOSTHM )
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AUI" BcTpedaercss BO BCeM MUpPE, UMes Pa3iNyHble KIMHUYECKUE (PEHOTUIIBI U UCXO/BbI,
pasnuuust B 3a00JI€BA€MOCTH M PACHpPOCTPAHEHHOCTH, CBSI3aHHBIE C BO3PAcTOM, IIOJIOM,
STHUYECKOHN MPUHAJICKHOCTHIO U TeorpaduueckuM nonoxkenuem [1, 1, 76, 77].

3aboneBaemocts AUI" Bappupyet ot 0,67 1o 2,0 cnydas Ha 100 000 HaceneHus B To, a
pacnpoctpaHeHHOCTh — OT 4,0 10 42,9 cinywas Ha 100 000 HacenmeHHsi B 3aBUCUMOCTH OT
reorpaguueckoro peruona [1, 1, 14].

MHorue >MuaeMHOIOTHYECKUE HMCCIE0BAHUsI COOOIIAl0T O pocTe 3a00JIeBaeMOCTH U
pacnpoctpaneHHocTd AUI, npu 3TOM caMble BBICOKHE MOKa3aTelu HAOMIOJAIOTCS Y JKeHIIUH U
Ju1 B BozpacTte crapiue 65 net. Tak, 3a0oneBaeMocThb U pacnpocTpaneHHocTh AULT yBennuunuch
B 3,1 u 2,8 pa3za COOTBETCTBEHHO 10 cpaBHEHHIO ¢ nokazarenasimu a0 2000 r. [15]. CymectByer
HECKOJIBKO MOTEHIHAJIbHBIX MPUYUH TaKOTO YBEJIMYEHMs. DTO MOXKET ObITh CBSI3aHO C POCTOM
yucia IPYruX ayTOMMMYHHBIX 3a0osieBaHuif, a y MHorux mnamueHToB ¢ AWI mabmiomarorcs
pa3MyHble BHEIEUECHOYHbIE AYTOMMMYHHBIE MpPOSBICHUS. BaXHyro pojib UIpaeT BIMSIHHUE
(akTOpOB MEHSIOIICHCS OKpY’Karolel cpeabl (KCEHOOMOTHKH, JIEKApCTBEHHBIC Ipernaparhl,
IPOAYKTHI NUTAaHUA U Jp.). Kpome Toro, coBpeMeHHbIE BO3MOYKHOCTH AUATHOCTUKH, PACIIUPEHNE
€e JIOCTYNIHOCTH, TIOBBIIIEHHE OCBEJAOMJICHHOCTH Bpaueid M [MAalHMEHTOB, IOBBIIICHHUE
BBDKMBAaEMOCTH JTOH TIpymnmbl HanMeHToB Ha ¢oHe anaexkBaTHO mnposoaumoil MCT moryt
OKa3bIBaTh BIMSHUE HA YBETMUYEHUE U 3a00JIeBaeMOCTH, U pacnpocTpanenHoctu AUT [3, 15, 78].

JloCTOBEpHBIX CTaTUCTHUECKUX HaHHBIX O pacnpoctpaHeHHoctu AUWIT B Poccuiickoii
®enepannn B HacTosAMM MoMeHT HeT. [Ipeanonaraercs, uyto B Poccuiickoin @enepannn 5000—
30 000 maruentoB ¢ AUT [79].

AWI Bo3HuKaer B m000M Bo3pacte. [lepBoHauaibHO CUUTABIIUICS OOJIE3HBIO MOJIOABIX
xeHmuH, AWID BcTpedaercs Kak y MaJeHbKMX JeTed, Tak U MOXWIbIX Joaeil (oxomo 30%
ciy4yaeB — nanueHTsl ctapie 60 net) [3, 80, 81, 82].

HenaBuue nsnuaemuonornueckue wucciaenoBanus AWIT mokasanu, 4TO COOTHOLIEHHE
MY>KYMH U JKEHIIUH COCTaBisieT npubnusurenbHo ot 1:4 go 1:6, uto ornuyaercs ot Oosee
paHHUX JaHHBIX, COIJIACHO KOTOPHIM COOTHOLIEHHME MYXYMH U JKEHIIUH COCTaBIISIIO
npubsmsutensio or 1:9 mo 1:10. Takum o6pasom, ecaun panee AWUIT  crpamamu
IPEUMYIIECTBEHHO OKEHIIMHBI, TO IMOCIEAHUE JAECATUIETHS OH OTHOCHUTEIBHO YacTo
JTUarHoCTHpyeTcs y Myx4uH [ 14, 83].

3aboneBaemMocTh renaroneosipabiM pakoM (I'IP) mpu AUID Huxe, yeM npu Ipyrux
X3Il, Ho BBIIIE, YeM B o0miei nomysauu [84, 85]. [To pe3ynbrataMm cucTeMaTH4ecKoro 0030pa
auTeparypsl, onyosinkoBaHHo# ¢ 1989 mo 2016 1. (11 KU, 8460 naunentoB ¢ AUT', cpeanuii cpok

HabmoeHus manueHnToB — 10 ner), [P O6pima muarnoctuposana y 0—12,3% nanuentos ¢ AUL,
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BKJIIOUEHHBIX B 3TU UccienaoBanus. O6mas Bctpeyaemocts '[P y mannentoB ¢ AUI cocrasnsana
KU na yposue 5,1-6,2%, a y nauuentoB ¢ AUI" u HIT — 0,2-12,3%. Hons '[P y nanueHToB ¢
AUT" 6e3 LII onenuBanace B 1,03% [86]. B kpymHOM wuccienoBaHuu, BKIOYaromem 1428
nanuentoB ¢ AUIT (22 nentpa B EBpone u Kanange B mepuon ¢ 1980 mo 2020 r. ¢ meauanoi
Habmoaenus 11,1 roxa), 610 Mokazano, uro 3ad6oneBaemocts '[P y marmenTos ¢ AUI octaercs
HU3KOM naxe nociue pazsutus LI, a oxxupenue (otHomenue mancos (OIL) 2,94), LIT (O 3,17)
u [ICX/AUI (OL 5,18) Ha ©CXOAHOM ypOBHE CTAIH HE3aBUCUMBIMHU (PAKTOPAMU PHCKA Pa3BUTHUS

I'TIP [87]. K dakTopam pucka BozHukHOBeHUs [ I[P mpu AUI Takyke OTHOCST MOKHUIION BO3pacT

1 MY>KCKOH 1o [85].

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1eBAHUS WJIN COCTOSTHUSA (rPpyINLI 3200J1eBaAHN

WM COCTOSIHMIT) o MEeKIVHAPOIHOW CTATHCTHYECKOH KJaccudbukanuu 0oJiesHell M

npo0.JieM, CBA3AHHbBIX CO 3/I0POBLEM

K75.4 — AyToMMMYyHHBIH renaTur.

Cornacno pexomennanusim [AIHG (cm. pazmen 1.2.2), npu mepekpecTHBIX CHHIPOMAaxX
AUT ¢ xonmectaTHuecKUMHU 3a00JIEBAaHUSMU JIMAarHO3 YCTaHABIUBACTCS IO BEIYyIIEMY MPOLECCY.
B cnyuasx 1ToMMHMpOBaHHS X0JIECTATUYECKUX 3a00JI€BaHUI HCTIONIb3YIOTCS KOJIbI:

K 74.3 — IlepBuuHblii OUIMApHBINA HUPPO3.

K 83.0 — IlepBuuHbIii CKIEPO3UPYIOLIUI XOIAHTHT.

Jomnyctumo ycranapnuBath ABa nuarnosa (K74.3 + K75.4, K83.0 + K75.4).

1.5 Kuaccudbukanus 3a00JeBaHUS MJIM COCTOSSHMS (Tpynnbl 3a00JeBAHWHA HJIU

COCTOSIHM )

Tpamuumonno «knaccudukanus AWMI 1o TUmaM OCHOBBIBAETCS Ha  BBISBICHUU

ayroantuten. KimHudeckas 3HAYMMOCTh ATOH KIACCU(UKAIMM Yy B3POCIBIX MAalMEHTOB
COMHUTENbHA, U 000CHOBaHHOCTH AeneHus AWID Ha TUIbI ocTaeTcs mpeaMeToM Juckyceuit [1, 1,
88, 90].

Cuurtaerca, uyrto tun AWI wumeer 3HaueHWe TpU BEAECHUU JeTel (TIOMOraeT B
IPOTHO3UPOBAHUN PE3YJIbTATOB JIEUEHHUS), HO MAIOMH(DOPMATUBEH Ul B3POCIbIX MAIlMEHTOB,
MOCKOJIbKY y TocieHuX HaOmonaetcs cxoanoe teuenune AUI paznuunbix tunos [1, 91, 92].

TpaaguuMOHHO BBIIEIISIOT:

1) AU’ 1-ro tuna (okomo 90% Bcex caydaeB) — XapakTEPU3YETCS HaATUIHUEM

anTuHykIeapabix (AHA) u (nnn) anTurnaakoMeinedasix (AIMA) anTuTen;
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2) AUI 2-ro Thmna — XapakTepPU3yeTCsl HATHYMEM aHTUTE K K MUKPOCOMaM ITeUEHHU/TIOUYEK
1-ro Tuna (antu-LKM-1) B 100% city4aeB, a Takke aHTUTEN K IUTO30JIbHOMY aHTUTEHY 1-ro Tuma
(antu-LC-1) n antu-LKM-3;

3) AUTI" 3-ro Thma — XapakTepU3yeTcs HAJIMYHEM aHTHUTEJIa K paCTBOPUMOMY aHTUTEHY
MeyYeHu / TeYeHOYHO-TTaHKpeaTuueckoMy aHtureHny (aHtu-SLA/LP) mpu oTCyTCTBHM Apyrux
ayTOAHTUTEI.

AUT" 1-ro tuma — xiaccudeckuii Bapumant AWI, Bo3HWKaeT B IJIIOOOM BO3pacTe,
oTiM4aercs mpeumyinectBeHHO XxopomuM otBetoM Ha MCT. MoxkeT ObITh accoMHpOBaH ¢
PEBMATOJIOTHYECKMMH M XOJIECTATHUECKUMHU 3a00JIeBaHUAMU, ayTOUMMMYHHBIM THPEOHIUTOM,
LEJINAKUECH.

AUTI 2-ro Tuma BcTpedaeTcs pexe, 00bIYHO NeOI0THpYeT B Bo3pacte a0 14 mer. Yacto
ACCOLIMMPOBAH C ayTOMMMYHHBIM THPEOHAWTOM, CaxapHbIM Aua0eToM 1-ro THma, BUTHIUTO,
HejocTaToyHOCThIO IgA. ¥V nereit xapakTepusyercss Oojiee OCTPhIM HAdajloM, MEHbIIEH
spdextuBHOCTRI0O WCT, pernmanBaMu mocie NpPEeKpamieHHus JICYCHUS W HEOOXOAMMOCTBIO B
OOJBIIMHCTBE CIIy4aeB B JUIMTEIbHOM mojjepkuBatomied tepanuu. KimHuyeckue oTinuuus
Mexay 3tuMu tunamu AUI y B3pocibix cOMHUTENBHSI [1, 91].

Boigenenne AUIDT 3-ro Tuma sBAseTCs CHOPHBIM. BONBIIMHCTBO TeNaTOJOTMYECKHX
accouuanui oTHOCAT ero k Bapuanty teuenust AUD 1-ro tuna, apyrue Boiaenstor AT 3-ro tuna,
oTMmeuas ero cxoxectb ¢ AU 1-ro Tuma, HO Oonee Tskenoe TeueHue 3aboneanus. [1, 1, 88].

AUl, kak w JApyrue XpOHUYECKHE TeNaTUThl, KilaccuuuUpyeTrcs IO CTagusM |
AKTUBHOCTH Ha OCHOBAaHUHU MOP(OIOrHYecKkoro uccienopanus ouonraros [93]. OnpexnenstoTcs
CTeNeHb W CTajaus rematuta (cM. Takxke pasnen 2.5 «Mopdonoruueckass nguarnoctuka AU,
npunoxxenue I'4 u I'S):

AKTUBHOCTb IenaTuTa:

— nerkas (Al);

— ymepeHHas (A2);

— BeIpakeHHas (A3).

Cranus renarura:

— otcytcTBue ¢puodposa (FO);

— nerkuit pudpo3s (F1);

— ymepeHHbIi Gpuopos (F2);

— TspKensiit puopos (F3);

— uppo3 (F4) [93].
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Mopdomoruueckas u J1abopaTopHasi aKTUBHOCTh MOKeT He coBmnaaarth |1, 80]. IToatomy
IIPY TOBBIIICHUH aKTHBHOCTH CHIBOPOTOYHBIX TpaHCAMHUHA3 U YpoBHs IgG MOXKHO TOBOPHUTH 00
aKTUBHOM 3a00sieBaHuu. Ho cTerneHnb akTHBHOCTH Te€TIaTHTa HE MOXKET OBITh YCTAHOBJIEHA TOJIBKO
Ha OCHOBAHUU CyppOraTHbIX MapKepOB aKTUBHOCTH (ITOBBIIIEHUE TpaHCaMUHAa3, [gG): pemaromiee
3HAYeHHWE HMEET TIHMCTOJOrMYecKoe HuccienoBanue (cM. paszgen 2.5 «Mopdonornyeckas
nuarnoctuka AUIDY).

Cranus rematuta Takxke TpedyeT Mopdosorndeckoro noaTBepxaeHus. Ecimu nanaeie o
CTaJuM IOJY4YeHbl HEMHBAa3MBHBIMM METOJaMHU OLEHKU (ubpo3a (31acroMmerpueit), cienyer
UCIOJIb30BaTh TEPMUHBI «BEPOATHBIN PUOPO3», «BEPOATHBIN LUPPO3». McKiIoueHnem sBisercs
craqusa LI (F4), xoropas MoxkeT ObITb BepUPHUIMPOBAHA HA OCHOBAaHUM YyOETUTEIbHBIX
KJIMHUYECKMX M WHCTPYMEHTAJIbHbIX JAaHHbIX. llpn Hammumu y naunmenta HII mpoBoautcs
cybknaccudpukanus LI (koMmneHcHpOBaHHBIN/AEKOMIEHCHPOBAHHBIN, IPOTHOCTUYECKUHN Kilacce
no Yaiineg — I1s10) B coorBeTcTBUU ¢ KP «@1bpo3 u uppo3 nedeHu» [94].

AKTUBHOCTP M CTaJusl TenaTHTa XapaKTepU3yIOT €ro TEYEHHE B ONPEICIICHHBIH
BPEMEHHON IIPOMEXYTOK, OHU MEHSIOTCS, B TOM YHCIIE PETPECCUPYIOT MO BIUSHUEM JI€UEHUS
[95]. IloaTOMy Ipu yKa3aHUM B IMarHo3e CTaJMMd U aKTUBHOCTH CJIENYyEeT OTMETUTH JaTy, Ha
KOTOPYIO (PMKCUPOBAIIUCH CTa/IUsl U AKTUBHOCTb.

PacnipocTpaneHre MHCTpyMEHTAJIbHBIX METO/I0B HEMHBAa3MBHOW TUArHOCTHKU (udpo3a
MO3BOJIIET BBIIEIUTh KoMmeHcupoBaHHoe mpoasuHytoe X3II (KIIX3II). Tepmun Obut
npeuiokeH KoHceHcycoM «baBeHo VI», 4ToObI OTpa3suTh HEBO3MOXKHOCTb KIMHUYECKOTO
pasrpaHuyeHus Tspkenoro ¢puoposa u LIy 6ecciMITOMHBIX MAIIMEHTOB U BBIIEATH 3Ty IpYIIITY,
TpeOyIOUIYI0 JOIMOJHUTEIBHOIO HAONIOEHUS, B CBA3M C PHUCKOM DAa3BUTHS OCIIOXKHEHUH U
nexomrencarnuu [96]. [lpu X311 B ienom sxectkocth niedeHu 10—15 klla, onpenenennas MeToaoM
TpaH3ueHTHoH 3nmactomerpun (T3), npeanonaraer KITX3II, a 6onee 15 kIla B BbIcOKOI cTeneHn
ykasbiBaeT Ha Hanmmuue KITX3IT [97]. [loporoBbie 3HaueHus xecTKocTH nedenu npu T3 st AU
paspabaTeiBatoTcs (cM. pazaen 2 «Jluarnoctukay).

Kak oco6sie hopmbl Beinenstores octphiil Tsokensiid AU (OTAUNT) (em. pasgen 1.6.4) u
BapuaHTHbIe (hopMbl AUT (epekpecTHbIe CHHAPOMBI C X0JIeCTaTHUECKUMU 3a00JI€BaHUSIMHU) (CM.
paznen 1.6.2).

e PexomennoBano kiaccuuuupoBath BapuaHTHble (OpMBbI  ayTOMMMYHHBIX
3a00/1eBaHMi NMeYyeHU (MepeKpecTHble CHHAPOMBI) MO BeaylieMy 3a00/1eBaAaHUI0 —

IIBX, IICX/IICX meaxkux nmporokoB, AUI' — ¢ yka3aHmeM NPH3HAKOB BTOPOro

npouecca (IIBX ¢ npusnakamun AUT, IICX (IICX mMeJIKHX IPOTOKOB) ¢ NPU3HAKAMH
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AHUTI', AUI' ¢ nmpusnakamu [IBX, AUI' ¢ npusnakamu [ICX) aias onTuMuU3auuu

BbIOOpA TAKTUKM JieueHus [52].

YpoBenb  yOenutenbHocTH — pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeIbCTB 5).

[Togpo6HO mumarHocTuka BapuaHTHBIX (opm AW3Il (mepekpecTHbIE CHHIPOMBI)

paccmaTtpuBaercs B pazuene 2.6.3.

1.6 Kiynnuyeckass KApTHHA 3200J€BAHNS UJIN COCTOAHNSA (TPynnbl 3200J1eBAHNI HJINA

COCTOSTHM )

1.6.1 Kannnueckasg kapruaa AUTT

AUI" sBasercst 3a0ojeBaHMEM C MHOrooOpasHOM M Hecneuu(PUUecKON KIMHUYECKON
KapTUHOMW, YTO HE I03BOJISIET ONUPATbCS HA HEE MPU OKOHYATEIbHOM IMOCTAaHOBKE JIMArHo3a.
[IpuHATO BBIAEHATH TPU OCHOBHBIX KIMHUYECKMX narrepHa AWMI: ocTpeiii, XpOHUYECKUA,
OeccuMnTOMHBIH [98].

beccuMnTOMHBI BapuaHT TEYEHUsS] HE HMEET HHUKAKWX KIWHUYECKUU IPOSIBICHHIA,
IpOTEKAaeT He3aMEeTHO JUIi HanueHTa. JlabopaTtopHbple mpu3Haku 3a00IeBaHUsT 0OHAPYKUBAIOTCS
CJlydaifHO NpH 00CJe0OBaHUU MO JPYyTUM HpudMHaM. B cBsA3M ¢ 3TON 0COOEHHOCTBIO BpeMs
nebroTa 3a00s1eBaHMs, KaKk MPaBUIIO, OCTAETCS HEM3BECTHBIM, UTO MPUBOAMT K AHMATHOCTUKE HA
MNO3AHMX CTaJAMsSIX 3a0ojieBaHUsA. DTOT BapuUaHT TeUeHUs OoJiee XapaKTepeH [Js NalMeHTOB
CPEIHEro M MOXKHUIJIOT0 BO3pPacTa.

B Tex ciywasx (uarie y malnMeHTOB MOJIOAOTO BO3pacTa), Koraa KIMHHYECKas KapTHHA
MPUCYTCTBYET, OHAa OOBIYHO MPOSBISETCS HecmenupudeckuMu cumnromamu. [lo gaHHBIM
IIBE/ICKOTO 3IMUJEMHUOJOTUYECKOTO HCCIEAOBAHUS CPEAU HEeCHelU(PUUYECKUX CHUMIITOMOB, C
KOTOpBIMH Haunboiiee yacto obpamatorcs nauneHtsl ¢ AULT, 3adukcupoBansl obuiue (cinadocTsb,
YTOMJISIEMOCTD, COHJIMBOCTH ), TICUEHOUHBIE (3KEATYIITHOCTH KOYKHBIX TOKPOBOB | (HJIN) CITM3UCTBIX
U (WIn) CKJIep, KOXKHBIN 3y, AUCKOM(OPT U TSHKECTh B IPABOM Mojipedephe), BHETIEUCHOYHbBIS
MpOsIBJIEHUS (TOIIHOTA, U3X0ra, abJIOMUHAIbHbIE OOJM Pa3IMYHOMN JIOKAJIW3alluY, MOBBIINICHNE
TEeMITepaTyphl TeIa, 00U B CyCcTaBaX, HOCOBBIE KPOBOTEUEHHUSI, CHITTb PA3JIMYHOTO Xapakrepa) [99].

Bueneuenounsie mnposisnenus AWIT nHabmogatotes y 20-50% mnammuentoB ¢ AUI.
Hau6onee yacteimu siBisiroTcst aptpanrun (10—-60% OGoNbHBIX), IPU TOM apTPUTHI peaku. bomnee
penKue CUCTEMHbIE POSIBICHUS 3a00JIeBaHUSI — KOXKHAsl MAKYJIOTAITyJIe3Hasl ChINb U IUXOpaJIKa.
MoskeT HaOIIOAaThCSI aMEHOPEsl. DTH CUMITTOMBI OBICTpO TipoxoasT npu nposeneann CT u He

TpeOyroT camocTosiTensHoro jeyenus [1,100].
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Pan manuentoB (okonmo 30-40%) MOTYyT HMEThb CIIOXHYIO KIMHMYECKYIO KapTHHY,
00yCIIOBJIEHHYIO IIPOSIBIIEHUSIMU COIYTCTBYIOIIEH ayTOUMMYHHOM 11aTOJIOTUHU (CYXOCTh BO PTY U
OLIYIIICHHUE «IIECKa B IJ1a3ax», AMapes ¢ MaTOJIOTMYECKUMHU MPUMECIMHU UIIH 0e3 HUX, KOMIUIEKC
CUMITOMOB 3200JI€BaHUS IIUTOBUAHOM JKeJIe3bl, apTPUTHI, ICIUTMEHTUPOBAHHBIE ITSITHA HA KOXKE
u ap.).

Moxer HaOM0IaThCs CHUMIITOMOKOMILJIEKC OCTPOTO TemaTHTa: ciaadocTh, JHXOpaJKa,
xenryxa. Takoil BapuaHT TedeHMsI OoJyiee XapaKTepeH AJs KEHIUMH MOJIOAOIO U CPEIHEro
Bo3pacTta [101].

3HauuTeNnbHO OoJiee peakue ciaydau (ynbMUHAHTHOTO TeueHus AUI compoBoxkgaroTcs
OBICTPO HapacTarolIeH KeNTyX0H, pa3BuTreM nopranbHoi runeprensuu (I117) u Bo3HUKHOBEHHEM
OTEYHO-aCIIUTUYECKOIO  CHHJPOMA, II€YEHOYHOM  HEJOCTaTOYHOCTBIO C  Pa3BUTUEM
reMOppParu4eckoro CHHApoMa. DTOT BapUaHT TeueHHUs 3a00JieBaHUS HEPEIKO MPHUBOIUT K
Pa3BUTHIO MOJIUOPTaHHOW HEAOCTATOYHOCTH, CHHIPOMA CUCTEMHOM BOCHAIUTEIbHOW pPEaKIuu U
neransHOMY Hcxony. Hanbonee wacro OTAUI BcTpeuaercs y mereit [102].

Knunnueckue nposisinenust nekomneHcanuu LII npu AWIT aHaaoruyHbl TakOBBIM IIPH

WHOHW 3THOJIOTHH.

1.6.2 Kiauunueckas KapTHHA @NOPH  HepexkpecTHbIX cupapomMax AU u

X0JIECTATHYECKHX 3a00J1eBAHUI ITeYEeHHU

ITpu coueranHom Teuenun AWNIT u IIBX, AUl u IICX/TICX Menkux MpOTOKOB
3a00yieBaHMEe JUIMTEIBHO MpoTekaeT OeccumnToMHO. B mccnemoBanusax a0 50% manueHTOB C
MEPEKPECTHBIMU CHHAPOMAaMU Ha MOMEHT IIOCTAaHOBKHM JIMarHo3a HE HMMEJIM CHUMIITOMOB, a
MIEPBBIMU TIPU3HAKAMH OBUITM U3MEHEHHUS J1a0opaTopHBIX Mapkepos [103, 104].

[Ipy mosIBIEHWM KIMHUYECKHE CHUMITOMBI OTJIMYAIOTCS BapuaOelbHOCThIO. PanHue
npu3HaKy 3a00JeBaHMs HECHEIU(PUYHBI: YTOMIISIEMOCTh, 00Ias cladoCcTh, TOIIHOTA, OOJH B
npaBoM noapedepbe u ap. [54]. [losBreHHe CUMNTOMOB MPH MPOTPECCHPOBAHUM 3a00JIEBaHUS
obycrosieHo pazsutrem ocnoxxkaenuit (L1, crpuktyp nporokos, ['TIP, XomaHrHoeuIHoIsIpHOTO
paka, paka ToJICTON Kk u ap.) [105].

Bo3nukHoBenne koxHoro 3yna y mnanueHToB ¢ AWI, KOTOpbIN SBIsIETCS YacThIM
npuzHakoMm [IBX u IICX, mOMKHO CIyXUTh MOKa3aHUEM JUIsl TPOBEJAEHUS HUCCIEIOBAHUM,
HaIpaBJIEHHBIX Ha UCKIIIOYCHHE XO0JIeCTaTUUeCKuX 3a0oneBanuii meuenu [105].

Yacto mpu BapuaHTHBIX (OpMax BEAYIIUMHU SIBISIOTCS CHUMITOMBI aCCOIMMPOBAHHBIX
3aboneBanuii. Tak, [ICX/AUI B GonbinHCTBE ciiyyaeB couetaercs ¢ B3K, rae B kimHuueckoit
KapTUHE mpeo0IaIaloT NpU3HaKky 3a00IeBaHMsI KUIIIEYHUKA, TAaKMe KaK KpoBaBast 1uapesi, 0071 B

YKUBOTE, MOBBIIIEHUE TeMIiepaTypsbl Tena u T. 1. [54]. [larmentos ¢ IIBX/AUI MoryT 6ecrioKouTh
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CYXOCTb TJIa3 U CIU3HUCTBIX 000JI0YEK, TaK KaK 3a00JICBaHUE HEPEJIKO COYETACTCS C CHHIPOMOM
[llerpena [106].
[Tpu pusukansHOM 0OCIEOBAHUN Y TIAIIMEHTOB C OCJIOKHEHUSMU U HA MO3THUX CTATUSIX

3a00JI€BaHUs BBISBIISIOT KEIITYXY, TeaTOMETalIuIo, CrijieHoMeranuto u npusHaku LIT [54].

1.6.3 OcTpblii Ts:keabId AU

O6pryHO0 AUT mIpoTeKaeT Kak XpOHUYECKOe Mporpeccupyroiiee 3adoneBanue. B 1984 r.
OBLT BIiepBEIe onucaH ciy4daid octporo tspkenoro AU (OTAUNT). C tex mop B uTeparype ObLIo
3apETUCTPUPOBAHO HECKOJIBKO KIMHUYECKHX CIy4aeB, BAXKHBIX JUIsI TIOHUMaHUsI O0COOEHHOCTEN
kinHuueckord kaptunbl [107, 108]. Ycranoneno, uto OTAUI' cBsizaH ¢ BBICOKMM PHUCKOM
pa3BUTHUS OCTPOI neueHoyHoU HegocraToyHoctu [109, 110].

AJ. Czaja B 2013 r. u A.D. Yeoman c coaBt. B 2014 r. onmucanmu OTAUI" kak octpoe
COCTOSIHME, pa3BUBarouleecss B mpeaenax 26 HeA. OT MEpBbIX KIMHUYECKHX CHUMITOMOB J0
MOMEHTA FOCIUTAIN3ALUHN C XapaKTEPHbIMU MTOKA3aTEJSIMU: KenaTyxa U nossiienne MHO > 1,5
IIPU OTCYTCTBUU ructojornuyeckux npusHakos LI [111, 112]. BaxxHo oTMeTHTH, YTO y NAI[UEHTOB
¢ octpeiM TspkenbiM AWMIT odeHb uacTO oOTME4aeTcs HE THUNM4YHAs JUIsl 3a0oJieBaHUs
CUMITOMAaTHKAa, BKJIOYAIOIIas HOpMaibHble YpPOBHM IgG M OTCYTCTBHE CEPOJOTHYECKHX
mapkepoB (Takux kak AHA, LKM-1, ATMA) [109, 112, 113, 114, 115, 116, 117].

Ha ocHoBanuM KIMHUYECKHUX JaHHBIX BbAEIAIOT 1Be hopMbl OTAUI [108, 113]. [TepByro
dbopMy MOXHO TIPEACTaBUTh KaK UCTUHHBIM ocTphiii AU 6€3 XpOHMUeCKHX TMCTOIOTHYECKUX
u3MeHeHui (octpast ¢opma), a BTOPOH BapMaHT MOKET OBITh MpPEJCTABIEH B BHJIE OCTPOIrO
oboctpenust xpornuueckoro AUI (hopma octporo oboctpenus) [113, 114, 118, 119, 120, 121,
122]. OtnenbHble aBTOPHI BBIACISAIOT TSKEINbIM, HETSDKEIbIH U (QyJIbMUHAHTHBIM ocTpeiid AT
[109].

['ncronornueckoe uccieI0BaHUE NEYEHN UMEET PELIarollee 3HaUYEHUE Il AMATHOCTUKH
u BeIOOpa TakTHKH JeueHus. [Ipu OTAUI cymecTByeT paa OTIMYUTENbHBIX 0ocoOeHHOCTe!. Tak,
LEHTPONIOOYIISIPHBII HEKPO3 ¢ MHOUIbTpaLIMEH M1a3MaTHUYECKUX KIETOK MOXKET UMETh OoJbliiee
JUArHOCTHYECKOE 3HAuY€HHWE IO CpaBHEHHIO ¢ Oosiee TpaguIMOHHbIMM mpu3zHakamu AUD
(mepunopranbHbiii  rematut) [113, 121, 122]. Opnako Takoe BaXKHOE 3HAUCHUE
LEHTPOJIOOYISIPHOTO HEKpo3a OCMapuBaeTcss HEKOTOpbIMH crenuanucramMu [109]. Yacrora
BBISIBJICHUSI [IPH TUCTOJIOTMYECKOM HCCIEA0BAHUN LIEHTPOJIOOYIISIPHOTO HEKpO3a Y MAIlEeHTOB C
OTAMUI BapeupyeT B pa3nuuHbIx uccienoBanusx ot 21,8 mo 100% [110, 113, 114, 122, 123, 124,
125].

1.6.4 beccumnromublii AUT
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beccumnromublii  AUI' Berpewaercss 'y  25-34% manMeHTOB, UTO  ONpPEAEISAET
HE00X0JUMOCTb 00CIJIEIOBAHHUS JIJIS €r0 UCKIIFOUEHHS Y BCEX ITALIUEHTOB C BIIEPBBIE BbISIBICHHBIMU
OTKJIOHEHUSIMU B J1aOOpaTOpHBIX TecTax (MOBbIIEHHWE TpaHcamuHas, IgG) [126, 127, 128].
B nanbueiimem y 26-70% B teuenne 2—120 mec. (B cpeanem 32 mec.) pa3BUBAIOTCS CUMIITOMBI
AUI'. VYpoenp AJIT u OwmmpyOWHAa TIpH HSTOM 3HAYUTEIHLHO HWIKE Y IMIAlIMEHTOB C
6eccumntomMubM AT 110 cpaBHEHHIO C TPAJAUIIMOHHBIM TeueHueM 3a0oneBanus (B cpeqaem AJIT
B 7 pa3 Bbllle BepxHel rpanuibl HopMbl (BI'H) o cpasaenuto ¢ 23,0 BI'H npu cumnromaom
teueHun) [129]. Ilpu ruCTOIOrMYECKOM HCCIEIOBAHUU y TAaKUX IMAllUCHTOB OOHAPYKHUBAIOTCS
tunuuyable st AW mpusHaku: yMEpeHHbI W TsDKenbld  HMHTepQEiCHBI remaTur,
NEepUNOPTAIBHBIN GUOPO3 U MOCTOBUAHBIH (hrdpo3 [126, 129].

[lpu cpaBHeHMH >((HEKTUBHOCTH JICYCHUS CPEAM MAIMEHTOB C OECCUMIITOMHBIM H
kiaccuueckuM tedeHuem AW oOHapykuBaroTcs BaKHbIE O0COOEHHOCTU. B cimyuae serkoit u
6eccumnromHoi hopm AUIL ipu OTCYTCTBUM JIEUEHHSI CIIOHTAHHOE YIIYUIIEHUE HACTYTAeT JIHIIb
B 12% cnyuaeB. Cama KJIMHHUYECKas PEMHUCCHs y NAIMEHTOB ¢ OECCUMITOMHBIM BapHaHTOM
3a4acTyl0 MEHEE MOJIHOLICHHAs B CpaBHEHUM C KiaccuyeckuM TedeHuem AUI'. [lecsatuneTHss
BBDKMBAEMOCTh MPU OECCUMIITOMHOM TE€YEHHMH Oe3 JeueHUsl AOCTUTaeT juib 67%, B TO Bpems
Kak 1pH KiaccuyeckoMm Bapuante AUI Ha QoHe neueHus BbbkMBaeMocTh Jocturaet 98% [130].
[Toatomy Heobxomumocth MCT paccMmarpuBaeTrcst y BCeX MAaIlMEHTOB C OECCHMIITOMHBIM

Bapuantom AUI (cMm. paznen 3.2).

2. InarnocTuka 3a00J1eBaHUS WJIH COCTOSIHUA (TPyNNbI 3200/1€BaHUI UK
COCTOSIHUII), MEIUIINHCKNE MOKA3AHUSA U MPOTHBONOKA3AHNS K NPUMEHEHUI0

METOJ0B ITUATHOCTUKHU
Juarnoz AUI' cTtaBUTCS Ha OCHOBAaHMM COBOKYIHOCTH KIMHUYECKUX, OMOJOTHYECKHX,
MMMYHOJIOTMYECKMX M THUCTOJOTMYECKUX JaHHBIX II0CJIE€ HWCKIIOUEHHUS JpYruxX M[pPUYMH
3aboneBanus [131].

e PexoMenayercss manMeHTaM ¢ IpeanosiaraeMbiM WM yCTaHOBJeHHbIM AUNUI
OCYyHIECTBUTHL  NpHeM  (OCMOTP, KOHCYJbTALHMIO) BPavya-racTpo3HTEPoora
nepBUYHBIHN [2].

YpoBenb  yOenutenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH

JI0KAa3aTelbCTB 5).

2.1 Ka100bI 1 aHAMHE3

COop xanob 1 anaMHe3a J0JKEH ObITh HallpaBJieH Ha BHISIBIICHHE BEPOSITHBIX TPUITEPHBIX

(dakTOpoB  (ICHMXOIMOLMOHAIBHBIN CTpecc, HEOIAroNnpHUsATHbIE SKOJIOTUYECKUE YCIOBHA,

27



JEKApCTBEHHBIH aHaMHE3, CBEJCHUS O MEPEHECEHHBIX WM XPOHWYECKUX HHQEKIUSIX,
THHEKOJIOTHYeCKnii aHamHe3). HeoOXonuMo BBISIBUTH MOMEHT MOSIBICHHS TEPBBIX NPHU3HAKOB
3a007eBaHNs, TPOSABISIONIMXCS B KIMHUYECKOM  KapTuHe W (WIM)  HM3MEHEHUH
renaToceupUYHbIX JTa00PaTOPHBIX JaHHBIX. TpeOyeTcs HCKIIOUUTh BO3ZMOXHYIO POJIb MHBIX
STHOJIOTHYECKUX (AKTOPOB, TAKMX KAaK BHPYCHl T'€ATUTOB, WM30BITOUHBIA IMPUEM aJIKOTOJI,
BBISIBUTH TPU3HAKH META0OJMYECKOTr0 CHHApOMA, Ooje3Hed HakoruieHuss u T.1m. Cremyer
YTOUHUTH KOMOPOUAHBIN cTaTyc (YCTaHOBJICHHBIE paHee APyrue ayTOMMMYHHBIE 3a00JI€BaHUS U
3a00JieBaHNs, KOTOPBIE MOTYT HOBJIMATH Ha COCTOSIHUE TICYCHU U JICYCHHUE), a TAK)KE BBIIBUTDH

BO3MOJKHBIC I[TPU3HAKU APYTUX aYyTOUMMYHHBIX 3360J’IeBaHHfI, HC IMAarHOCTUPOBAHHLIX pAaHECC.

2.2 PuzukajabHoe 00CIeT10BAHUE

OcmoTtp, nanbnanus, nepkyccus y nanueHtoB ¢ AWIDT mpoBonsdrcs mo craHaapTHOMY
IIPOTOKOITY.

ITpu ocMOTpe BHEUIHME MPOSBIEHUS MOTYT MOJHOCTBIO OTCYTCTBOBATh. B psne ciayuyacs
MOKHO ONPENENIUTh KYIIMHIOWJAHBIA TUIl JIMLA, aKHE, CTPUH, THUPCYTHU3M, IPU3HAKU
reMOpPpParu4eckoro CHHApoMa (IETEXUH, HKXUMO3bl, I'€MAaTOMBbI), KEJITYIIHOCTb M CYXOCTb
KOXKHBIX TOKpoBOB. Cienyer Taike oOpamjaTb BHHMMaHHE Ha MPU3HAKU ayTOMMMYHHBIX
3a0oneBaHui, acconuupoBaHHbIX ¢ AMI: sk30¢TanbM, yBelMYeHHE Pa3MEPOB LIMTOBUIAHOM
Kele3bl (MPU3HAKK ayTOMMMYHHOI'O TUPEOUANTA), 30HbI JEMUTMEHTAMU (BUTUIIUTO), CETYATOE
JUBENO, LMAHO3 U Tpo(dUUYECKHE H3MEHEHHS KOHUMKOB MajbleB PYK (MPU3HAKK CHHApPOMA
PeiiHo), mpU3HAaKKM KOXKHOTO BACKYJIUTA, U3MEHEHHs (POPMBI U IOJBMXKHOCTHU CYCTaBoB U 1p. [Ipu
HaJbMalMid BO3MOXKHO BBISBJICHHE YBEIMUYEHHBIX JIMM(pATHUECKUX Y3JI0B, U BO3MOXKHO, HO He
00s13aTenbHO 0OHApYKEHHE IPU3HAKOB renaToMeraiiny pa3InyHON CTeNeH! BbIpakeHHOCTH. [Ipu
dbopmupoBannn (PuOpPO3a KOHCUCTECHIMS TIEYeHH OyJET MEHSTHCA B CTOPOHY YIUIOTHEHHUS C
norepeit snactuyHocTH, a npu LIl mamenmatopHo OyneT ompeaensTbes OCTPbHIM, HWHOTAA
OyrpucTbiii (3a cueT (OpMHpPOBaHMS KPYNHBIX Y3J0B) Kpail medeHu. MoxeT HaOI0IaThCs
yBenuueHue cenezeHkd. Ha craaum LI BO3MOXHO BBISBICHHE «COCYAMUCTBIX 3BE3IOUYEK»,
CIUICHOMETaJINH, aCllUTa, OTEKOB, CAPKONIEHUH.

BrigBnenune npusHakoB neudeHoyHoi sHuedanonatun (I19) Baxuo nmpu OTAUID wu
nexomneHcupoBanHoM [III. Crenens IID ompeaensercs Mo BBIPAKEHHOCTH KOTHUTHBHBIX
HapylLIeHUH, U3MEHEHHMIO CO3HAHMs, HAJIWYMIO0 acTEpUKCHCA M XapaKTepy HEBPOJIOIMYECKUX
cuMInToMoB. MuHnManeHas [10 BBIABISETCA C MOMOIIBIO HEUPOIICUXOJIOTHYECKUX TECTOB, TOT 1A
KaKk Tpu SBHOW QopMe OTMEHaroTCs [e30pHEHTAIus, WIH CTymop, win koma [132]. s
BBISIBJICHMHM NpU3HAKoB [ID M OLIEHKM €€ BBIPaXKEHHOCTH CIEeAyeT pykoBoicTBoBaThcsi KP

«uppo3 u pudbpo3 neyeHm».
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2.3 JIaGopaTopHbIe THATHOCTHYECCKHE MCCIe10BAHUS

2.3.1 OcHOBHBIE JJA00PATOPHBIE HCCJIECIOBAHNS

e Pexomenayercst npoBenenne o0mero (KJIMHAYECKOr0) aHAJIN3a KPOBH NMALMEHTaM ¢
npeaAnojaraeMbiM HJIM ycTaHOBJeHHbIM AUI 17151 oneHKH TsKecTH 3200J1€BaAHUS,
BBbISIBJICHUS] NOTEHIHAJIbHBIX NMPOTUBONOKA3aHUII M OrPpaHUYEHHUIl K JIeYeHHUlo, a
Takxe BblOOpa Tepanuu [1, 1, 133, 133, 134, 133].

YpoBenb  yOenutenbHocTH  pekomenganmuii  C  (YypoBeHb  /10CTOBEPHOCTH
J0KA3aTeJIbCTB 5).

Kommenmapuu: B pabote, BkmtouaBmied 112 manuentoB ¢ AU, ypoBHU remorinoOunHa,
anb0yMuHa, JTUMQOIUTOB M TPOMOOIMTOB OBUIM 3HAYMUTEIBHO CHU)KEHBI MO CPAaBHEHHUIO CO
310poBbIMU JMLIaMu [ 136]. Hailie Bcero oTKJIIOHEHUS B 00111€M aHaIu3€e KpoBU y nanueHTos ¢ AUT
Habmonatorcsa npu OTAUIL unu Ha craguu LI1: anemus, neiikonenus, Tpombouuronenus [137,
138]. MoxeTt HabmoaaTbest 303uHOGmHs [139].

[Toxazarenu SpUTPOLUTOB M TPOMOOLMTOB HCHOJIB3YIOTCS B PAacYeTHOHM MOJEIH,
oTIpeNeNsoNIei TshKeaoe Bocaienue B neueHu [133], a ypoBeHb remorino0uHa, TMMQGOLIUTOB U
TPOMOOIIMTOB — IIPH MPOTHO3UPOBAHUM YMEPEHHOTro/Tporpeccupyromero gpuodposa [136].

Kpome Toro, BbIsiBieHHEe IuTONeHUH BakHO NpH BbiOope MCT, moCKOJIbKY sBIseTCS

OTpaHUYEHUEM JIsl Ha3HAYCHUS a3aTuonpuHa™™ (cMm. pazaen 3).

e Pexomenayercss mnammeHTamM ¢ MPeANOJaraeMbiM MJIM YCTaHOBJeHHbIM AWI
NpoBeJleHHe  OMOXMMHMYECKOro  00lIeTepaneBTHYECKOr0  aHAJM3a  KPOBH,
BKJIKOYAKONIEro cjeaywuue mnoka3arean: akTUBHOCTHL AJIT, ACT, mesouHoi
¢ocharazpl  (I{P), ramma-rayramuiarpancpepassl (I'T'T), ypoBens o6uiero
Onanpyouna u ero ppakuuii, oduero 6eka, aJbOyMHUHA, IJII0K03bl, KPeaTHHUHA,
HATPH#A, KAJIMsl, aMWIa3bl ¢ HeJbI0 1u(depeHInaIbHON ITMATHOCTHKH, ONIpeieeHu s
TAXKeCTH 3200/IeBaHUs, 2 TAK:Ke OlleHKkM QyHKIMU nevyeHHu U nouek [1, 80, 140, 141,
142, 143, 144, 145].

YpoBenb yOeauTebHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEpPHOCTH
A0Ka3aTeJbCTB 2).

Kommenmapuu: Kax npasuio, nossimenne aktusHoctd AJIT n ACT acconunpoBaHo C
ructonioruueckot aktuBHOCThIO AWI [142]. Hopmanmmzammst AJIT paccmaTpuBaeTcs Kak
MoKa3zaTesib OMOXMMHUYECKOTO OTBETA Ha JieueHue (cM. paszzaen 3.2) [146].

B 10 xe Bpems mpu AUI" MoxxeT HaOMI01aTHCs CIIOHTAHHAS HOPMAaJIM3alMs TPaHCAMHHA3

Ipu COXpPaHCHUUN THCTOJIOTHUYECKON aKTHUBHOCTH HCKPOBOCHAJICHUS, KOTIda YPOBCHb IMOBBIIIICHHWA
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TpaHCaMHHa3 He MO3BOJISIET CyAUTh 0 Mopdonorudeckoit aktuBHoctH [147, 148]. ITokazaHo, uTo
IPUMEPHO Y I0JIOBUHBI nanueHToB ¢ AUI' m HopManbHBIM ypoBHeM ceiBopoTouHoil AJIT un
ramma-riio0yJuHOB COXPaHSAETCs MOCTOSIHHASL TUCTOJIOTMYECKAsi aKTUBHOCTh, KOTOpasi CBsI3aHa C
6oJiee HU3KUMHM IIOKA3aTesIMU perpeccun puopo3a U CHUKEHUEM JI0JITOCPOYHOM BEKUBAEMOCTH
[142, 149].

AxkTuBHOCTh moka3arencii xosecraza (II® um I'TT) oOBIYHO HE H3MEHEHA, MOXCET
Habmronatecst HeOonpioe mnoBeimierne ypoBHst I'T'T [150, 151]. IIpu stom nossimenue I'T'T
paccMaTpUBaAETCsl KaK MPEAUKTOP TSDKENOrO BOCHAICHHMS M MOXKET MCIIONb30BaThCs  JUIA
MIPOTHO3WPOBaHMS OTBETa Ha jieuenue [133, 150, 151].

[ToBpimenune aktuBHoctu I[P TpeOyer wuckmroueHuss coueranus AN ¢
XOJecTaTHIeCKUMH 3a0oeBanmsiMu (cM. pazzaen 2.6.3) [52]. IloBeimenue ypoBHs OunnpyOuHa
yKa3blBa€T HAa HAJINYME NEUYEHOYHO-KJIETOYHONH HEJOCTATOYHOCTH M MOXKET HaOII0NaThCs MpH
BBICOKOM aKTMBHOCTH 3a00jeBaHus (kenTtyuHas popma) [152], a Takxke B TepMUHAIBHON CTaAUU
3a00J1€eBaHU [IPU PA3BUTHUN NIEYEHOYHOIN HEJIOCTATOYHOCTH.

VYV nanuentoB ¢ AUI' 6e3 mcxogHoro caxapHoro auabera yKe Ha paHHUX CTaIUsIX
3a00JIeBaHUsI MOKET HaOI0JaThCsl MOBHIIICHNE YPOBHS TIIOKO3HI [ 143].

ChIBOPOTOYHBIN adbOyMHH — MPOTHOCTHYECKUN MapKep M KIIHYeBOHl Moka3aTeib Kak
CUHTETHUYECKOH (DYHKIIMU [TEYEHH, TaK U HEAOCTAaTOYHOCTH nuTanus [136]. B pamkax nedeHoyHOI
HEJOCTaTOYHOCTH  OTMEYAeTCs HW30JIMPOBAaHHOE CHIDKEHHWE YPOBHS — anbOyMuHa IHpu
COXPAHSIOIIEMCS HOPMAaJbHOM JIMOO HE3HAUUTENbHO CHIDKEHHOM YpOBHE o0Iero Oenka.
CHuxeHue ypoBHS KpeaTMHHUHA OTpakaeT Ne(UIMT MBIIIEYHON TKaHU (CapKOIIEHHIO) U SBIISETCS
HEOJMaronpusITHBIM NPOTHOCTUYECKUM  MapkepoM. [loBblllleHHMEe KpeaTMHHMHA OTpa)kaeT
HapylieHne QyHKIUH [TOYEK, OLIEHKa KOTOPOM MPOBOAUTCS C pacueTOM MoKa3aTesl KiITyOouKoBOH
bunbTparuu [153].

['mnoHaTpruemMus y ManeHToB ¢ 3a00JIeBaHUSMH IT€YEHU ACCOLMHPOBAHA C MOBBIIICHUEM
CMEPTHOCTM M CHIKEHHEM KadyecTBa JKM3HM, OOBIYHO HaOMI0JaeTcss y NalUeHTOB C
nexkomrieHcupoBanHbIM L{I1 u meuenounoi HemoctatouHocThio [144, 154]. Tlpu AU onucanbl
JIOTIOTHUTEIIbHBIE TPUYMHBI Pa3BUTHS AIEKTPOJIMTHBIX HAPYIIEHU, CBSI3aHHBIE C Ay TOUMMYHHBIM
nopakeHueM HajnodeyHukoB [155]. Hapymienus ypoBHS Kanus OOBIYHO BO3HUKAIOT MpU
nexomneHcupoBanHoM LI, a Takke Bo3MOxHBI Ha (oHe seueHus riarokokoptukougamu (I'K)
[145, 156, 157].

Psan Bolmeyka3aHHBIX J1TaOOpAaTOPHBIX TOKa3aTelel HCIONb3YIOTCS Ui ONpEeeNCHHS
npornoctuyeckoro kiacca LI mo Yaineg — IIsto u pacuere MELD (cMm. npunoxenue '3 u I'8)

[158].
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e Pexomenayercssi nammeHTamM ¢ MpPeANoJaraeMbiM MJM YyCTaHOBJeHHbIM AWI
HCCJIeIOBAHNE OCHOBHBIX TMOKa3aTesell  KOAryJorpaMMbl: MeJIyHAPOJIHOI0
HopMau30BaHHOTro oTHomeHuss (MHQO) u (u1u) npoTpoMOMHOBOr0 BpeMeHHU JIsl
OLIEHKH TsizKecTH 3a00/ieBaHus U pyHKuuu nmevenu [158, 159, 160].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB 4).

Kommenmapuu: 1lpyu pa3BUTUU NEYEHOYHON HENOCTATOYHOCTH OTMEYAECTCS CHHUXKECHUE
CHUHTE3a BCEX IUIa3MEHHBIX (aKTOpoB Koaryisuuu. [Ipu Mcronb30BaHUM CTaHIAPTHBIX TECTOB
BBISBJISIIOT TPHU3HAKW rumnokoaryisnuu: mnoBeimienne MHO, cHmkeHue npoTpoMOMHOBOTO
WHJIEKCA, MOBBIIIEHUE TPOTPOMOMHOBOTO BpeMeHH. [loka3zarenu ncronb3yoTes 715 ONpeIeTIeHUs
nporuoctudeckoro kiacca L{I1 mo Yainsg — I1sto u pacuere MELD (cm. npunoxenne '3 u I'S)

[158].

e He pexomenayercs nanuenTam ¢ npeamnoiaraeMmbiM AUI' B pyTHHHOM KJIMHHYECKOI
NMPaKTHKE NPOBOJAUTH reHeTH4YecKoe TeCTUPOBaHME, onpeaessouiee
npeapacnojioxkeHHocts k AWML, B CcBA3M ¢ HeEIOCTATOYHOH JAHATHOCTHYECKOM
IEHHOCTBHI0 TaHHOT0 uccaeaopanus [48, 161, 162, 163, 164].

YpoBenb  yOenmrtenbHocTH — pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH
J0KAa3aTebCTB 5).

Kommenmapuu: T'enetnueckuii ananu3 BbeisiBHII Heckonbko HLA- u ne-HLA-renos
BocnipuuMunBocTd Kk AW, HO TpeOyroTcss MacimiTaOHble TOJTHOTEHOMHBIE HCCIEI0BaHNUSA,
BKITIOUAIOIIUE Pa3InYHbIE ITHUUECKUE TPYMIIbI, YTOOBI TOATBEPAUTH UX 3HaueHue [48]. Kak yxe
oTMedasioch Bbille, B Poccniickoil denepanny TaHHBIE O PACIPOCTPAHEHUM I€HOB PUCKA M UX

B3auMOCBs3U ¢ AUI" noaydeHsl UMb 119 OTAEIbHBIX PETHOHOB.

e He pexomenayercss npu AUI' mcnonb3oBaTh J1a00pATOPHBbIC NATEHTOBAHHBIC M
HeNATeHTOBAHHbIE TECTHI /1151 HeMHBA3UBHOM Auarnoctuxku ¢pudposa [130, 165, 166].
YpoBeHb  yOeaMTeNIbHOCTHM  peKoMeHAauuMid A  (YpOBeHb /I0CTOBEPHOCTH

a0Ka3aTeabcTB 1).

Kommenmapuu: HewnBasuBHble 1a0OpaTOpHBIE TECTH JUIsl JUArHOCTUKU (uOpo3a
NOCJEeIHUE TOJbl IIMPOKO TNPHUMEHSIOTCS NpU MHOTUX 3aboneBaHusx mnedeHn [166]. Ho
00JBIIMHCTBO U3 HUX He BanuaupoBanuch npu AUI, a uanexkcst APRI u FIB-4 nokaszanu HU3KYyI0
JIMAarHOCTUYECKYIO IEHHOCTH [165, 167, 168]. OcTaroTcsi HEACHBIMH UX BO3MOKHOCTH M LICHHOCTh
B OIIpEJICICHUH MPOTPECCUPOBAHNUS WIIM 00PAaTHOTO Pa3BUTHA (PUOpO3a MeYeHH, MPOrHO3a, pUcKa

I'TIP u ouenke pe3ynbTatoB jgeuenus [1].
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B T0 ke BpeMs HemocTaToO4Has IOCTYIMHOCTh 3JIACTOMETPHH ONpEIeisieT MOTPEOHOCTh B
WCIIOJIb30BAaHUU MPOCTHIX U JOCTYITHBIX CKPUHUHTOBBIX TECTOB OLIEHKH (hrOpO3a B MOBCEAHEBHOU
KIIMHUYECKOW MpaKTUKe. BeposTHO, MPU HATMYUU OTPAHUYCHHBIX PECYpCOB HAnOOJee IPOCTHIM
U yIOOHBIM TECTOM I MCKIIFOUCHHUS MO3THUX cTaiauii 3abomneBanus sBiusercs FIB-4. Ho mpu
WHTEPIPETAIMH €r0 PEe3yJIbTaTOB CIEAYyeT YUYUTHhIBaTh, uTo 3 dexrtuBHOCcTh FIB-4 B BBIsBICHUM

BeIpaskeHHOTO (pudpo3a u L1 mpu AUIL Huska [168].

o Pexomennyercst npu BoisiBieHun y nauuenta ¢ AUI cragum 11 onpenesasite 00beM
JAONOJIHUTEIbHBIX JIA00PATOPHBIX M HMHCTPYMEHTAJIbHBIX 00CJIeJOBAHHH B
coorBercTBUU ¢ KP «®ubpo3 u uuppo3 neyenn» ID 715 1 nusa cBoeBpeMeHHOro
BbIAIBJIEHUS OCJI0KHeHu# [158].

YpoBenb  yOegutenbHocTH  pexoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB S).

2.3.2 JlaGopaTopHbIe HccaenoBanus JUisg nuddepennyannbaoi nuaraoctuka AU n

BbISIBJIEHHA KOMOPOMIHBIX 3200J1eBaHMIi

e PexoMenayercs BceM MalMeHTaM C NPeAIOJaraeMbIM HJIH ycTaHOBJIeHHbIM AUT ¢
Heabl0 au@p@epeHuHANTbHON AUATHOCTHKH M ONTHMM3alUU JICYEHUS NPOBECTH
CKPHMHHMHIOBBIC CEpPOJIOTHYECKHEe MCCIeI0BAHUS IS HCKJIIYEHUS] BHPYCHBIX
renaTuTOB: ONpeeeHHe MOBEPXHOCTHOr0 aHTUreHa Bupyca renatura B (HBsAg)
pupyca renatuta B (BI'B) B kpoBu, cymMmmapHbIX aHTuUTen KjaaccoB M u G k
saepHomy antureny (anti-HBc cymmapnsbie), Bupyca renatura C (BI'C) B kpoBu;
cymMMapHbIX aHTuTea K Bupycy renatura C (Hepatitis C virus) B kpoBu (anti-HCV
IgG u anti-HCV IgM), a npu o6Hapyxenuun uHpexuun BI'B gomosnuTesbHO
onpeaeJUTh CyMMapHble aHTHTeJa K Bupycy renatutra D (antu-HDV IgG u IgM) B
kposu [1, 169, 169, 170, 171, 172, 173, 174, 175, 176].

YpoBenb  yOenuTenbHOCTH  pekoMeHgaumii B (ypoBeHb  J10cTOBEpHOCTH
A0Ka3aTeJbCTB 2).

Kommenmapuu: BupycHelil rennatut Mmoxxet nMmutupoBats AUI'. [TosTomy TectupoBanue
Ha BHUPYCHBIE TENAaTUTHl SBJISIETCS O0s3aTeNbHBIM KOMIIOHEHTOM jauarHoctukun AU, a ux
uckitoueHre BxoauT B kpurepun AUL [1, 172, 173, 178, 179] (cm. pasgen 2.6.1). Cnenyer
YUUTBHIBaTh, YTO MPU BUPYCHBIX T'€MATUTAX MOTYT BBISBISATHCS ayTOAHTUTENA, XapaKTepHbIE AJIs
AMWT’, a rucronoruyeckas KapTuHa MOXKeT ObITh cxomuoi [ 180, 181, 182, 183, 184].

ITpu 3rom AUI" MOKET codeTaThCsl C BUPYCHBIM I€NaTUTOM, YTO HE SIBISIETCS PEAKOCTHIO

B CTpaHax C BBICOKUM ypoBHeM uHbuimposanuss BI'B unu BI'C, ocobeHHO cpeau MOXKHIOro

32



HaceJIeHUs. JTO 3aTpynHsAeT quarHoctuky ANI, mockonbKy Halmyue XpOHUYECKOTO BUPYCHOTO
renaruta — HeratuBHbIN kputepuit AUI™ B 1MarHocTH4ECKUX CUCTEMAX.

[TaruenTsl ¢ yxe nmeromumMes AU moryT 3a0oeTh BUpyCHOM HH(DEKIHEeH, 1 Ha000poT,
AMNI" MoXeT pa3BUThCSA Y MALlMEHTa Ha (JOHE BUPYCHOI'O renaTuTa CIOHTAaHHO WIIU O] BIUSHUEM
nedyenus uaTepdeponamu [1, 172, 175].

Xots xpoHnueckuil BupycHalii renatut 1 AUI™ Moryt cocymiecTBoBath, B OABISAIOLEM
OOJIBIIMHCTBE CIIy4yaeB Ha OINPEAEICHHOM BPEMEHHOM JTale KIMHUYECKHU 3HAaYMMa TOJIbKO OJHA
stuonorus [1, 169, 170, 171, 172, 173, 174, 175, 176, 185].

Kpome TOro, remaroTpomHsleé BHPYCHl ~ MOTYT  SIBISITbCS  IOTEHUUAJIBHBIMHU
npoBorupytoummu gpakropamu AUL [177, 186, 187]. Ci10)XKHOCTB ONpeAeaeHHs] poJid BUPYCOB
renaTuToB B KaudecTBe TpurrepoB AUMI cBsizaHa €O 3HAYMTENBHBIMM MHTEPBAJIAMHM BPEMEHHU
MeX Iy nepeHeceHHON nHdekuuen u cpokamu BeisiBienus AUL [7, 188, 189].

I[Tpu BBIsSIBIEHNU MapKepOB BUPYCHBIX FEMAaTUTOB JlallbHEIIee 00CIeJ0BaHNe TPOBOIUTCS

B cootBeTcTBUU ¢ KP 110 BUpYyCHBIM renaruram.

e Pexomenayercsi mnanMeHTaM C CHMITOMOKOMILIEKCOM OCTPOrO renaTura o
nono3penuem Ha AUT, a Takike nanuentam ¢ AUI' 1 HeMOTHBHPOBAHHOM MOTepeit
onoxumuyeckoro orsera Ha ¢pone UCT ¢ neanto nudpepeHnnabHOM ITMATHOCTHKH
¢ OCTPbLIMHM BHPYCHBIMH TeNaTHTAMM ONpeAeuTh aHTHTena kiaacca M (anti-HAV
IgM, anti-HEV IgM) k Bupycam renatuta A u E (Hepatitis A virus, Hepatitis E virus)
B KpoBH [135].

YpoBenb  yOenmtenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJabCTB 3).

Kommenmapuu: Knuandeckast kapTua npu octpoM tedeHnn AUID 1 ocTpbIX BUPYCHBIX
rernatutax A u E cxosxa, yTo onpenenser HeoOX0AMMOCTb UX AU(PepeHInanbHON THarHOCTHKY.
B 10 xe Bpems y nanuenta ¢ AUI" MoxkeT pa3BUTBHCS OCTpBINA BUPYCHBIHM renatut. [lokazano, uto
octpeie uHpexkmun HAV game nabmrogatrorcs y HenedeHHBIX aeteit ¢ AUD [190], a octpsie
nnpexun HEV — y B3pocneix manuentoB ¢ AIH [191]. I'ematut E TpeOyeT uckmoueHus u y
nanueHTos, noaydarommx UCT npu aHoMallbHBIX pe3ybTaTax Ne4eHOYHbIX TecToB [135, 191].

Jlig psima BUPYCOB MEUEHB SIBISETCSI MECTOM pEIIMKanuu. K HUM OTHOCATCS HE TOJIBKO
Bupychl renatuta (A, B, C, D, E), Ho u uutomeranosupyc (LIMB), Bupyc Dnmreiina — bapp
(BOB) u Bupyc npoctoro reprneca. [locneaaue He SBISIOTCS CTPOTO TENATOTPOITHBIMU BUPYCAMH,
HO MOTYT TakK)K€ BBI3bIBaTh renatuthl (daie octpsie) [192, 192, 193, 194]. IloaToMy nanueHToB
¢ nogo3peHueM Ha AUI u cumnroMokomIuiekcoM octporo renmatuta (a takxe ¢ AUD u

HEMOTHUBHPOBAHHOW moTepel Ouoxmmmueckoro orBera Ha ¢oue MCT) mocnme HCKIIOYEHUS
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nHunmpoBanus Bupycamu renatuta A, B, C, E, D ciexyer monosHuTensHO 00CiieI0BaTh HA
takue nHpeknnn kak kak BOb, [IMB, Bupycsl reprieca 1, 2, 6-ro tuna.

Cornacno KP mo IIMB, y B3pocnbix ckpuHUHTOBOE obOcnenoBanue Ha [[MB mokaszano
ONpENEICHHBIM TIPYIIAaM HAaceJI€HUs, B TOM YHMCIE — IAUWEHTaM C TENaTUTAMH HESICHOU
3THONIOTUU. PEKOMEHJI0BaHO TPOBEACHUE MOJEKYJIIPHO-OMOIOTUYECKOTO HCCIECIOBAHUS —
BbisBiieHUe JIHK IIMB B kpoBu merogom IILP. KnuHnueckoe M mpOrHOCTUYECKOE 3HAYEHUE
onpenenenuss JHK I[IMB B pa3nuuHbiX OWOJIOTMYECKUX IKHUAKOCTAX HE OIMHAKOBO.
O6napyxenue JIHK B KpoBU CBHACTEIBCTBYET O BHICOKOAKTUBHOMN PEIUIMKAIUA BUPYCa M €0
ponu B uMetoleiics natonoruu. [Ipu nepBuyHOM HHPUIMPOBAHUH B CTAJAUH «CEPOJIOTHIECKOTO
OKHa» 110 Hadana cuHre3a aHturen BoisiBieHue [JHK [IMB B kpoBH sBisieTCS €AMHCTBEHHBIM
MapKepoM AaKTHUBHOM peluiMkauuu Bupyca. lcronb3yercs U OIpenereHHe CEpOIOrMUECKUX
MapkepoB LIMB — BbisiBienne antuten kiaccoB IgG u IgM B ChHIBOPOTKE KpOBH, a Takke
orpejeNieHue MHAEeKca aBUAHOCTH aHTuTen IgG mpu momMomu MMMYHO(EPMEHTHOrO aHaiu3a
(UDA), TBepmodasHOrO XEMIJTIOMHHHCLIEHTHOTO HMMYHO(QEPMEHTHOTO METOAa WU
uMMyHOOJ10Ta [196].

Knunnueckun wmanudectHor ¢opmoit BOb-undekuun sBusercs HHPEKIUOHHBII
MOHOHYKJIE03, KOTOPBI BCTpedaeTcsi B TPETH CIydyaeB MepBUYHOrO HHHUIHMpoBaHus BOb.
CrerneHb BOBJIEYEHHOCTH I€YEHU B MATOJIOTMYECKUH MPOIECC YBEIMYMBAETCS C BO3PACTOM
MaIlMEeHTa U KOPPETUPYET C TSHKECThIO TeueHus 0osie3Hu. Y craHoBleHa poib BOb B unuimanum
OCTpPBIX U XpoHHMueckux rematutoB [197, 198]. B cmyudae momospenuss Ha BDOb-undexiuio
narueHTaM ¢ KIMHUKO-Ta00paTOpHOI KapTHHOM OCTPOTO TeraTuTa PeKOMEHI0OBAaHO OMPeIeIeHIe
JHK B3b meromom TP B kpoBu. J[0MOJHUTETHEHBIM aHAINW30M, TO3BOJISIONIAM ONPEIETUTH
OCTPYIO CTaJHIO IpoIlecca, SIBISIETCS BbISBICHHEM aHTUTeN IgM K BUpPYCHOMY KarCHJIHOMY

antureny (VCA) [199].

o Pexomenayercss Bcem mnamueHTam ¢ npeanosaraembiMm AU BBINOTHHTH
CKPMHHMHIOBOE McCJlel0BaHue 1Jisl MCKJII0UeHHUsl HApylIeHus1 o0MeHa MenH (00J1e3Hb
Buibcona) — mccieoBaHHEe YPOBHSI LeEpYJIOIUIAa3MHHA B KPOBH, a TaKiKe
PaccMOTpeTh ONpeaeeHre CYyTOUYHOM IKCKpennu Meau ¢ moyoii [200, 201, 202].
YpoBenb  yOeguTeabHOCTHM  pekoMeHaaumii B (ypoBeHb  10CTOBEPHOCTH

JI0Ka3aTebCTB 4).

e Pexomenayercsa nmanueHTam ¢ npeamnosaraeMbiM AUI u HeBposioruveckoii u (1Jjm)
NMCUXUATPUYECKON CHMITOMATHKOM MJIM TIeMOJMTHYECKON aHeMHeHd, a TaKxke

manmueHTaMm € YCTAHOBJICHHBIM JTHATrHO30M AI/IF, HO HEJO0CTATOYHBIM OTBETOM Ha
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UCT wam HM3KMM YPOBHEM LEpPYJOIUIAa3MHMHA INPOBECTH PacHIUPeHHOe

o0cJjieoBaHMe /ISl UCKJIIOYEHUs] HApylleHusi ooMeHa meau (0ojie3Hr Buiabcona):

onpejaejleHHe CYTOYHOH JIKCKpelHHM MeIH C MOYOii; OCMOTP Bpa4ya-HeBpoOJOra;

OCMOTP Bpa4ya-oTajabMOJIOTA M IpOBeJeHHEe OHOMHUKPOCKONMH IJa3a JJjs

oOHapy:kenus koJsen Kaiizepa — @ueiiepa; paccMOTpeTh onpeaejieHue MyTauuid B

reae ATP7B [200, 201, 202, 203].

YpoBenb  yOeauTelbHOCTHM  pekoMeHaaumii B (ypoBeHb  /10CTOBEpHOCTH
J0KAa3aTebCTB 4).

Kommenmapuu: bone3ns Bunscona (bB, curonnmebl: 6osie3ub Buiscona — KoHoBasiosa,
renaToJIeHTUKYJISIpHAs JlereHepalus, remnarouepedpanbHas AUCTpodUs) MOXKET MUMHUTHPOBATH
MHorue 3a0osieBanus neudeHu, B Tom uucie AU, HeogHokpaTHo omnucansl ciyudau, korna bB
COTPOBOKAANIACH TOSIBJICHUEM ayTOAHTHUTE, MOBBIIIEHHEM ramma-rio0ynuHoB u IgG, a takxke
TUCTOJIOTMYECKOM KapTHUHOM, xapakTepHoil s AUL [201, 202, 204]. B 3Tux ciayyasx nauueHTbl
OyayT cootBercTBOBaTh KputepusiMm AUI, uro 3arpyanser nupdepeHInansHy0 IHarHOCTHKY
[202]. [ToaTOMy Hanu4Ke CUMITOMOB, YKa3bIBaloluXx Ha bB (mpexae Bcero HEBpOJIOTMUECKUX U
(unM) TMCUXMATPUYECKMX CHUMITOMOB, TE€MOJIMTUYECKOW aHeMuu), TpeOyeT yriayOiIeHHOro
o0cIie10BaHus JUIsl CBOEBPEMEHHOT0 HCKItoueHus bB.

AHajoru4yHoro oocienoBaHusi TpeOyrOT M manueHTsl ¢ TUnUYHbIM AUI, y KOTOpBIX
OTCYTCTBYeT KJIMHUKO-Onoxumudeckuit otBeT Ha ICT [146]. [Ipu aTOM creayer yauThiBaTh, 4TO
y nanueHtoB ¢ bB, umutupyromeit AWUI, moxer HaOmromatscs Ha ¢one MCT ymydmeHue
71a0opaTOPHBIX MOKa3aTenei, HO He JocTUratomiee Kkpurepues orsera [205, 206, 207].

O6bem obcnenoBanuii ans uckintouenus: bB onpenensiercs KP «Hapymenus oOmena meau
(6one3np Bunbcona)» [200].

B To xe Bpems ommcanbl ciaydau codetanust bB u AUI, nostoMy BbisiBiieHue bB He

uckmouvaer AUTL [208].

e Pexomennayercs npu nogo3penuu Ha AUT" y maniueHTOB ¢ ’Kaj100aMU HA MbIIIEYHYIO
ciadocth W (WIHM) KOKHBIMH  BBICHINIAHMSIMHM  ONpeleJUTh AKTHUBHOCTH
KpeaTHHKHHAa3bl (o0mei) ¢ nmeabw auddepeHINaNbHO IHATHOCTHKH €
HIMONATHYECKUMH BOCHAJIMTEIbHBIMU Muonatusimm (209, 210, 211].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KAa3aTebCTB 5).

Kommenmapuu: BocnanurenbHble MUONATUNM MOTYT KIMHMYECKH MMuTuUpoBaTh AUI'.
MpimeyHast ¢1a00CTh MOXET HHTEPIPETHPOBATHCS Kak oOmiasi, remnaToreHHas cinabocTb, a

MIOBBIIICHHBIE CHIBOPOTOYHBIE TpaHCcaMuHa3bl U IgG sABIAIOTCS HecneUU(UUHBIME MapKepamu
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pasInYHbIX 3a00J€BAaHUN HE TOJBKO IE€YEHH, HO M HEKOTOpbIX AU(Ddy3HBIX 3a00s1eBaHUI
coeanHUTENbHOM TKaHH. Tak, nosbimeHHas aktuBHOCTH AJIT u B ocobennoct ACT xapakrepHa
JUIsL  WIUONATUYECKUX  BOCHAIMTEIbHBIX  MMONATHH, K  KOTOPHIM  OTHOCHUTCA
JIepMaTOMHO3UT/TIOIMMHO3UT, U OTpakaeT MOBpexIeHHe Mblill. OnpeaeseHue KpeaTuHKUHA3bI
HO3BOJISIET MOATBEPIUTH MBIIIEYHOE IMPOMCXOXKAECHUE TPAaHCAMHUHA3 U NPOBOAUTH JalbHEUIIHA
JUArHOCTUYECKUH TIOUCK B  COOTBETCTBUM C  PEKOMEHJALUMAMHU 110  JAMArHOCTUKE

nepmaromuosuta/monumuosura [209, 210, 211, 212].

e Pexomenayercs nmpu mnogospennu Ha AUWI' paccMoTperh ompenesieHMe B KPOBH
KO3((PMIHEHTAa HACBILIEHHUS TPaHC(eppPHHA Kejle30M, YPOBHS (eppUTHHA, YPOBHS
ajbda-1-aHTUTPUIICHHA ¢ LeJbI0  Ju(depeHUHATBLHO  IMATHOCTHKM €
reMoXpoMaTo30M, HeIOCTATOYHOCTHIO ajib(a-1-anturpuncuuna (170, 213].

YpoBenb  yOenurenbHocTH — pexkoMengauuii C  (ypoBeHb  JOCTOBEPHOCTH
JI0KA3aTeJIbCTB 5).

Kommenmapuu: bone3Hy HaKOIIEHUS, B TOM YHCIIE TEMOXPOMATO3bl U HEIOCTATOUHOCTb
anb(da-1-aHTUTPUTICHHA, BXOIAT B cHeKTp auddepeHnuanbHoi auaraoctuku npu AWUIL [170,
213].

Hanportus, AUI" MokeT UMUTHPOBATH OOJIE3HU HAKOIJICHUS, B TOM YHCIIE FEMOXPOMATO3
[214, 215]. ®epputuH ABASETCS HE TOIBKO MapKEPOM MEPETPY3KH KEJIE30M, HO U OCTPOPa30BbIM
MOKa3aTeleM BOCHAJIEHUs, OMYyXOJEBbIM MapKepoM, MHAMKATOPOM IOBBIIIEHHOIO aHTMOTeHe3a
[216]. TIpu AUWI runepdeppuTHHEMHUsT MOXKET OTpakaThb AKTMBHOCTb BOCHAJEHHS, HO He
COIIPOBOKIAETCS TOBBIICHUEM caTypaluu TpaHceppuHa [217]. Beicokoe HachlleHHe
Tpancheppuna (> 45%) xapakTepHO ISl HACJIEICTBEHHOT0 reMoxpomaTtosa [213, 218].

Bo3moxkHO couetanue cuHApoma meperpy3ku skenesom u AWI (B ToMm uMcne mnpu
TeTEPO3UTOTHOM HOCUTEIBCTBE MyTaluil B reHe HFE), 4To MOXKET BIUATh HA TEYEHHE U IIPOTHO3
[219].

Pexomenayercsi y BcexX manMeHTOB NpU BbigBJIeHUM AUWNI mpoBecTM CKpHMHHMHI
ayTOUMMYHHOTI'O THPEOHIMTA (oNpeaeaeHre B KPOBH THPEOTPONHOIO TOPMOHA U AHTHTEJI K
THPEONEePOKCHIAa3€e) U PACCMOTPETh CKPMHHMHT LEJHMAKUH (onpefeeHHe B KPOBH AaHTHTEJI K
TKaHeBO# TpaHcriayTamuHase aHTH-TTT IgA) nj1st MX CBOeBpEeMEHHOT 0 BBISIBJICHUS ﬂl\[Kl], 90,
220].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJabCTB 4).

Kommenmapuu: Y Bcex mnauumeHToB npu BbisBieHMH AW HeoOXomumo mnpoBecTH

CKPUHUHI ayTOMMMYHHOI'O THUpEOMJUTa (YUMUTHIBas €ro BBICOKYIO PpacIpOCTPaHEHHOCTb) U
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paccMOTpETh  BBINOJIHEHHWE CKPUHMHITA IENWakud (y4UThIBas pacHpOCTPAHEHHOCTh H
KJIIMHUYECKYIO 3HAUUMOCTb JAHHOT'O COUETaHUs) JIIsl UX CBOEBPEMEHHOT'O BBISBIICHUS.

AyTOUMMYHHBIH TUPEOUIUT SBIISETCS HAMOO0JIEE YaCTO BCTPEUAIOIIHUMCS ayTOUMMYHHBIM
3aboneBanueMm nipu AUL [71, 73, 221].

Baxxnocts BbIsiBIeHUs nenuakuu y nauueHToB ¢ AU mmeer ocoboe 3HaueHue. IT0
o0bsicHsieTcss 10-KpaTHBIM NOBBILIEHHMEM PpPAacHpPOCTPAHEHHOCTH LEIMAKUM B CpPaBHEHUU C
NONYJIALMOHHBIM [74, 75] U BO3MOXHOCTBIO TOJIOKUTEIBHO MNOBIMATH Ha TedeHue AUIL ¢
MOMOUIbI0 Ha3HAUYEHUsI OE3MNIIOTEHOBOM JMEThl y MOAOOHBIX MAlMEHTOB C KOMOPOUIHOMN
nuenvaxkuen [222].

Jlis mepBUYHOIO CKPUHMHIA IIEJIMAKUM B IPyNNAaxX pUCKa MPEAaraercs UCIOJIb30BaTh
aHTHUTENa K TKAaHEBOU TpaHcriayramuHasze aHTu-T11 IgA [223, 224]. CKpUHUHT ayTOUMMYHHOI'O
TUPEOUIUTA TPEAINoIaraeT ONpeaeieHne TUPEOTPOIIHOTO TOPMOHA M QHTUTEN K TUPEOUTHOM

nepokcugase [90, 225].

e Pexomenayercsi nmpu BO3HHKHOBEHHH IOJ03PEHHIl Ha pa3BUTHE KOMOPOHMIHOIO
HMMYHOOIIOCPEIOBAHHOI0 3a0ojieBanust y mnanuenta ¢ AHUDI  obecneyutsn
KOHCYJIbTAUMI0O NPOPHUIBLHOIO  CHenHaJucTa  (peBMaroJsior, IyJbMOHOJIOT,
reMaToJior, 3HIOKPHHOJIOr, AepPMATOJIOr, O0(TanbMOJIOr, ANJIEProJior) ¢ NeJbio
CBOeBpeMeHHOIi Juarnoctuku [1, 2, 226, 227].

YpoBenb  yOenutenbHocTH  pekomenganmuii  C  (ypoBeHb  /10CTOBEPHOCTH
A0KA3aTeJNbCTB ).

Kommenmapuu: 1llpu xypauuu nanueHtoB ¢ AWIT HeoOXoaum BBICOKHI ypOBEHB
HAaCTOPOXKEHHOCTH B OTHOLICHUM BBISBIECHUS KOMOPOUAHBIX HMMMYHOOIIOCPEIOBAHHBIX
3a00JIeBaHUM, B IEPBYIO OUEPE/Ib PEBMAaTHUECKUX (PEBMAaTOUIHBIN apTpUT U Apyrue 1updy3Hbie
3a00JIeBaHUsS  COEAMHHUTENBHOW  TKaHW), racTpodHteponorndeckux (B3K, wuenmaxus),
NyJbMOHOJIOTHYECKUX  (puOpo3upyronmii  anbBEOJUT), TIeMAaTOJOTHYECKUX (MMMYyHHBIE
LUTOINIEHNH) U SHAOKPUHOJIOTHYECKHX (cM. pa3zaen 1.2.2). 3anono3puTh pa3BUuTHE KOMOPOUIHON
MATOJIOTUU CJIEyeT Ha OCHOBAaHUM KJIMHMYECKHUX U J1a0OpaTOPHBIX JaHHBIX, YKAa3bIBAIOIIUX Ha
pa3BUTHE BHEMIEUCHOUYHBIX MPOSIBIICHHUH, HE COOTBETCTBYIOIUX OOBIYHO HAOII01a€MBIM B paMKax
BHEIMEYCHOUHBIX MposBieHnid AW n1ubo XapakTepu3yromuxcs HEJOCTaTOYHBIM OTBETOM Ha

cTraHmaptHyro Tepanuto AUI'.

2.3.3 UMMVHOJOrHYecKass TUArHOCTHKA
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e Pexomenayercsi uccieq0BaHue YPOBHS HUMMYHOIJI00yJUHOB Kjaacca G m (Wim) y-
rJ100yJIMHOB B CHIBOPOTKe KpoBH Y nauuenToB ¢ AUT" u npeanonaraembim AUT nast
AMATHOCTHUKH 3a00eBanus [2, 80, 228, 229].

YpoBenb yOeauTebHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEpPHOCTH
J0KAa3aTebCTB 2).

Kommenmapuu: 1gG u y-rno0ynuHB — BaKHBIE TUarHocTHdeckue mapkepsl AUT [1, 1].
AWD' uCcXOgHO oOmMHMCaH KaK TUNEpraMMarioOyJTWHEeMHUYECKHi TeNaTUT, HO TIOBBIIICHHUE Y-
ro0ymuaoB nipu AUIDT 00yclioBieHO NMPEUMYIIECTBEHHO MONMHKIOHAIBHBIM IgG, B MEHbIICH
crenienn IgA [230]. IToatomy B mocnennue roasl omnpeaenenue IgG nnsa nuarnoctuku AUD
IpeJICTaBiIsIeTCs MPEANOYTUTENbHBIM, U UMEHHO IgG BXoauT B tuarHoctudeckue kputepuu [ 178].

CriemyeT NOMHHTB, YTO COJIEpKAHUE Y-TTI00YIMHOB B KPOBU MOKET OBITh MOBBILIECHO MPU
paznuunbix X3I1, B ocobernnoctu npu LT m060it stnonoruu [231]. Hopmanbhslii yposens 1gG
Wik Y-TI0OYJIMHOB He wuckimodaer guarno3 AUID [90, 147, 230, 232]. B xpymuom KU,
BritouaBuieM 1318 mamuentoB ¢ AUI, y 10% u3 Hux orcyrcTBoBano nossiiieHue IgG mpu
BhbIsiBJIeHUHU 3a001eBanus [230]. CyiiecTByIOT JaHHBIE, yTO 00Jiee HU3KUM ypoBeHb [gG sBisieTcs

peIUKTOpOM Oosiee ycToiunBoii pemuccuu [116, 228, 230].

e Pexomenayercsi BHINOJIHUTL BCeM NManMeHTaM ¢ npeanojaraeMbiM AUIT ¢ neabro
AUATHOCTHUKHM W AU depeHunaNbHOH IMATHOCTUKH ONpee/ieHHe ChIBOPOTOYHbIX
ayTOAHTHUTEJ MeTOAOM HenpsaMoii uMMYyHOproopecueHunu (HPU®): AHA anturen
Ha kJueroyHoii JuHuuM HEp-2 (ANA, omnpenesneHue coaep:KaHus AHTHTE] K
anTureHam siapa kijaerku u JHK); antu-LKM-1, onpenenenue cogep:;kaHus aHTUTE
K aHTUIeHaM MHKpocoM B kpoBu), AI'MA (ASMA, onpeaeineHue coaep:KaHHsA
AaHTHTEe]l K AHTUIeHAM MbIIIeYHOH TKaHM B Kposu); AMA (ompeneinenue
COJEPKAHMA AHTUTE] K aHTUTeHaM MUTOXOHpHii B KpoBH) [2, 6, 233, 234].
YpoBenb  yOenurTenbHOCTH pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH

JI0KAa3aTeabCTB 3).

Kommenmapuu: BpIsBIeHWE OJHOTO WM HECKOJIBKMX ayTOAHTHUTEN Yy MAIllMEHTOB C
XapakTepHOW CHMOTOMATUKOH U OMOXMMHYECKUMH HM3MEHEHUSMH SBISAETCS  Ba)KHOM
cocTaBisrolIe mocrtaHOBKM JuarHo3a AMWIT u crmocoOCTByeT NpPOTHO3MPOBAHUIO TEUCHHS
3abomeBanus [1, 1, 135].

[Tockonpky  OOJIBIIMHCTBO  MOJEKYJSPHBIX ~ MHUIIEHEH  ayTOAHTHTEN  OCTArOTCS
HEOXapaKTepu3oBaHHbIMH, MeToa HPU®D ob6nagaer HauOOMNbINEeH YyBCTBHUTEIBLHOCTBIO IS
BbIsBIEHUsT ayTtoaHTuTen [235, 236]. [nsa BoisiBnenus AHA npu  guarHoctuke AUD

pekoMeHn0BaH Meron HPH® Ha KiIeTkax 4Yel0OBEYECKOM IIEPEBUBACMOW SIMTEIINAIBHON
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kierouHor TuHud HEp-2 (CHHOHMM — aHTHHYKJI€apHBIi (DaKTOp), BBISBIISIONINN MaKCHMaIbHBIN
cnexktp AHA knacca IgG. OuenuBath pe3yibTarhl BeisgBiieHuss AHA ¢ nomompio HPU® cnenyer
B COOTBETCTBUU C MexyHapoJHbIM KoHceHcycoM 1o martepHaM AHA (International consensus
on ANA patterns, ICAP) [237, 238]. WzonupoBanHoe BbIsBIecHHEe AHA cnemyer
HUHTEPIPETUPOBATh C OCTOPOKHOCTHIO, CHEHMU(PUUHOCTh cocTaBisieT nuinb 75%. AHA wuacro
BBIABIIAIOTCS y nauueHToB ¢ I1bX, peBMaTuyeckoi Maronorued, BUpyCHbIMUA I€lIaTUTaMHU, IIpU
HEAJIKOToJIbHOU xkupoBoit Oonesnu neuenu (HAXBII) u ankoronsHoM renatute [6]. AHA moryT
ONPEACIATHCA y KIMHUYECKHU 30POBBIX JIULI, 4 YACTOTA BBIABIICHUS 3HAYUTEIBLHO YBEIMYNBACTCS
¢ Bo3pactoM [6]. Hambonee xapakrepro mis AWIT coueranme AHA u AI'MA, koropoe
YBEITUYMBACT JUATHOCTUYECKYIO TOUYHOCTh oOcienoBanus 10 75% [239].

[Tpu Hanuuum anturen, xapakrepusix i [IBX (AMA, antu-gp210 u antu-spl00), B
HPU® BeisBmstorcs AHA ¢ tumamu cBedeHnst AC-21, AC-12 u AC-6 B COOTBETCTBHH C
HoMeHkJatypoil ICAP [237]. B monoOHBIX ciaydasx Henb3s yuuThlBaTh Hamumuume AHA kax
npusHak AWUI npu ucnonb3oBaHUM TMAarHOCTUYECKUX cucTeM, nogaepxanubix IAIHG [235, 237].

s onpenenenus antu-LKM, ATMA u AMA pexomenayercs ucroisb3oBatb HPU® Ha
KOMILJIEKCE KPUOCPE30B TKAaHEH IeYeHW, MOYKU M Me4YeHU JabOpaTOPHBIX >KUBOTHBIX, UTO
MO3BOJISIET YJIYYLIMTh YyBCTBUTEIBHOCTh BBISBICHHS ayTOAHTUTEN OJyiarogapst BO3MOXXHOCTHU
COOTHECTH peaklUH B pa3HbIX TKaHAX [236]. [Ipu ucnonszoBanuun HPU® Ha TpoiiHOM cyOcTpare
AI'MA BeuBmsitorcss 'y 63-85% B3pocnbix maumeHtoB ¢ AUDT 1-ro tuma [239, 240].
CrienupMuHOCTh UX HU3KA, IOCKOJIBKY W30JIMPOBaHHAs MO3UTUBHOCTL M0 AI'MA Takke onucaHa
npu [ICX, BuUpycHOM rematute U ajakoroibHoM Oosne3nu nedeHu. Coueranue AIMA u AHA
aBIisieTcs HanOoJiee XapakTepHbIM cepojiorndeckuM npuszHakoM AUID 1-ro tuna: BcTpewaercs
npumepHo B 50% ciyuaes [235, 239, 241].

AnTH-LKM-1 sBistotes ceponornueckum mapkepom AUI 2-ro tuna u HaOdromar0TCs B
12-38% nenuatpuueckux popm 3aboneBanus, yacto coBMecTHO ¢ aHTU-LC-1 [242]. AnTuTena x
LKMI1 He Bcrpeuatorcs coBMecTHO ¢ AHA u ATMA, kpaitne peako ormeuarotest npu AUL y
B3pOCIBIX, TouTH He BeIsIBIsItOTCA ipu [IBX u [ICX, omHako moryT 66T 00HapyxkeHBI Y 5—10%
narenToB ¢ BI'C, ocobeHHo monyyaBmuX HHTephEpoH-coIepKaliue cxembl Tepanuu [243].
OcHoBHbIM aHTUreHOM aHTUTEN K LKMI1 sBngercs nuHENHHBII HMMYyHOJOMHMHAHTHBIM SIUTOI
nutoxpoma P450 2D6 (CYP2D6) [244]. Meton HPU® Ha TpoiiHOM cyOcTpaTe BBISBISET TaKKe
penkue Bapuantel aHTU-LKM anTuren, B Tom uncie — LKM-2 (CYP2C9) u LKM-3 (UGT1A).
IIpy mosyyeHuU MOJIOKUTEIBHBIX PE3YJIbTATOB CKPUHUHIOBOro omnpeaencHus aHTu-LKM B

HPV® Ha TKaHEBBIX Cpc3ax BO3MOIKHO BBIIIOJIHUTHL HCCIICAOBAHUC CHGHI/Iq)I/I‘ICCKI/IX AHTHUTCII K
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LKM-1, -2 1 -3 ¢ HOMOIIBI0 MOATBEPKAAOITNX METOA0B TBEP10(ha3HOTO UMMYHHOTO aHAIM3a
(MDA, ummyHnoOnoTTHHr) [6].

OtcyTcTBHE BBILLIEYKa3aHHBIX ayTOAHTUTEN He HckirodaeT auarHo3 AUI, Ho 3Haunmo
CHU)KAET €ro BEPOSATHOCTD.

AMA mnamnpapiieHbl Ha OKHUCIIUTENbHbIE ()EPMEHTHl BHYTPEHHHUX M BHELIHUX MeMOpaH
MuToXOHApuil. Onucano nopsaka 10 pasHoBUAHOCTEH, cocTaBisOIMX ceMelicTBo AMA, u3
koTopbix Uit IIBX BBICOKOHW amMarHocTuyeckod chenuduuHocThio oOmamaror AMA-M2,
HarpaBjeHHbIC MPOTUB (DEPMEHTOB NHUPYBAT-IETHAPOreHa3HOro Komiuiekca [245]. Hamuuue
AMA wmoxer ObITh 3amono3peHo mo pesynbratamMm HPU® na kierounoit muHuu HEp-2
(MUTOXOHJpUANBHOE IUTOIUIa3MaTH4eckoe cBeuenune, AC-21). Kpome Toro, oHu MoryT OBITH
oOHapy>keHbI ¢ momotibio HPU® Ha TpoitHOM cyOcTpaTe KpHOCpe30B TKaHEH KpbIchl [237].

Jlis moaTBepkIeHUsT MOJIeKyJIApHO# crienupuyHoctd AMA-M?2 00bIYHO MCHONb3YETCs
NOA unu ummyHoOn0TTHHT. AMA-M2 BX0oasT B kputepuu auarnoctuku [16X, u ux BeisiBieHue
B BBICOKOM THTpPE OY€Hb XapaKTepHO AJis 3Toro 3aboneBanus. AMA-M?2 BcrpewaroTes y psana
MAIMEHTOB C CUCTEMHBIMHU 3a00JIEBaHUSIMHE € BBICOKMM puckoM pazButus [1bX. Taxke AMA-M2
orMmeuarorcst y 3—6% ciayuaeB AUIL' 1-ro Tuna, u yka3plBaroT Ha BBICOKMH PHUCK IIEPEKPECTHOTO

cunapoma AUT/TIBX [241, 246].

o Pexomenayercss nanmeHTam c¢ mnpeanosaraembiMm AWUIT nmpu oTpunareabHoOM
pe3yJibTaTe BbISIBJICHUS] OCHOBHBIX AyTOAHTHTEJ CJIeIYIOIIUM 3TANOM BBINOJHUTH
onpenenenue cogep:;kanue aHTu-SLA/LP n antu-LC-1 u onpenenenne conep:kanus
aHTHTEJ] K nuTomiasMe HeirpodpmiaoB B kpoBu (AHIIA) niasi AMATHOCTHMKH H
nudpdepenunanbuoii nnarnoctuku AUL [2, 6, 233, 234, 247].

YpoBenb  yOeguTeabHOCTM  pekoMeHaaumii B (ypoBeHb  /10CTOBepHOCTH
A0KA3aTeNbCTB 4).

Kommenmapuu: OCHOBHBIM aHTUTEHOM aisi aHTuTen K SLA/LP sBisieTcst TUHEHHBIHA
MMMYHOJOMUHAHTHBIM snuton cepuHoBol TPHK cuntertaser [248]. Jlnsg IuMarHOCTHYECKOTO
onpezaenenus anturena kK SLA/LP ucnons3yrores npeumyniectBeHHO DA nnm uMMyHOOIOTHHT,
meTtogoM HPY® antutena k SLA/LP ne BoisiBnsitores [6]. Antutena k SLA/LP otmeuatores y 7—
33% naruentoB ¢ AWUI', o6p1yHO B oTcyTcTBHE AHA 11 ATMA. OHM CBSI3aHBI C pUCKOM Pa3BUTHUS
OCTpOM TIEYCHOYHOM HEIOCTAaTOYHOCTH, HeoOxomuMocThio B jmtenbHoM WMCT u dgacteimu
peruauBamu 3a6oseBanus [249, 250]. Autu-SLA/LP moryT, X0Ts U peniko, BIsBAATECS ipu AUT
2-ro tuna. OnHako BbIcOKas crnenuuuHocTh aHTH-SLA 1 ux oOHapykeHue Hapsdy ¢ ApYTHMHU

AQHTUTEJIAMU OTIPENIEIISIIOT BEPOATHOCTh UX BO3MOXKHOTO NMPUCYTCTBUS MPH Pa3IMYHBIX CyOTHIIAX
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AUT [239, 251]. Antutena k SLA/LP ygacto BcTpeuarorcst coBMecTHO ¢ aHTH-R052/TRIM21-
aHtutenamu [252].

Antutena k LC-1 HampaBieHbl HPOTHB BHYTPHUKIETOYHOTO (DepMEHTa TIemaTOLUTOB
MoutekysisipHoit Maccoit 62 kJla. [Ipu nmpoBenenun HPU® Ha TpoitHOM cyOcTpaTe KpHO3pE30B
TKaHeW  KpbIChI  BBIABIAETCS  XapakTepHas  LHTOIUIa3MaThyecKas  (IIOOPECICHIINS
NepUNOPTAIbHBIX  renaronuToB. OcHOBOM  BeisiBiAeHUs aHtutren k LC-1  sgBistorces
UMMYHO(EpPMEHTHBIH MeTox B UMMyHOONOTTHHT [253]. AHTuU-LC-1 oTmewarotcs y 30-50%
nanueHToB ¢ AU 2-ro Tumna, npeuMyIecTBEHHO y JIeTed U MoapocTKOB coBMecTHO ¢ LKM-1-
aHTHUTeNaMu, oJHako y 5—10% MoryT ObITh eAMHCTBEHHBIM Moka3ateneMm AUIL 2-ro tuna. Kpaiine
peaxo Bcrpedatores ripu AUI 1-ro tuna u nndexuun Bupycom renaruta C [240].

AHIIA wHanpaBieHbl TPOTUB KOMIIOHEHTOB a3ypO(HMIIBHBIX TpaHyJ I[IHTOILIA3MbI
Heiitpopunos. AHIIA, HampaBieHHble MPOTUB NPOTEHHA3bl-3 U MHUEIONEPOKCUIA3HI,
BCTPEUAIOTCS MPU CUCTEMHBIX BacKyJuTax u riaomepyionedputax, npu [ICX u B3K mumenun
AHIIA ocratoTcs He oxapakTepu3oBaHHbIMU [254]. MeTtonoMm BbiOOpa ans onpenenenus AHLA
sBrsiercst Metol HPYI®D Ha QuKCUPOBAHHBIX ATAaHOJIOM M (OPMAIMHOM HEHUTpOMIaX JOHOPOB
kpoBH. XapaktepHsie 111 [ICX AHIIA neMoHCTpUpYIOT epuHYyKI€apHBIN TUIT (PIFOOPECLIEHITUN:
BBISBJISIFOTCSL atunuuHble nepunykieapueie AHIIA (mAHILIA) [239, 255, 256]. MumeHsto
nAHIIA npu IICX (1 npu B3K) BepossTHO SBISIOTCS CTPYKTYpHBIE OenKku HelTpoduiion [257].
nAHIIA na6monarorcs y 40-80% manuenTo ¢ AU 1-ro Tumna, npeuMyIieCTBEHHO B MOJIOJIOM
Bo3pacte W kpaitHe peako npu AU 2-ro tuna [247]. B psane cinyuaeB nAHIIA sBnsroTcs
€MHCTBEHHBIM BBISIBJICHHBIM aHTUTENOM Iipu AT, Hammuue nAHILIA B3aumocBsizaHo ¢ 60bIei

yactotoi BapuanTHOro AUI (rmepexkpecTHbIi CHHIPOM C X0JieCTaTUYeCKUM 3a0oeBanueM) [61,

241].

2.4 UHCTpYMEHTAJbHBIE JUATHOCTHYECKHE MCCJIe10BAHNS

e Pexomenayercsi y manMeHTOB C MPeAnoJaraeMbiM HJIH yCTaHOBJeHHbIM AUI
BBINOJIHUTh KOMILIEKCHOe YJbTpPa3BykoBoe ucciaegopanue (Y3HU) opranos
OpromiHOM moJiocTH s BbisiBjJeHuss mnpusHakos III u III, a Ttakike
auddepeHunaNbHO  IHMATHOCTHKM C JAPYIMMH 3200/1¢eBAHUSIMH TI€YeHH H
JKeJTYeBBIBOAAIIMX MyTel, B TOM YHCJIe HCKJIIYEeHUs] 09aroBbixX o0pa3oBanmii [258,
259].

YpoBenb yOeauTebHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH

A0KA3aTeNbCTB 4).
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Kommenmapuu: 1lpoBeneHrne NEpBUYHON BU3YAIU3UPYIOIIEH JMATHOCTUKA METOJIO0M
VY31 cBsA3aHO ¢ HEOOXOJMMOCTBIO Y€ Ha MEepBbIX 3Tamax auarnoctupoBaTh LI u ero
OCJIOXKHEHUS, @ TAaKXKE BBISIBUTH NMPU3HAKU OPYTUX 3a00seBaHUil MedyeHH. JTa HEOOXOIUMOCTh
o0yclioBJIeHa YacTo BCTpevaronieiics no3aueil nuarnoctukoit AUD (6onee uem B 30% ciayyaen
nuarHoctupyetcst Ha ctaauu LI1), cBsi3aHHOM ¢ 4acThIM OECCUMIITOMHBIM TeueHueM [260].

[TaTorHoMoHMYHBIE yibTpa3ByKoBble Tpu3Haku AWI He onucansl. Ilpu Y3U Bo3moxkHO
BbIsIBJIEHHE y nanueHToB ¢ AV u3MeHeHus: CTpyKTYphl, 3XOT€HHOCTH apEHXUMBbI U pa3MEpOB
MEYCHHU, TPOSBIICHUS OYTrPUCTOCTH KOHTYypa Ie4YeHH, cIuieHomeranuu [258, 259, 261]. us
BbIsiBNIeHU [1I" mpoBOAMTCS OLIEHKA COCYI0B CUCTEMBI BOPOTHOU BEHBI, BO3MOKHA BU3yaJIU3alUs
peKaHaIM3UPOBAHHON MyIIOYHOW BEHBI, IOPTOCUCTEMHBIX aHACTOMO30B [158].

VYBenuueHue nepurenaTnieckux JIMMQaTnyeckux y3ioB, yacTo BoisiBisiemoe npu AUL, He
ABIIAETCS CHEIU(PUYHBIM, TaK KaK aHAJIOTUYHbIE U3MEHEHUS BCTPEYAIOTCS MPU MHOTHUX APYTUX

3a0o0eBaHusAX NeYeHH, TakuX Kak renatut C [262, 263], [IBX, TICX [264, 265, 266, 267, 268].

e Pexomennyercs y nannentoB ¢ AUI' 1o nayana UCT nposenenne T nevyenu npu
yeaoBusix akTtuBHOocTH AJIT < S BI'H B chbIBOpOTKe KpPOBM H JAOCTYIHOCTH
YKa3aHHOI'0 MeTOJa Il ONpeAe/IeHUsI MCXOAHBIX IOKa3aTeIeil )KeCTKOCTH NeYeHH U
JAaJbHeHIIero uX MOHUTOPHPOBAaHUSA B npouecce Jevenus [168].

YpoBeHb  y0eauTeIbHOCTH  peKOMeHJalmuii A  (YpoBeHb J/I0CTOBEPHOCTH
A0Ka3arTeabcTs 1).

Kommenmapuu: TO B Hacrosiiee BpeMs SBISETCA €IWHCTBEHHBIM JOKa3aHHBIM
HEMHBA3MBHBIM METOJIOM OlleHKH (ubpo3a nedenu npu AUI, npumenseTcs ais onpeneneHus
KECTKOCTU TKaHW MEUYEHHU, KOPPEIUPYeT CO CTaJAuel TMCTOJIOru4eckoro (Gpuodpos3a M mo3BOJISET
onpeaensiTh craauu pudpo3a ¢ BHICOKOW BOCIIPOM3BOAUMOCTHIO Kak npu AUI, Tak u mpu apyrux
X3I1[269, 270, 271, 272].

B kpynnom meraananmuze 16 KM c yuactuem 861 mammenta TO mokasaiia BBICOKYIO
b dexTUBHOCTH TIpH OlleHKe BhIpakeHHOCcTH (hrbpo3a mpu AU [168]. TloporoBeie 3HaueHUs
KECTKOCTH TleueHH, onpenensiembie TO nipu AWID, HE3HAUUTENBHO OTJIMYAOTCA MO Pa3JIMYHBIM
ucToyHrKaM. OnTUMalIbHbIE TOPOTOBbIE 3HAYEHHUS M0 JaHHBIM OJHOM U3 paboT cocTaBisiu 6,27
klla nns craguu F2, 8,18 klla — ans cranuu F3 u 12,67 klla — nnst cranuu F4 [273]. B apyrom
KU nonyuens! noporossie 3HaueHus 6,45 klla — qns F2, 8,75 klla — nns F3 u 12,5 klla — ans

F4 [270].

o PexomennoBano mnammentam ¢ AWI' npum HegoctymHoctm TD BBINOIHATH

YJIAbTPa3BYKOBYIO JIacTorpaguio caBurosoii BoJHbl (2D-SWE) (npu nocrynnocTn
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3Toro Meroaa u akTuBHocTu AJIT <5 BI'H B chiBOpOTKEe KPOBM) 1JIs1 ONpeaeIeHusl

HCXOHBIX NMOKAa3aTeJ el :KeCTKOCTH MeYeHHU U JaJIbHell1ero uXx MOHUTOPHMPOBAHUS B

npouecce JedeHus [274, 275, 276].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauumi C  (YpoBeHb  /I0CTOBEPHOCTH
J0KAa3aTeJabCTB 3).

Kommenmapuu: llpennonaraercs, 4YTO M3MEPEHUE IKECTKOCTH TKAHU II€YCHU
MOCPEJICTBOM METOAMK CABUTOBOM BOJHBI (2D-SWE), KOTOpbIMU OCHAIIEHBI COBPEMEHHbBIE
yIBTPa3BYKOBBIC ammapaThbl, COMOCTAaBUMO IO CBOEH TOYHOCTH ¢ TO, OJIHAKO JaHHBIE 10
narueHTam ¢ AUI orpannuensl. B uccnenoBanuu J. Zeng ¢ coaBT. IJI0Ma1b O KPUBOK OIIHOOK
(AUROC) nns 2D-SWE nnst crapmii >F2, >F3 u F4 cocrasnsn 0,85, 0,85 u 0,86 cOOTBETCTBEHHO
[274]. B npyrux pabdorax cooOuianoch o cxoanbix 3HadeHussx AUROC (B nuanazone ot 0,781 1o
0,84) 1 6Gosiee BBICOKOH ITPOTrHOCTHYECKOM 3(PPEKTUBHOCTH 110 CPABHEHUIO C HEMATEHTOBAHHBIMU

nabopaTOpHBIMU WHEKcaMH 1o orieHke pubdpo3a APRI u FIB-4 [275, 276].

2.5 Mopdosornyeckas nuarnocruka AU

e Pexomennayercs npu nogo3penun Ha AUI" BbINOJIHUTH OMONCHIO TIEYEHH U TATOJI0T0-
aHATOMHYeCKOe HCCIeJ0BaHUe OHMONCHMIHOIO0 MaTepHajia TKAHM TMeYeHH [0
HaszHaueHus1 UCT c nesbio ycTtanoBJieHus1 imarunosa [2, 185, 277].

YpoBenb  yOenutenbHocTH  pekomenganuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTelbCTB 5).

Kommenmapuu: Jlnarnoz AVI" MOXHO yCTaHOBUTH TOJIBKO IIPHU YCIIOBUU BBIOJTHEHUS
MOP(}OIOTHUECKOTO UCCIeOBaHMs. [ UCTOJOTHYECKHE JaHHBIE SBISIOTCS 00sS3aTeIbHBIM
kputepueM auarnoctuku AUT, mpu aToM OMoricHst TeueHun J0HKHA BBITOTHATHCS 0 Ha3HAYCHUS
NCT (mpu OTCYyTCTBMM aOCOJIOTHBIX MPOTHBOIOKA3aHUM K BBITOJIHCHUIO WHBA3WBHOU
MpOLIEIypPbl).

HCT moxer ObITh HayaTa 0e3 OMOICHU TMEUYEHU MPHU BECKUX momo3peHusx Ha AUL u
HEOOXOJUMOCTH  MPOBENEHUS  HE3aMEMJIUTENbHOIO  JiedeHHus  (ocTpas  MeueHOouHas
HEJ0CTaTOYHOCTh). B 3TOM ciyuyae pekoMeHayeTcs NMpoBeAeHHEe OMONCUM KaK MOXKHO paHbIle
MocJie Havana JieueHus (Ipu OTCYTCTBUU MPOTUBOMOKA3aHUN).

[ToBTOpHYIO OMONCHIO II€ECOO0Pa3HO MPOBOAUTH B CIydyasX pelIeHUs Bompoca 00
ormene/koppekiuu UCT nnu Heo6xoauMocTH aanbHeimen nquddepeHnnanbHOl TMarHoCTUKN
naTojoruu neueHu. Heo0xoaumMocTh npoBeieHNs TOBTOPHOM OUOIICHH OIpeesieTcsl B KaKI0M

cllydae JedalliM BpadyoM WM KOHCUIMyMoM [185].
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e Pexomenayercssi mnpm MNaToJ0ro-aHATOMMYECKOM HCCJIeA0BAHMH OHONCHITHOTO
MaTepHaja TKAaHU NedYeHH (GopMyJIHMPOBATH 3aKJIIOYEHHE KaK «BepoATHbIH AUI'»,
«B03MOxkHbIIT AU 1 «AUI" MaJioBeposiTeH» C LeJIbI0 HCII0JIb30BAHUS B KPUTEPHUSIX
AMArHOCTUKH [2, 185].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB 5).

Kommenmapuu: CTporo marTorHoMOHMYHBIX Mopdosiornueckux kpurepues s AU ne
CYILIECTBYET.

TunuuyaeiM npusHakoM AUWI sBnsercs numdougHas BocnaauTeldbHas HHQUIbTpALMS
TKAHU TEYEHH, BKIIIOYAIOLIAs CKOIUIEHUSI IIa3MaTUYECKUX KIIETOK. XpoHudeckoe Teuenue AU
OOBIYHO XapaKTEPU3yETCs JOMHHHUPYIOUIEH MOPTAIbHOW BOCIAIMTENbHON HHOUIBTpanuen c
HNepUNOpPTaIbHON  (MHTEpQEcHOM, NOrpaHUMYHON) AKTUBHOCTBIO  pa3jIMYHONM  CTENEHU
BeIpaskeHHOCTH. OcTpoe TeueHue ANI" 00bIYHO XapaKTepU3yeTcss JOMUHUPYOIEH J00yIsipHON
muMdorutazMonMTapHoi HHUIBTpanKel, Jame B BUAe (OKAJIBHBIX U OYaroBBIX HEKPO30B; Ha
paHHEM 3Tale MOTYyT NPUCYTCTBOBAaTh HEUTpO(DUIbHBIE JeWKOUUTHL. [Ipu 3TOM OTCYTCTBHE MK
HaJINYMeE JIMIIb IMHUYHBIX [UIa3MaTHYECKUX KIETOK He uckiouaeT octpbiii AU Jlns nebrora
AUI" xapakTepHO LHEHTPOIOOYISIpPHOE TOpasKEHHE.

Cormacio Koncencycy, mnpoBeneHHomy EBpomeiickoit  cripaBOYHOM CEThIO 11O
renatosiornueckuM 3adoneBanusiM (European Reference Network on Hepatological Diseases) u
EBponeiickum obmectBom naronoros (European Society of Pathology) [185], AUI' cuurtaercs
BEPOSATHBIM, €CIIM UMEETCH:

— NPEUMYIIECTBEHHO NOPTAJIbHBIN TMMQOIITIa3MOLMTAPHBIN FeNaTUT ¢ O0JIee YeM JIeTKOU
nepunopTanbHoil (MHTEp(ECHOM, MOTpaHUYHON) AKTHBHOCTHIO M (WJIM) OoJjiee 4YeM JIeTKUU
JOOYJSIPHBIA TeNaTUT MPH OTCYTCTBUU TMCTOJIOTMYECKUX MPHU3HAKOB, YKa3bIBAIOIIUX HA JPyroe
3a00JeBaHNE TICUCHH;

— MIPEUMYILIECTBEHHO 00y JISIpHBIHA renaTuT (c HEHTPOIOOYISIPHBIM
HEKPOBOCHAIMTEIbHBIM MPOLIECCOM MM 0€3 HEro) U MO KpalHell Mepe OAHUM M3 CIeIyIOIINX
NPU3HAKOB: MOPTAJIbHBIN JTUMQOIUIa3MOIMTAPHBIN IrenaTuT, NEePUopTanbHblil (MHTEphEHCHBIH,
NOTPAaHUYHBIN) FeNaTUT WIK NOPTaIbHbIN (UOPO3 MPU OTCYTCTBUH T'MCTOIOTMUECKUX MPU3HAKOB,
yKa3bIBaIOIUX Ha Apyroe 3aboneBanue nedenu [185].

Mopdonoruueckne NpU3HAKM — SMIIEPUOIIONE3a M PO3ETKOOOpa30BaHUS  4acTo
Habmonatorcs mpu AU, HO B HacTosIIee BpeMs He CUUTAIOTCA BhicoKociennpuaabivu utst AU,

MIOCKOJIbKY BBISBIISIFOTCS] M IPU APYTHX 3a00seBaHusx nedenu [185, 278, 279].
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IIpu AUI" ¢ ocTpoil TNEYEHOYHON HEAOCTATOYHOCTHIO TMOPAKEHUE JIOKAIM3YETCA
IPEUMYIIECTBEHHO B LIEHTPOJOOYJSAPHBIX (TPETbUX) 30HaX [JOJIEK M XapaKTepu3yercs
BOCTIJINTENBHON MH(UIbTpanMel, 9acTo 60raTtoil miazMaTuyecKUMH KIIETKAMH, HEHTPAIbHBIM
NEPUBEHYJIUTOM, MAaCCUBHBIMU OYaroBbIMH HEKPO3aMH M, pexke, TUMPOUAHBIMU (DOILTUKYIAMU
[280].

['ucronoruueckast auarnoctuka AWID ocymiecTBiisieTcss B paMKax CTaHIAPTH30BAHHOIO
MOP(OJIOTHUECKOTO HCCIIEOBaHUSI OMONTAaTa MEYeHH AJsl CBETOBOW MHUKPOCKOMHUH, OOBIYHO
BKJIIOYAET CIIEAYIONIUE THCTOJOTMUECKUE OKPACKU: a) FeMaTOKCUIIMH U 303UH, 0) PAS-peaxus,
B) PAS-peakuus ¢ amunasoi, r) mo Maccony (Masson) u (win) o Ban I'uzony (VanGison).

AUWD' moxer codeTaThCsi C 3a00JIEBaHUSIMU TI€YEHU Apyroud stuosioruu. IlosTomy
NPUCYTCTBUE B MOp(dosornyeckoil kapTuHe OuonTaTa MeYeHW M3MEHEHWH, XapaKTePHBIX IS
Opyrux  3a0ojeBaHMi  TeyeHM  (CTeaTorenaruTa, MOPaKeHHsl  HKETYHBIX  MPOTOKOB,
renaToLeUTIOIPHOrO U HHTPAKaHAIMKYJISIPHOTO X0JIecTa3a, MepUaAyKTysipHoro ¢pudposa u zp.),
He uckmovaer nuarno3 AUI. Tak, npuszHaku >kupoBOi 0OJI€3HU MEYEHM NMPUCYTCTBYIOT y 17—
30% nmaumentoB ¢ AUI" [148, 281, 282] (cm. Taxoke pazzaen 2.8). B Takux ciydasx pekoMeHayeTcs
npoBecTd Mopdosiornyeckoe M KIMHHUKO-JIa0OpaTopHOE [1000cieloBaHMEe MalUeHTa JJis
YCTAHOBJIEHHsI COYETAaHHOM maTosnoruu nedeHu. I[lo mokasanusm ¢ uenbio auddepeHnnansHon
nuarHocTukd AWIT wnm  BBISIBJICHUS COYETAHHOM MMAaTOJIOTMHM B OHMONCHAHOM MaTepuae
IIPOBOJASTCS JOTIOJTHUTEIbHBIE OKPACKHU: OPCEMHOM Ha 3JIaCTHYECKHE BOJIOKHA, KOHTro KpacHbIM
Ha aMIJIOMJ, POJAAMUHOM Ha Melb, 1o Ilepicy Ha jkene3o0, UMOpErHanus colsiMu cepedpa Ha
PETUKYJMHOBBIE BOJIOKHA U JIp. [283].

Cornacao Koncencycy (2021), HCONB3yIOTCS CIENYIONINE TEPMUHBI:

1. ITpn npenMynIeCTBEHHO NOPTAIIBHOM MOPAKEHUU:
A. Bepoaraeii AWl — 1npu HamMuuMM ~ NPEUMYIIECTBEHHO  MOPTaIbHOU
TUM(OIUIa3MOIMTAPHON HH(UIBTPALIUU B COUETAaHUMU:
a) ¢ 6ojiee yeM JIETKUM MEePUNOPTAIbHBIM (MHTEp(ENCHBIM) TeaTUTOM;
0) niu OoJiee 4eM JIETKUM JIOOYJISIPHBIM T'€TIaTUTOM;
B) Wiy Oosiee 4eM JIETKUM JIOOYJISPHBIM M IMEPUIIOPTAIEHBIM (MHTEp(EHCHBIM,

MOTPAaHUYHBIM) TeMaTUTOM MPH OTCYTCTBUHU I'MCTOJIOTHUECKUX MPU3HAKOB, XapaKTEPHBIX

JUISL IpyTHX 3a00JIeBaHUH TIEUEHHU.

b. Bo3moxueii AWIT — 1§Opu  BBIABICHHM THCTOJOTHYECKMX  IPH3HAKOB,
CBUJIETEJIbCTBYIOIIUX O IPYrOM 3a00JI€BAHUU MEYEHU B COUETAHUH C IMPU3HAKAMH, YKa3aHHBIMH

B IIYHKTaX a, O:

45



— NIPEUMYIIECTBEHHO MOpTaibHas JuMQoriazMonuTapHas uHpuiabTpanus 0e3 Oonee
4eM JIETKOTO JIOOYIISPHOTO M TEPUTIOPTATHHOTO (MHTEP(EHCHOTO, TOTPAHUYHOT0) TeraTUTa Ipu
OTCYTCTBUH TMCTOJIOTUIECKUX MTPU3HAKOB APYTOT0 3a00ICBaHUS ICUCHHU.

B. Manosepositubiik AT — npu  HaaM4uMu NPEUMYIIECTBEHHO MOPTAIbHOU
auMdorIa3sMOIUTapHO  MHPUIbTpamuu 0e3  Oojiee  dYeM  JIETKOTO  JIOOYJSIpPHOTO H
NEepUNoOpTanbHOro (MHTEp(EHCHOT0) TemaTuTa ¥ TUCTOJOTHYECKUX MPU3HAKOB JPYTrOro
3a00J1€BaHUS [IEYEHH.

2. IIpu npeumy1ecTBEHHO J00YIIPHOM MOPAKEHUHU:

A. Bepostabiiit AUl — npu Hanu4uu NpeuMyIIecCTBEHHO JOOYIIpHOro renatuTa 0olnee
YeM JIETKOW CTENEHU BBIPAKEHHOCTH C IEHTPOJIOOYISIPHBIM HEKPOBOCIIATUTEILHBIM TIPOIECCOM
i 6e3 Hero:

a) ¥ TUMQOIUIa3MOIIMTAPHON WHUITBTPAIUY;
0) WK epUnopTaIbHOTO (MHTEP(EHCHOT0, MOrPAHNYHOI0) TeIaTHTA;
B) WIH TOPTAIBHOrO Temartuta, (uOpo3a NpHU OTCYTCTBUU THUCTOJIOTHYCCKUX

MPU3HAKOB JIPYTOH MMaTOJIOTUN TICUYCHHU.

b. Bo3moxubiit AUI" — myHKTHI @, 6 WK B IPH HAIUYUU TUCTOJIOTHYECKUX MMPU3HAKOB,
CBUJIETENHCTBYIOIINX O JPYTOM MOPaKEHUHU TIEYEHHU.

B. Manosepositupiii AT —  noOynsipHOEe  BOCHaJIEHHE JIO0OM  CTENmeHu C
HEHTPOJIOOYISIPHBIM HEKPOBOCIIAJIECHWEM WKW 0e3 Hero, HO 0e3 JauMQOoIuIa3MOIUTapHOM
WHOUIBTAIMH, TIEPUTIOPTAILHOTO (MHTEP(EHCHOT0, MOTPAHNYHOT0) TeMaTUTa Uil MOPTATHHOTO
¢bubpo3a B mpUCYTCTBUH TUCTOJOTUYECKUX MTPU3HAKOB JAPYTOM MATOIOTUN TIEYECHU.

JlomyCTUMO BMECTO TEPMHHOB «BEPOSITHBIN», «BO3MOXHBIN», «MaJOBEPOSITHBIN
WCIIOJIb30BaTh AHAJIOTUYHBIC MO CMBICTY (OPMYIHUPOBKH B 3aKIFOUCHUH: «MOP(OIIOTHUYECKAS
kapTuHa cooTBeTcTByeT AMI», «Mmopdonornueckas kaptuHa He mnpotuBopeduuT AUy,
«mopdonorndeckux npuzHakoB AUNIT He oOHapyxkeHo». OgHaKO C€ y4YeTOM TOTO 4YTO
MATOTHOMOHUYHBIX MopdoJiorndeckux mnpuzHakoB AUI He cymecTByer, mogoOHbIe (pasbl B
3aKJTIOYEHUU B OOJIBINIEH CTETIEHW MOTYT BBECTH KJIIMHHIIMCTA B 320y KJaeHuE (TTOCKOIBKY OoJee

OIHO3HAYHBI ITPU MMOATBCPKACHUHN UJIN UCKIIFOUCHUUN TUAarHo3a AI/IF)

e Pexomenayercs mnpM NaToa0ro-aHATOMHYECKOM HMCCJA€I0OBAHUM OMOICHITHOIO
Marepuajia TKaHM TledeHH mnanueHta ¢ AHWI ouneHuMBaTh AKTHBHOCTH
HekpoBocnajieHuss (A) u craguw ¢uoposa (F) ¢ wmenb0 MOCTAaHOBKH JAHATrHO3a,
CTaAUPOBaHUA 3200/1€BAHNS U ONpelesleHNs] TAKTUKY BeleHus nauuenra [2, 185].
YpoBenb  yOenutenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJabCTB 5).
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Kommenmapuu: JIns oueHku rucrosiorudyeckor aktuBHOcTH AUNIT (A) m crenmeHun
¢ubpo3sa (F) meuenn BO3MOKHO HCIIONIB30BATh pa3indHble akTyaiabHble cucteMbl (METAVIR, o
Knodell, Ishak, mp.). Jnst ynobcTBa comocTaBlieHUss ¢ HEUHBA3UBHBIMU JTAHHBIMU M TIPUHSITHS
pemieHuit 00 W3MEHEHMM TAaKTUKW JIedeHHs i1 OLeHKH (ubposza mpeacTaBisercs
MPEANOYTUTENBHBIM HcIIONb30BaTh IKany METAVIR (mockonbKy MeETOIbI HEMHBA3UBHOM
MarHOCTUKU (uOpo3a MeYeHn BAIUIU3UPOBAINCH MPEUMYIIECTBEHHO ITyTEM COMOCTABJICHUS C
nanubivu 110 mkane METAVIR), a 11 olieHKH HEKPOBOCIIATUTEILHOM aKTUBHOCTH — HHJIEKCA
rucrosiorndecko aktuBHocTH (MI'A) mo Knodell (3roT meTtonm Bomien B KpUTEPHH OLICHKH
pemuccun) [92, 283, 284, 285, 286] (cm. npunoxenust ['4-1°6).

Koncencyc International AIH Pathology Group (2022) mnpeanaraer misi OICHKH
aktuBHOCcTH AU mcnonp3oBats moguduuumpoBanusiii UT'A K.G. Ishak [185, 287] u Bbinensts
kareropu: A (IEpUNOPTaIbHBIA WIM TIEPHCENTAIbHBIA HHTEep(dEHCHBI renatut), B
(MocToBuHbIe HEKpO3bl) U C ((okalbHbIE HEKPO3bI, allONTO3 M OYaroBOE BOCIAJCHHE). JTa
METOAMKA JIOIyCTHMA JJIsi MOpQOJIornuecKkor omeHku aktuBHocTH AUI, HO mpexacramisercs
MEHee BOCITPOU3BOAMMON B KIIMHUYECKOM MPAKTUKE B CPABHEHUH C OOIIECTIPUHATHIMU CUCTEMaMU

METAVIR u UT'A o R. Knodell.

o Pexomenayercst y nanuenToB ¢ npeanonaraeMbiM AUI B 1MarH0CcTHYECKH CJIOKHBIX

U HeolpeIeJeHHbIX CJIy4YasX AJsl NOBbIMIEHUs HH(OPMATHBHOCTH HCIOJB30BaTh

MeTOAbI HUMMYHOTUCTOXMMUYECKOT0 (U1X) HCCIIeI0BAHUS (maroJioro-

aHATOMHYECKOe MCCieJ0BaHUe OMONCHIHOIO MaTepHaJia Ne4YeHH ¢ NMPHMEHEeHHeM

HUI'X-meTonoB) 1Jisi 00HApPYXKEHHMA IJIA3MATHYECKMX KJIETOK M NMPH3HAKOB JPYrHX

3a0o0JieBaHMi IeYeHH B LeJIAAX BbISIBJIEHHUSI IPU3HAKOB Ay TOMMMYHHOT'0 3a00J1eBaHU S

neveHu u (uim) ero 1udpepeHuaIbLHOIN AUarHocTuku [279, 288, 289].

YpoBenb  yOenurTenbHOCTH  pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJabCTB 4).

Kommenmapuu: WI'X-uccnenoBanue OuonTaTa MeYeHM B PYTUHHOM KIMHUYECKOM
IIPaKTHKE He ABIIeTcs 00s13aTenbHbIM. Heo0X0MMOCTh €ro MpoBeAeHHSI OTIPEAEIISETCS B KaXKI0M
Cllydya€ MWHJIUBUIYaJbHO TIIPM HEAOCTATOYHOCTH JAHHBIX, IIOJO3PEHMM HAa COYETAHHYIO
ayTOMMMYHHYIO [IaTOJIOTHIO, CJIOXHOCTU HWHTEPIPETAllMM TUCTOJOTMYECKMX W3MEHEHHH U
HeoOxoaumocTu U depeHanbHoil JUarHOCTUKN ¢ apyruMu 3aboneBanusimu [283]. Ilo
JTaHHBIM peTpocnekTuBHOM pabotel UI'X-uccnenoBanne CD138 cymiecTBEHHO MOBBIIIAET
BBISBIIIEMOCTh TUIa3MAaTHYECKUX KJIETOK B OMomnTarax neueHu nauueHToB ¢ AUL nmo cpaBHeHUIO

C pyTUHHBIM OKpALIMBAaHUEM I€MaTOKCUJIMHOM-303UHOM [288].
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ITpu nuddepeHnnanbHON TMArHOCTUKE XOJIECTATMUECKUX MOPAKEHUM MEeYeHH WINM UX
couetanus ¢ AUI xenarenpHbIM siBisieTcs nposenenue NI X-nccnenoBanus TKaHEBBIX CPE30B C
muToKkepatuHoM-7  (cytoceratin-7, CK7) nnst  oOBEKTMBH3AIMHM  XapakTepa IOpPaXKECHHUs
relaToLUTOB U CTEIIEHN BOBJIEUEHHSI B IIPOLIECC JOOYIISIPHBIX U MOPTAJIbHBIX KEITYHBIX IIPOTOKOB.
CK7-n070KUTENBHBIE NEPUIIOPTAIBHBIE TENAaTOLMUTHI SBJISAIOTCS NPU3HAHHBIMU IPHU3HAKAMU
XPOHUYECKOI0 XO0JIECTA3a, U UX HAIWYUE MPEAINONIAracT PaCCMOTPETh aJIbTEPHATUBHBIN TUArHo3
WM nepekpectHbie cuHApomsbl [290]. Cienyer OTMETHTH, YTO 3TOT NPU3HAK XPOHUYECKOIO
xoJsiecra3a 0oJbllie TepseT CBOI TMAarHOCTUYECKYIO LIEHHOCTh IIPU HAJIMYUU TsKesaoro Gguoposa
win UII, xorga mMoxHO HaOmr0naTh Hecrnenu(pUUecKoe HAKOIUIEHHUE ME[b-aCCOLMMPOBAHHOTO
O6enka u CK7-MO3UTHUBHOCTH HE3aBUCUMO OT 3THosioruu 3abosieBanust [290]. Ilpennaranuch
rucronorudeckue kpurepuu AWUI, ocHoBaHHBIE Ha MHTEP(ENCHO-10JIBKOBOM BOCHAIUTEIBHON
AKTUBHOCTH, KOJIMYECTBE IUIA3MATHYECKUX KIIETOK, OTCYTCTBHUM IPU3HAKOB IOBPEXKICHUSA
KETYHbIX TPOTOKOB U OKpallluBaHUS Melb-accouuupoBaHHoro Oenka/ CK7, koTopble
MPOJIEMOHCTPUPOBAIIA BBICOKYIO UYBCTBUTEIBHOCTH JyIsi quarHoctuku AW [279]. [lo npyrum
nanabiM, neHHocts CK7 s muddepenumanuu AU u I1IBX comuutensHa [291]. [ns
muddepennmanbaor quarHoctuku AUWID, TIBX u ITIBX/AWIT npemaranoch HCIOJIb30BaHHE
UMMYHO(EHOTUITMPOBAHMS TJIA3MAaTHUECKUX KJIeTOK (BbLsiBieHue IgG- u IgM-no3utnBHbIX) [292]
u oneHka skcnpeccuu bel-2 [293]. UI'X-uccrnenoBanue maTepualia MEUYEHH C OMpeaesIeHUEeM
IgG4-no3utuBHbIX KieTok TpeOyercs npu auddepenunanuun AU u TICX/AUDT ¢ 1gG4-
CBsI3aHHBIM TenaTtuToM (B pamkax [gG4-cBsizannoro 3aboneBanus) [294, 295].

B AMarHocTHUYEeCKH CIOXHBIX WM HEONpPEIeNEHHbIX ClIydasX B LeENsAX (OpMyJIHpOBKU
TUCTOJIOTMYECKOr0 3aKIIOYEHMs] JJIsi KOHCYJIbTUPOBAHMS MOTYT TPUBJIEKAaThCS Bpaydu-
CHEIUAJIMCThl, TPUHUMABIINE HENOCPEACTBEHHOE Yy4acTHe B MEIUIUHCKOM OO0CIEIOBaHUU U
JICYEHUU MTALIUEHTA, a TAK)KE Bpaun MHBIX MEAUIIMHCKUX OPTaHU3alMM, B TOM YUCIIE IPUMEHATHCS
TeJIEMEIULIMHCKUE TeXHOJOoruM [296]. PekoMeHnyeTcss KOHCYIbTHPOBaHUE MOP(HOIOTHIECKOTO
MaTepuaia B LEHTpaX, OOJaJaloIIuX OmbIToM Mopdosorndeckol auarHoctukun AWID, u
MpPOBEJICHUE JOMOJHUTENbHBIX HeoOxoaumbix UI'X-nccnenoBanuii B 3aBUCHMOCTH OT CIEKTpa
JIrarHoctTudeckoro noucka (onpenenenue IgG4, mapkepos BupycHbix nHpekunit — BI'C u BI'B,

[IMB, BOb, A-amunouna, bel-2 u gp.) [283, 289, 297].

e Pexomenayerca y namuentoB ¢ HAJKBII npu BbisiBJeHMH THUNMYHBIX A AUT
AYTOAHTHUTEJ] M NOBBIIIEHNUH YPOBHS CHIBOPOTOYHOro IgG BBINOJHUTH OMONCHIO
NMeYeH U MATOJI0r0-aHATOMHYECKoe HCcIeJ0BaHue OMONCHITHOT0 MATePHAJIA TKAHU

neYeHu ¢ neablo nuarioctuku AUIL [298].
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YpoBenb yOeaurTenbHocTH  pexkoMeHgauumi C  (YpoBeHb /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB 5).

Kommenmapuu: HAXBII sBnsiercs nanbonee pacrpocrpaneHabiM X3I1. AyroanTurena,
00bruH0 AHA u (min) ATMA, o6Hapy:xuBatotcs y 21-48% nanuentoB ¢ HAXBII. Kpowme Toro,
y 7-30% nauuentoB ¢ HAXKBII moxer HaGnroaaTbcsi He3HAUUTEIbHOE MOBBIIEHHE YpoBHS IgG
B CBIBOPOTKE KpoBH [298, 299, 300, 301, 302, 303, 304].

[Tpumenenue pexomennyeMbix IAIHG nuarHocTMuecKHX KpPUTEPHUEB JUISL ONPENEICHUS
AWI" gacto maer 3aBwimieHHYI0 OleHKY y mamueHToB ¢ HAJXKBII u3-3a Hecmeruduueckoro
MOBBILICHHS YPOBHS ayTOAHTUTEN, MOATOMY 1jisi AuarHocTuku AWI o0s3aTenbHO BBIMIOJIHEHUE

ouornicun nevyeHu [298].

2.6 Kpurepyuu yCTAHOBJECHUS IMATHO32

2.6.1 Kpurepuu veranonJenus nuaraoza AU

e Pexomenayercsa aasi ycraHoBjaeHusi amarHosa AUID (kak BeposiTHOro, Tak M

OKOHYATEeJbHOI'0) MCI0JIb30BaTh yNPolleHHbIe Auarnoctuyeckue kpurepun IAIHG

(E.M. Hennes c¢ coast., 2008), BkJIIOUYaOIIe HAJTUYHE AYTOAHTHTEJ, YPOBEHb

HMMYHOIJI00yJMHa G B KpPOBH, HCK/JIIYEHHE BHPYCHBIX TIeNaTHTOB H

THCTOJIOTHYECKYI0 OlleHKY OuonrTara nedenu [2, 178, 305, 306, 307].

YpoBenb  yOeguTeabHOCTHM  pekoMeHaaumii B (ypoBeHb  /10CTOBepHOCTH
10KA3aTeNbCTB 2).

Kommenmapuu: AWNIT — 570 KIMHUYECKUMH [MardHo3, OCHOBBIBAIOIIMICA Ha
0oOHapy’KEHUH ayTOAHTUTEJ, MOBBILIEHNS CBIBOPOTOUHOr0 IgG U rucrosnornyeckux naHHbIx [1].

Jns nuarnoctuku AUD TAITHG B 1993 r. Obuia npeasniokena, a B 1999 r. monuduuuposana
auarHoctuueckas cuctema [179]. DOrta cuctema wu3HavanpbHO Obuia pa3paboTaHa s
UCIIOJIb30BAaHUsl B KIMHUYECKMX HCCIECJOBAHMSIX M OKa3alach CJIOXHA /s IPUMEHEHUs B
KIIMHUYECKOH npakTuke (nmpuinoxenue ['1). Kpome Toro, B Heli 00IbII0# yIeIbHBIN BeC 3aHUMAIN
TUCTOJIOTHYECKHE KPUTEPUH, U HEKOTOPbIE M3 HUX MO3XKE MepecTalid CYUTAThCSI THUIMYHBIMU
npusznakamu AUT [185].

B 2008 r. EMM. Hennes c coaBT. Oblna MmpeuiokeHa YHpPOILEHHAs AUAarHOCTHYECKast
cucrema, noaaepxannas IAIHG [178] u pexomeHnmyemast [uisl UCIIOJIB30BAHUS KPyIHEHIINMU
renaronorudyeckumu accorumanusimu [1, 1, 135, 308]. VYmpoieHHble KpUTEpUH BKIIOYAIOT
4 KOMIIOHEHTA U MO3BOJIIIOT HA OCHOBAHUU OAJIJIbHOM OILIEHKHM MOCTaBUTh AMATHO3 «BEPOSTHBIN
AND» wm «onpeneneHusii AU (gpunoxkenue 12). YrpoieHHble KpUTEpPUN YIOOHBI JUIS

NPUMEHEHHS B KJIMHUYECKON MPaKTUKE, ObLTN BaJIMAN3UPOBAHBI B PA3IUYHBIX oMy saiusx [306,
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309, 310, 311] u TEMOHCTPUPYIOT BBICOKYIO CHEIU(DUIHOCTh U YMEPEHHYIO UyBCTBUTEIBHOCTH
[312].

Orpanr4eHreM K MPUMEHEHHIO STUX KPUTEPHUEB ABJISIETCS TO, UTO IEHHOCTh UX CHUYKACTCS
NpU aTUNUYHOM TedeHuu (cepoHeratuBHbii AUI'; AUIDT ¢ HopMansHbIM ypoBHeM IgG; AUI,
MpoTeKaromui Ha POoHEe XPOHUYECKON BUPYCHOM HH(PEKIINK WK APYTHX (DOHOBBIX 3a00JICBaHUH),
OHH HE MOTYT OBITh UCTIOIH30BaHBI IPH BapuaHTHEIX (hopmax AU (mepeKkpecTHBIX CHHAPOMAX C
XOJIeCTaTHUECKUMH 3a0ojeBaHusAMHU) (cM. pazzmen 2.6.2.), a taxke y mamuentoB ¢ OTAUI,
KOTOpBIM HeoOxoauma cpounas uauimanus UCT [1, 1, 135, 307, 312, 313].

B stux cinydasx Ttpelyercs NpUMEHEHHE KOHCUIMYMHOIO MOJAXOJAa Ji MOCTAHOBKH

Iuarfosa. B oraenabHBIX ClIy4dasax BO3MOXHO HCIIOJIb30BAHUC Ooiiee COXKHOMI JHArHOCTUYCCKOM

cuctemsl (IAIHG, 1999) [179, 312] (mpunosxenue I'1).

2.6.2 JIlmarmocTuka cepouneratusuoro AUI'

e Pexomenayercsi y cepoHeraTUBHBIX IALMEHTOB (C OTCYTCTBHEM THIHYHBIX 1 AU
ayTOAHTHTEJ) MNpPH HAJIWYMH JPYrUX Ja0opaToOpHbIX U MOP(OJIOrHYeCKUX
npuzHakoB AUI nocie uckiaoyenus Apyrux 3adosiesanuii neueHu HazHauuth UCT
ex juvantibus ¢ neaso 1uppepeHnHaAIBLHON ITHATHOCTHKH U Jedenus [314, 315, 316,
317, 318].

YpoBenb  yOegutenbHocTH  pexkoMeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
J0KAa3aTelbCTB 5).

Kommenmapuu: VlHorna y NanydeHTOB NPUCYTCTBYIOT KIMHHYECKAs CUMIITOMATHKA W
JTaHHble J1IabOpaTOpPHBIX HCCIEeNOBaHMN, NoATBepkatomue auarHo3 AWI, ogHako He
BBIABIISIIOTCS XapakTepHble antutena: AHA, ATMA, anti-LKM-1, anti-SLA/LP [316].

[To nanHBIM HEKOTOpBIX HccienoBaHui, A0 19-34% cayuyaeB npu AU y manueHToB
moryt He BbIBIATBCS AT [319, 320, 321]. Jpyrue wuccienoBaTend 3TO ONPOBEPrarT U
YTBEPKAAOT, 4yTO Jullb y 1-5% mnanuentoB ¢ AU MOTyT OTCyTCTBOBaTh JUarHOCTHUYECKUE
antutena [318, 322].

Kpome Toro, B 7% ciyuaeB pu OTAUI" u no 24% dynemuranTHOro Teuenus AUID
AHTHUTEJIA TAK)XKE MOTYT He onpeaensaTocs [323, 324]. B nanpHeieM o Mepe nporpeccupoBaHus
3aboneBanus ayroantutena (AHA u AT'MA) moryt nosiButhes [314, 315], uro mpenmonaraer
HEO0OXO0JUMOCTh TIOBTOPHOT'O OIpE/EeHHs] ayTOAHTUTEN Y CEPOHETAaTUBHBIX MAallMEHTOB, HO €0
CPOKH HE OIlpe/iesieHbl B UccieqoBaHusaX. CHekTp 0OHApyKUBAEMbIX ayTOAHTHTET MOKET OBbITh

HectanaapTHeM  [316]. Tak, anti-SLA wmoryr onpegensatees y 9-31% mamueHToB ¢
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ceponeratuBHbiM AUI [323, 325, 326], a atunuunsie TAHIIA B HEKOTOpBIX Cilydasx MOTYT
MOCITYKUTh (PaKTOPOM, MOATBEPKAAFOIINUM JUarHo3 [246].
Takum 00pa3oM, OTCYTCTBHE ayTOAHTUTEN HE SBISETCS (PAKTOPOM, OJHO3HAYHO

uckimovaronmM quarno3 AUIL wim orpannurBaromum ucrnonszopanue ['K [316, 317, 318].

2.6.3 Jlmarsocruka npu nepekpectHbIx cupapomMax AHNI m xoJecTaTHYECKHX

3a0oJeBanuii (BapuanTHbie popmbr AUT)

e PexomennoBano nanuentam ¢ AU’ u nogospennem Ha AUI' npu noBbIIEHUH

AKTHBHOCTH J1abopaTopHbIX MapkepoB xoJectaza (I® > 2 BIIH u (wam) I'T'T > 5

BIIH) wiam Hemocratounom orBere/ ero orcyrctBun Ha HUCT BbINOJIHHMTH

oocaenoBanmne s uckaodvenusi I[IBX, IICX wu apyrux npuymH XoJjecrasa:

omnpejae/ieHue COJEPKAHUA AHTUTEJ K AaHTHINeHaAaM MUTOXOHApPHH B KpoBu (AMA),
ompeJejiecHHe COJAEPKAHMS AHTHTE] K AHTHIEHAM II€YCHOYHOW TKAaHM B KPOBH

(arTHTEN K gp-210 M1 sp-100) 1 MATHUTHO-PE30HAHCHYIO XOJIAHTHONIAHKPeaTorpaguio

(MPXIIT) [52, 327, 328].

YpoBenb  yOenutenbHocTH  pekomengamuii C  (ypoBeHb  /10CTOBEPHOCTH
JA0Ka3aTeJbCTB 5).

Kommenmapuu: Jlna nanuentos ¢ AT He XxapakTepHOo nosbllieHne akTuBHocTy LD, a
s3Hauenus L[® > 2BT'H y B3pocnbix nmanuentoB ¢ AUIT nmpennonaraer BO3MOXHOCTh HaJTUUHS
xXoJiecTaTuueckoro 3aboneBanus [329].

VYposens I'TT B ChIBOPOTKE KpOBM MOKET OBITH MOBBILIEH y manueHToB ¢ AUI, uTo,
BEPOSITHO, 00YCIIOBJIEHO aKTUBHOCTHIO Tenatuta [151]. Ilpu 3ToM B GOIBIIMHCTBE CITyyaeB OH HE
npesbiiaer 5 BI'H, u nokazatenu Bo3BpamjatoTcss B auana3zoH HopMm Ha ¢one MCT. Baxno
OTMETUTh, 4TO y mnamueHToB ¢ AWI, y KOoTOpbIX HaOmroAancs IUIOXOH OTBET Ha Tepanuio,
ucxoHbli ypoBeHb ['TT B CBIBOPOTKE KPOBU ObLT 3HAUUTENILHO BBIIIE, YeM Y OOJIbHBIX € MOJHBIM
orBetoM Ha jeuenue [330]. Takum obpazom, nossimenne ['TT > SBI'H, a Takxke coxpaHeHue ee
aktuBHOCTH Ha QoHe MCT MoryT ObITh MapkepaMu XOJECTaTHUECKOTO 3a00JIeBaHUs MEYEHH Y
nanuenTos ¢ AUT.

CornacHo uccnenoBanusM, nanueHtsl ¢ AU u 1aGopatopHbIMHU, THCTOJIOIMYECKUMHU
IpU3HaKaMu xosecta3a umeroT Xyaumii oreetr Ha UCT B cpaBHeHHH ¢ GOJIBHBIME C KJIACCUYECKUM
teuenneM AUI, uto TpeOyer koppekuuu aeuenus [52].

O6cnenoBanue narueHToB ¢ AV MOJDKHO MPOBOAUTHCS IO CTaHAAPTAM JIJIsl THAarHOCTHKHU

XOJIECTATUYECKUX 3a00JIEBaHUH TIEUeHU U BKIJIIOYATH OmpesesieHne THnUIHbIX uist [IbX antuten

(AMA, anTuten x gp-210 u sp-100) u MPXIII" [327, 328, 331].
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ITpu nono3penun Ha IgG4-cBsi3anHOe 3a00eBaHKe (BBIABICHUE TUIIMYHOIO HOPAKEHUS
JPYTUX OPraHoB M (WJIM) XOJaHTHOTrpaduuecKue NaHHbIE) CIEAYeT TaKKe ONpPEeTUuTh YPOBEHb

IgG4 B ceiBopoTKE KpoBH [332].

e PexomenaoBano npu nogo3penun Ha AUT/TIBX, AUT'/IICX (BapuaHTHbIe (popMBbI
AUI', nepexkpecTHble CHHAPOMbI) BbINOJHUTH OHMOINCHIO TNEYEeHH C MATOJIOrO-
AHATOMHYECKHM HCCJIeJ0BAHMEM MAaTepHaJia TKAHH TMeYeHH /Il TOCTAHOBKH
AUATHO32 M BbIOOpA TAKTHKM JeueHus [52, 332, 333].

YpoBenb  yOenmrenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH
J0KA3aTeJIbCTB 5).

Kommenmapuu: Jns nuarHoctuku AW B paMkax BapuaHTHOTO CHHIpPOMA C
XOJIECTATUYECKUMHU  3a00JI€BaHUSIMU  00S3aTENbHO  BBINOJIHEHME OMOINCHMU TEUEHU C
TUCTOJIOTHYECKUM HccienoBaHueM OuonrtaroB [52, 148]. Hanmune yMepeHHOro U TSXKEIOTro
uHTepdeiicHoro rematuTa B Ouomnrtarax nedeHu omnpenenser komrnoHeHT AUID u mokazaHus k
naznauennro UCT [52, 334, 335].

B ownonratax nmedenu npu [16X, [ICX MoryT ObITh NMpHU3HAKH JIETKOTO MHTEPPEHCHOTO
rernaTuTa, YTo SBISETCS OCOOCHHOCTBIO TEUEHHUS XOJIECTATUYECKHX 3a00JeBaHU MEYeHH, a He
npuszHakoM AUT. ITogo6uble manuenTsl xopoio oteeyatoT Ha Y JIXK u He TpeOyroT Ha3HaueHUs
NCT [336].

['ucronornueckass OIEHKA JKETYHBIX IPOTOKOB SBJISETCS BaXXHBIM  KPUTEPUEM
muarHoctuku IIBX mpu coueranun ¢ AWIDT [1]. BeposdTHo, TOiBKO 1a0OpaTOpHBIX WU
CEPOJIOTMYECKUX KPUTEPUEB HENOCTATOUHO Ui quarHocTuku [16X B nanHOM rpyne nanueHTos,
Tak kak AMA antuTena oOHapyxkuBatoTca B 8—12% cnydyaeB AMIT 6e3 THUCTOIOTHYECKUX
IPU3HAKOB TOBPEXKJIECHUS WIM IMOTEPU >KETUHbIX MpOoTOKOB [337]. Ot AMA-NO3UTHBHBIE
nauuentsl ¢ AUD otBeuatotr Ha UCT, u I1bX y Hux He pa3zBuBaetcs [338].

Jns mudpepentmanun kinaccuueckoro AUI ¢ IgG4-cBsi3aHHBIM IelaTUTOM MOKET TaKxkKe
TpeOoBaThCs OMOIICHUS MIEUYEHHU C MaTOJIOr0-aHaTOMUYECKUM, B ToM uncie MI'X-, uccnegoBanuem
Matepuana. Ho B 6onsmmHCTBE cydaeB npu [gG4-cBsi3aHHOM 3a00JIeBaHUH TTOPAYKEHUE TTEUEHN
COYETAeTCsl C MOPAKEHUEM JPYTUX OPTaHOB, TOATOMY JUIS AUATHOCTUKH MOXKET OBbITh I0CTaTOYHO

WCCJICIOBAHMSI IPYTUX TKaHEH (CIIOHHBIX XKelle3, MO KETyI0YHOMN kKene3bl U T. 11.) [332, 333].

¢ PexomenaoBano nmanuentam ¢ AUI npu noBbileHNH Ja00PATOPHBIX MapKepoOB
X0J1eCTa3a U OTCYTCTBMH XOJAHIMOrpauuecKUuX M3MEHEHUI BBINOJHUTH OMOIICHIO
MEeYEeHHU C MATOJ0r0-aHATOMHUYECKHUM MCCJIeI0BAHMEM MaTEePHAaIa TKAHU NeYeHH ISl

auarHoctuku IICX meakux nporokos [S2].
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YpoBenb yOeaurTenbHocTH  pexkoMeHgauumi C  (YpoBeHb /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB 5).

Kommenmapuu: BruisBiieHue nmepuayKTysipHoro Guodpo3a U IpyruxX THCTOIOTUYECKUX
npuszHakoB IICX y mammentoB ¢ AUID sBiseTcs oOs3aTeNbHBIM KPUTEPHUEM JTUATHOCTHKH
AUT/TICX menkux npotokoB [1]. B To ke Bpems 10 10% B3pocibix nanuentoB ¢ AUI umeror
NPHU3HAKKA TOPAXKEHUS KEMIHbIX TpoTokoB [339]. ITlpu mnpoBenenuu auddepeHnnaIbHoNn
JUAarHOCTUKHU CJIeAyeT Y4YWThIBaTh, 4TO xapakrtepHas misg [ICX kapTuHa NEPUIYKTYJISIPHOTO

¢bubpo3a He SIBIAETCS BHICOKOCTIENU(PUIHON 1 MOXKET HaOJII01aThes TIpH psje 3aboneBanuii [340].

e He pexomeHayercs MCHoJIb30BaTh aMarHocTuyeckue kpurepun AU s

BbisiBJIeHUs komnoHenTa AUT npu [IBX/AUT, IICX/AUT [52].

YpoBenb  yOenutenbHocTH  pekomengamuii C  (YypoBeHb  /10CTOBEpPHOCTH
JI0KA3aTeJIbCTB S).

Kommenmapuu: JIlnarnoctudeckue mkaibl juisi BapuanTHeIX dopm AU (ITBX/AUT,
[ICX/AWI') He OOmEnpuHATHI W HEAOCTATOYHO BATUAMPOBAHBL. JTO OOBSICHSACTCS Malon
pPacpoOCTPaHEHHOCTbIO BapUAHTHBIX CHUHAPOMOB, 3aTPYAHSIONIEH IPOBENCHHE KPYIHBIX
UCCIICIOBAaHUM, a TaKXKe CXOXKECThIO J1a0OpaTOPHBIX, CEPOJIOTMYECKUX U MOP(OIOTHYECKUX
npu3HakoB  3aboseBanuil  [52]. CranpaptHele kputepun AWIT  mokasanum  HU3KYIO
YYBCTBUTEJIBHOCTb U crerupuuHocTh npu auarHoctuke [ICX/AUL, uro oObsCHIETCS HaTUIUEM
00mux 1ab0paTOPHBIX, CEPOJIOTHUYECKUX M MOP(OJIOTHUUECKUX NMPU3HAKOB 3abosneBanuii [179,
336, 341]. IAIHG He pekoMeHIyeT HCIOJb30BaTh B Clydae MEPEKPECTHBIX CUHIPOMOB
JMAarHOCTHYECKUE KPUTEPHH, peIHA3HaUYeHHbIe 1 quarHoctuku AUT [52].

[Tapukckue kpuTepuu (CM. MPUIIOKEHUS ) TOKA3aIN 00Jiee BHICOKYIO UyBCTBUTEIBHOCTD U
crienuPUIHOCTh B CpaBHEHUHU ¢ quarHoctuueckumu mkanamu AUTD y marmmenTos IIBX/AUI [52,

334].

o Pexomennyercs ansa nmarnoctuku [IBX/AUI ucnoas3oBarts [lapnaxckne kpurepun
AUTI/IIBX, BrJIOYaomue oueHKY ypoBHA chiBopoTounbix AJIT, II® (I'T'T), IgG,
Haauyue AMA, AI'MA u mopdosiornueckne 1anusie [1, 342, 343].

YpoBenb  yOenurTenbHOCTH  pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJbCTB 2).

Kommenmapuu: Ha cerogHsmHuil neHb Haubosiee HaJAeKHBIM HHCTPYMEHTOM JUIS
noctaHoBku auarHo3a I[IBX/AUD smastorcs Ilapmwkckue kputepun AWI/TIEX [343] (cm.
npuioxenue ['7). CormacHO UM, JUAarHO3 MOXKET OBITh YCTaHOBJIEH MpPU COONIONEHUH JIBYX U3

tpex kputepues [1bX n nByx u3 tpex kpurepues AUI.
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Kpurepuu I16X npu AUT/TIBX:

— aktuBHOCTh III® >2 BT'H u () ['TT > 5 BI'H;

— Hanumuue AMA;

— XapakTepHas MopdoJiorhuyecKasi KapTUHA: TUMUYHbIE MOBPEXKACHUS SKETYHBIX
MIPOTOKOB («I[BETYIIUE) KETUHBIC TPOTOKH).

Kpurepuun AUL" npu AUT/TIBX:

— aKTUBHOCTb chiBopoTouHOi AJIT > 5 BI'H;

— ypoBeHb chiBOpoTouHOro IgG > 2 BI'H wiu Hanuuue aHTUTEN K IVIaJAKUM MBIIIIAM
(ATMA);

— THUCTOJIOTHYECKAasi KapTUHA YMEPEHHOTO WM TSKEJIOr0 «IOTPaHUYHOr0» TeraThTa
(TTepunopTaIbHBIC HITH TIEPUCETTANILHBIC TUM(POIUTAPHBIC CTYIIEHYAThIC HEKPO3bl) B OHoITaTE.

Kputepun MMeEOT BBICOKYIO CIENU(UYHOCTh, HO YMEPEHHYIO UyBCTBUTEIBHOCTH, YTO
0O0yCIIOBJIEHO BO3MOXKHBIM HCKIIOYEHHEM TManueHToB ¢ BapuanTHeiM AWIT u  menee
BBIPOKEHHBIMHU MPU3HAKaMu xoJiectasa [342]. OHu noaBepraroTcsi KpUTUKE OTIEIbHBIX aBTOPOB,
MOCKOJIbKY HE YYHMTHIBAIOT MAIIMEHTOB C JITKUMH MEPEKPECTHBIMU MPOSBICHUSIMHU, KOTOPHIC
MOTEHLUAIBHO MOTJIH ObI MOJIYYHUTH MOJIb3Y OT KOMOMHHPOBAHHOTO JeueHus [344].

B 2018 r. W. Zhang ¢ coaBT. Oblia mpeasiokeHa HOBas cucTeMa OaluTbHOW OLIEHKH IS
BeisiBnieHus [IBX/AUD [345]. Ho »orta cucrema mnpencTaBiseTcs MeEHee yAOOHOM s
MPaKTUYECKOTO0 MCIOJb30BaHUs, COJEPKUT HEKoTopble Mopdosnorudyeckue kputepun AUT,

KOTOpBIE 1103Ke ObUIM OTBEPrHYTHI Kak npusHaku AUI.

e Pexomenayercsa BbimoaHuTh MPXIII' manmentam ¢ AUI' m rucrosiormyecKumu
NPU3HAKAMH TOBPEKICHHUS KeTYHBIX MNPOTOKOB M (WJIM) JAYKTONEHUeH iAo
uckmouenusa IICX/AUT [1, 2, 328].

YpoBenb  yOenutenbHocTH  pekomengamuii  C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJabCTB 5).

Kommenmapuu: OOmenpuHsaTeIXx auarHoctuueckux kpurepueB [ICX/AUDIT  we
cymecTtByeT. JluarHoctuka Oa3upyercsi Ha BBISBICHHM KIMHHYECKUX, OMOXUMUYECKUX H
rucronorudyeckux npuszHakoB AUID u tummunsix it [ICX xonanruorpadguuecknx M3MeHEHHH
(mo gamapiM  MPXIIT wumu, B 0COOBIX choydasiX, SHIOCKOMUYECKOW peTporpagHon
XoJlaHTHOoNaHKpeaTorpaduun) Ui MophoIOTHYECKUX MPU3HAKoB [346, 347].

[Ipennaratorcs cienyronme KpUuTepun:

Kpurepuu AUL" mpu AUT/TICX:

1) nanmuune AHA u (win) antu SMA B Tutpe He MeHee 1 : 40;
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2) rucrojoruyeckas KapTUHA YMEPEHHOTO WJIM TSKEJIOTO «IOTPAHUYHOTO» remaThTa B
ouornrare.

Kpurepuu [1CX npu AUT/TICX:

1) xonmanruorpaduueckre u3MeHeHus1, xapakrepusie s [1CX;

2) wim mopdonornueckue npusHaku [ICX Meakux npoTokoB (MEPUAYKTYIAPHBINA GUOPO3,
JIyKTOneHus u ap.) [346, 347].

MPXIII" — ocunoBHoii MeToa auarHoctuku [ICX kpynHbix mpoTokoB [328, 346]. Crnenyet
YUUTBIBaTh, YTO XOJAHTHOrpaduueckas BU3yalH3alUsi HE BBIIBISCT paHHHE W3MEHEHUs
MPOTOKOB, MOITOMY MAIlMEHTaM C BBICOKOU creneHbto nmogo3penus Ha [ICX/AUD tpebyercs
nposeaenre MPXIII' B auHamMuke Ha NPOTSHKEHUU HECKOJIBKUX JIET.

Ocoboe BHHMaHHE CIIEAyeT YIENATh MalMeHTaM, y KOTOPbhIX 3a00JieBaHNE BO3HHKIIO B
JEeTCKOM H MOJOJOM Bo3pacTe. B wuccienoBaHusIX MOAYEPKUBAIOTCA (DEHOTHIHUYECKUE
ocobennoctH BapuantHoro cuapoma AUI/IICX y neteii: Gonee monoBunsl aeteit ¢ AUT umenu
KJIMHUYECKHe, jadopatopHble W xojaHruorpaduueckue npusznHaku I[ICX [54]. B kpymHoMm
MHOTOLIEHTPOBOM MeXAyHapogHoM peTtpocnektuBHoM KW, BritouaBmiem 781 pebeHka c
nuarnozom [ICX, 67% cooTBeTcTBOBaJIM quarHocTudeckum kputepusim AUT, B oTimuuue ot 6,6%
B aHAJIOTMYHOM wuccienoBanuu 7121 B3pocioro mamuenta [62, 348]. Jns o6o3HaueHus
AUNT/TICX y nereli HCHOIB3YETCSI TEPMHUH «ayTOMMMYHHBIH CKIEPO3UPYIOIUHI X0JIaHTUT» [349].
Bricoxkas pacnipoctpanenHocts AUT/IICX B 1eTckoil monyisliuy yKa3bIBaeT Ha HE0OOX0JUMOCTh
MCCJIEI0BAHMS COCTOSIHUS JKETUEBBIBOAAIINX MyTEeH KaK JIETIM C MOMEHTA IMOCTAaHOBKH JIMAarHo3a
AU, Tak n B3pocibIM B Bo3pacte 10 25 net [349].

[Tatiuentsl ¢ AUD" 1 mOBBIIEHHEM aKTUBHOCTH JTA0OPATOPHBIX MapKEPOB XOJecTasa,
orcyrcTBUEM AMA 1 HOpManbHOM XojaHruorpamMmoi MoryT umerb [ICX Menkux MmpoTOKOB
[350] 160 AMA-neratuBHbIi [IBX [351], KOTOphIe MOTYT OBITH OMpeIeNIeHbl TUCTOIOTHYECKUM
UCCIIEJOBAaHUEM.

Haubonpuiyio cilnoxHOCTh HpeicTaBisieT pa3zpaboTka kKputepueB auarHoctuku [ICX
Menkux TpoTokoB/ AUI. DTo 00BSACHAETCS PEAKOCTHIO TATOJOTUM, a TaKXE CXO0XKECTHIO
nposiBneHuil 3a0oneBanuit [54, 352]. OOBYHO [AMArHO3 YCTAHABIMBACTCS MAI[MCHTAM,
cootBercTBytomM Kputepusim AU u umerommm xapakrepubie i [ICX mMenkux nmpoTokoB

Mophonoruueckue npusHaku [346].

e Pexomenayercsa BbinosiHenne MPXIIT" mauuentam ¢ AU B coueTaHnu ¢ A3BEHHBIM
kosautToM (1K) nas BuisBiaenuss AUT/IICX [1, 328, 353].
YpoBenb  yOenutenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJabCTB 5).
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Kommenmapuu: Vccnenoanue, BkimoudaBmee 3684 nanuentra ¢ K, mokazano, 4dro
pactpoctpaneHHocts AUID cpenu Hux cocrasusier 0,24% [354]. K nuarnoctupyercs y 16%
B3pocibix u 20% pereir ¢ AUIL, mpu AUI/TICX mopaxkeHue KuIIeyHHUKa UMEOT 110 45%
nanueHToB [349, 355].

MPXITII" — ocnoBHoit Metoa quarHoctuku [ICX [328]. AUT/IICX crnemyeT UCKITI0YaTh y
Bcex manueHToB ¢ AU u SIK, B 0cOOEHHOCTH Y KOTOPBIX UMEETCSI HEOOBSICHUMOE TOBHIIICHUE

71ab0paTOPHBIX MapKEPOB XoJiecTaza win oTcyTcTByeT otBeT Ha UCT [352].

2.6.4 JlekKapCcTBEHHO-MHAVIMPOBAHHLIA AVIOMMMYHOHOJAO0OHBIH TrenaTur W ero

AUATHOCTHUKA

JlexapcTBEHHO-MHYIIUPOBAHHBINA ayTOUMMYHOT0100HBIN renatut (JIN-AIID') — ogun u3
(deHoTumoB aexkapcTBeHHbIX nopaxkeHuit neuenu (JIIII) [356]. Tepmun JIN-AIID Obu1 npeanoxex
JKCIIEPTaMH B pe3yJibTaTe COBMECTHON paboThl KoHcopiimyma mo JiekapCTBEHHBIM MOPaKEHUSIM
neueHu (Drug-Induced Liver Injury consortium) u IAIHG [356]. [lo naHHBIM OTAENBHBIX
uccnenoBanuii, JIM-AII cocraBmsier 2,3-9,2% ot 3apeructpupoBanubix ciydaeB JIIIIT [357,
358].

Omnwucano 6onee 40 pa3aMUHBIX MpenapaToB, KOTopele MOTYT BbI3biBaTh JIM-AII, B ToM
quciae HUTPOPYpaHTOMH, METHIIIONA, THApaia3uH, MUHOLUUKINH, UHTEP()EPOHbI, HHTHOUTOPHI
I'MI'-KoA-penykra3pl  (IpeMMyIIECTBEHHO AaTOpBacTaTUH, pEXe — CHUMBAacTaTUH U
pO3yBacTaThH), METHIIPEIHU30I0H, AUKIO(EHAK, NMPOTUBOOMYXOJEBbIE IMpenaparbl KIaccoB
WHTHOUTOPOB TMPOTEMHKHHA3bl (Haubolee YacTo — WMAaTHMHHUO, pexe — Ma3omaHud),
MOHOKJIOHAJIbHBIX aHTUTEN U KOHBIOTATOB aHTUTEN (HapuMep, MUIuMyMal, HUBOJIyMal U Aap.),
UMMYHOJIelpeccaHTbl M3 Tpynnbl  uHruouropo @DHO-o (Hampumep, uHPIMKCUMAO,
aganumyma0), ¢uronpenaparbl U OMOJIOTMYECKH AKTUBHBIE J00aBKM (HAmpumep, THHOCIOpa
cepauenuctHas). [Ipy 3ToM HEKOTOpbIE JEKapCTBEHHBIE CPEACTBA U BAKIIMHBI MOTYT SIBIATHCS

Tpurrepom paszsutus ucruaaoro AUI [356, 359, 360, 361].

o Pexomenayercs npu noxo3peHu Ha AUI BBINOJIHATH TIHATENbHBIN cOOpP U aHAJIN3
aHaMHe3a NpHeMa JIeKAPCTBEHHBIX CPeICTB, (PUTONPOAYKTOB H OMOJIOTHYECKH
aKTHBHBIX 100aBok Mis 1updepennuanun ¢ JIM-AIT [356, 362, 363].

YpoBenb  yOenurenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KAa3aTebCTB 5).

Kommenmapuu: JlaGopatopHble U (WIN) TMCTOJOTUYECKUE MPU3HAKU, KOTOPHIE MOTYT
Ob1Th BbIsiBIIeHB! 1ipu JIM-AIID, uaentnunsl TakoBbiM npu AU, a crenuduyeckue MapKepsl,

KOTOpbIE TO3BOJMIM OBl pa3TpaHUYUTh 3TH JBa COCTOsHUsA, orcyrcTByer. [lns JIM-AIID
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xapakTepeH renaroneuoisipaplid  tun JINIT (mpoTekaromuii ¢ MOBBINIEHUEM AKTHBHOCTH
TpaHCaMMHa3), TOBBIIIEHUE YPOBHS ChIBOPOTOYHOrO IgG M BBISIBIEHHE ayTOAHTUTEIN.
['ucTonorunueckue u3MeHeHus, onpezaensemsie B neuenu npu JIM-AII, Taxke G1M3KH K TAKOBBIM
npu knaccuaeckom AW, 3a uckimtoueHneM OTCYTCTBHS BeIpaxkeHHOTO hrbpo3a u LI [185]. B To
K€ BpeMs P JJIMTEILHOM TpHEME JIEKApCTBEHHBIX CpeacTB, Bbi3biBatomux JIM-ATIIDT, ObLn
3auxcupoBansl u ciydau LI1 [364].

Juarnoctuka JIM-AIIl' nomxna OasupoBatbesi Ha KP «JlekapcTBeHHblE MOpaskeHUs
MeYeHH y B3pocibix» [362, 363]: TpeOyeTcs UCKITIOUEeHHUE APYTUX MPUYMH MOPAXKEHUs opraHa U
MOJATBEPXKJICHUE TPUUNHHO-CIIEICTBEHHOM CBS3H C IPUEMOM JIEKapPCTBEHHOT'O CpPe/ICTBa (LIKAIbI
RUCAM/RECAM, cormocraBieHrne ¢ JaHHBIMH JIUTEpaTypbl W 0a3amMH NaHHBIX O MOOOYHBIX
NeMCTBUSX JIGKAPCTBEHHBIX cpeacTB). uddepenunanpuas nuarnoctuka ¢ AU BaxkHa, Tak Kak
y yactu nanueHToB ¢ JIM-AIID e Tpedyetcss UCT (3aboneBaHue paspeniaercs caMOCTOSITEIbHO
nociie mpeKpalieHus nprueMa IpuIuHHOrO mpenapara), a B aApyrux ciydasx UCT tpebyercs, Ho,
B omuinuue ot AUI, kparkoBpemennas [356, 359].

[MpunnunuansueivM oTimuneM JIM-AIID ot AUT aBisieTcst OTCYyTCTBHE PELIUAMBOB MOCIIE

paspeieHus npouecca [356].

3. JleueHue, BKJII0OYAsi MeIUKAMEHTO3HYI0O U HEMEIMKAMEHTO3HYI0 TePanuio,
AMETOTEePaANuIo, 00e300/1UBaAHNEe, MEAUIUHCKHE TOKA3AHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO/10B JICHCHUS

3.1 HemenukamenrTo3uas repanusg AU

Hemenukamenroznoe neuenne AWIT He paspaborano. He cymectByer HayyHO
00OCHOBAHHBIX PEKOMEHJAIMI M0 MuUTaHUu0 U oOpa3y xu3Hu npu AUI. ¥V mauueHtoB c
nexomneHcupoBanHbiM LT cnenyer npuaepxuBathest npuHiunos nutanus npu LT [158, 365,

366].

3.2 MeaukamenTo3uas repanug AU

Hens neyenust A" — goctuxkeHue MOTHON peMUccuu 3a00JIeBaHuUs U IPEIOTBPALICHHE
nporpeccupoBanus nopaxenus nedeHu [1]. UCT sBasercs 6azucHpiM MeToaoM jedenust AUT.
OHa MO3BOJSET KYyMUPOBAaTh BOCHATHTENBHBIA MPOIECC, AOOUTHCS PEMHCCHM 3a00JIeBaHUS,
crocobcTByeT peayknuu (ubpoza w HauvanbHbIX craamid L[I1, a Takxe yBenumuuBaeT
MIPOJIOJDKUTENBHOCTh KM3HU TarmeHToB [146, 272, 367, 368, 369, 370]. B neuenun AUI
BBIJICJISTFOT HECKOJIBKO TIEPUOJIOB: 1) MHIYKIIMOHHBIN; 2) MOICPKUBAIOIINIA; 3) OTMEHA TepaIlnu;

4) nedeHue peLuIuBa.
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e Pexomenayercsa paccmarpuBatb nposeaenne UCT y Bcex maumentoB ¢ AUDT pus

AOCTHKeHHMs peMuccuu 3adoJseBanus [1, 371].

YpoBenb  yOenuteabHocTH  pekoMenaaumii C  (YypoBeHb  [10CTOBEPHOCTH
J0KAa3aTeIbCTB 5).

Kommenmapuu: AUD sBnsercs arpecCHUBHBIM IPOTPECCUPYIOMIMM 3a00JIeBaHUEM C
KOJIeOaHUSMU aKTHBHOCTH, B OOJIBIIMHCTBE CIy4acB OBICTPO MPUBOASIIKUM K pasBututo LII1 u
JEKOMIICHCAIMHA. MSTKoe, OECCUMIITOMHOE TEUEHUE MOXKET OBITh BPEMEHHBIM COCTOSIHHEM, H,
COOTBETCTBEHHO, Ha3HAUCHUE TEPAIUHU JIOJKHO PACCMATPUBATHCA Y BCEX MAIMEHTOB, HE3aBUCHUMO
OT aKTHBHOCTHU 3a00JieBaHUS B Je0I0Te. Y HEJIEYCHHBIX MAIIMEHTOB C JIETKUM OECCHMIITOMHBIM
AUI" nabmonarotest Oosiee HU3KKUE MoKazarenu 10-1eTHel BBDKMBAEMOCTH, YEM Y MOJyYaBIINX
HUCT ¢ tspxenbiMm cuMnToMHBIM 3a0osieBanueM (67% mnpotuB 98%, p=0,01) [130]. IlosTomy
npakTH4ecku Bce manueHTsl ¢ AUI sBnstores kanauaaramu Ha niposenenue MCT. Mcknouenue
MOTYT COCTaBIIITh JIMIIA CO CIOHTAHHON pEMHUCCHEH, HO U OHU TPeOYIT IUHAMHUYECKOTO

HaOmoaeHus i ceoeBpemernHoro HaznauyeHun VUCT [1] (eMm. paznen 4 «Habmoaenue»).

o Pexomennyercs 15 ouenkn orsera Ha UCT npu AUI ncnonb3oBath ciaeayomme
TEPMHUHBbI: NMOJHbIH OHMOXHMMHMYECKHH OTBET, HEJOCTATOYHBIH OTBET, OTCYTCTBHE
0TBETAa, PEMHCCHsl, HEMEPEHOCUMOCTh JIeUeHH s, peluaus [2, 146].

YpoBenb  yOegutenbHocTH  pexoMeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
J0KAa3aTelbCTB 5).

Kommenmapuu: Koncencycom, ununuupoBanisiM [ATHG (2022), Obun mpeaioxKeHbl
COTJIACOBaHHBIE KPUTEPUH U KOHEYHbIE TOYKHM OTBETA HA JICUEHHUE: TMOJIHBII OHMOXUMHYECKUN
OTBET, HEJIOCTATOYHBII OTBET, OTCYTCTBUE OTBETA, PEMUCCHUS U HETIEPEHOCUMOCTH JieueHus [ 146].

[TonHbIl OMOXMMHUYECKUI OTBET — HOpPMaJIM3allis ChIBOPOTOYHBIX TpaHcamuHa3z u IgG
(amxe BI'H), noymkeH OBITh TOCTUTHYT HE MO3HEE YeM dyepe3 6 Mec. Mocie Hayaa JeYeHHUs.

Hekotopeie  aBTOpbl  mIpenjaratoT  BBIAETATH  HNOHSITHE  MMMYHOJOTHYECKOM
pemMuccun/oTBeTa Ha OCHOBaHUM HopMaiu3anuu yposHs IgG (amxe BI'H) [117].

Henocrarounblii OTBET — OTCYTCTBUE HOPMAJIM3ALIUK CBIBOPOTOUHBIX TpaHcaMuHas u [gG
(seitie BI'H) uepe3 6 Mec. mocie Havyaa jJeueHusl.

OTcyTcTBUE OTBETAa — CHM)KEHHME YPOBHS TpaHCAaMHHAa3 B CHIBOPOTKE MeHee yeM Ha 50%
B TeUeHUe 4 HeJl. 1oclie Havasa JiedeHus (KpoMe CilydaeB, KOT/ia CHUKEHHE YPOBHS TpaHCaMUHA3
MeHee yeM Ha 50% MpuBOAUT K UX HOPMAJIU3ALINN ).

Pemuccuss — OTCyTCTBHME KIMHMYECKHX U J1a0OpATOPHBIX MPHU3HAKOB aKTUBHOCTH
(TTOTHBIN OMOXUMUYECKHI OTBET) B COUETAHUH C OTCYTCTBUEM T'MCTOJIOTUYECKON aKTUBHOCTH ITPU

uccnenoBanuu 6uontara (UI'A < 4). DTOT TepMUH HCTIOJIB3YETCS TOJIBKO MPU MOATBEPKICHUH
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MOP(OJIOrHYECKUM HCCIICIOBAaHUEM, M €CJIM KOHTPOJIbHas OWOINCUS HE BBINOJIHAIACH, TO
NPUMEHSETCS TEPMUH «OMOXMMUYECKH OTBeT». B Oosee mmpokom cmeiciae pemuccus AWUD
[0/Ipa3yMeBaeT OTCYTCTBUE AaKTUBHOCTHU 3a00jieBaHUs (COIVIACHO KIMHUYECKUM JIaHHBIM,
pesyabTataM  JaOOpaTOPHBIX M TUCTOJIOTMYECKHUX  HCCIIEIOBaHUil), CONPOBOXKAAETCS
3HAQUUTENbHBIM  OCJIa0JICHUEM WM IOJHBIM OTCYTCTBUEM KJIMHMYECKMX CHUMITOMOB,
BO3MOXKHOCTBIO JJISi NAllMEHTa BO3BpAIICHUS K OOBIYHOW KHM3HH, MOJHBIM WM YaCTUYHBIM
perpeccoMm ¢pubpo3a.

HenepenocumocTs eueHust — ar000e HeOIaronpusaTHOE COOBITHE, BO3MOXKHO, CBA3aHHOE
C JleueHuneM (110 OLEHKE JieyallluM BpauoM), KOTOpOe MPUBEJIO K MOTEHIUAIBHOMY MPEKPALICHUIO
IpyueMa npenapara.

Kpurepun orsera IAIHG Obutn BasiuaupoBaHbl Ha MyJIbTULIEHTPOBOM KOTOPTE MallMEHTOB
¢ AUI': noka3aHo yJydlleHHe BBDKHBAEMOCTH MAIlMEHTOB IPU MOJHOM OMOXMMHYECKOM OTBETE
[367].

Kpome Ttoro, Bbaenstor mnonstue «peuuauB AWMI» — mnoBbllIeHHE aKTUBHOCTH

3a00JIeBaHUS MTOCIIC UHAYKIIMA PEMUCCHH U OTMEeHbI/CHIbKeHus 10361 UCT [1].

3.2.1 MuaykuuoHyas repanus

. Pexomenayercs npu AUI" (kpome cirydaeB fekomneHcuposannoro LTI

U OCTPOro TSHXKeJOr0 renaTuTa) B KadecTBe Tepanuu 1-il JIMHUM HCIOJIb30BaTh

KOMOMHAIIMM MPEeIHU30J0HA** (0,5-1 mr/kr/cyt) + a3aTHONPUHA**(1-2 Mr/Kr/cyT) WIH

NpeaHu30J0Ha** (0,5-1 mr/kr/cyT) + #Mukodenosara modgernia (MMD) (1-2 r/cyr) B

HHAUBHUAYAJBHO MOA00PAHHBIX 032X C HeJbI0 T0CTHKEHHS 0TBETA Ha Jiedenue [1, 2,

372, 373, 374, 375].

YpoBeHb  yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEpHOCTH
A0Ka3aTeJbCTB 2).

Kommenmapuu: I'K aBnstorcs npenapataMu 1-if THHUY, B TOIABISIONIEM OOIBIIUHCTBE
CiIy4daeB OOECIEeYMBAONIMMHI WHIYKIHUIO peMuccuu. Vcmonp3yercs mpeIHn30d0H**, 00BIYHO B
nepopagbHOM pexkume. DPGHEeKTUBHOCT, MOHOTEPAITUH TTPEIHU30JIOHOM** 1 KOMOMHUPOBAHHOM
TEepamuu  TPETHU3O0NIOHOM**  +  aszaTmompuHOM™**  OblJa  JOKa3aHa B  HECKOJIBKUX
pangomusupoBanubix KW (PKW) [372, 373, 375, 376] u noarBepxaeHa CUCTEMAaTUYECKUM
0630pom [372].

OnTuManeHas 103a NPEIHU30JI0HA™* UIsl MHAYKIMH PEMUCCUU SIBIIAECTCS MPEAMETOM
muckyccun. B PKM, mnpoBenenHoMm monBeka Hazal, Obuta Joka3aHa 3(@eKTHBHOCTH

npeaHu3oiIoHa** B HavanpHOW mo3e 60 wmr/cyr mpu MoHoTepanuun u 40 wmr/cyt mnpu
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KoMOuMHHUpoBaHHOM Tepanuu [373]. Ho B pganpHe#mem crajgo sCHO, 4YTO TpeOyeTcs
NEPCOHAIN3UPOBAHHBIA NOJXOJ K OIpeneiIeHHIo 103kl npenapata. Meraananus 25 KM (3305
MAalMEeHTOB), BKJIIOUYABIINN UCCIIEIOBAHUS C PA3JIMUHBIMU J103aMH MPEIHU30I0HA**, MoKa3ai, 4To
4acToTa OMOXMMHUYECKOIO0 OTBETAa HECKOJBbKO BBIIIE NMPHU BBICOKUX A03ax (79% mnpotus 72%
Clly4aeB), HO IPU STOM HECKOJHKO IOBBIIIAETCS W YacTOTa HEXeJaTelIbHBIX SBICHUM U
HETaTUBHBIX HCX0JI0B (cMepTh, TII). B pesynbpTaTe ObUT clienaH BBIBOA, YTO J03bI 60 MI/CYT UIu
1 Mr/Kr/cyT AOIKHBI OOCYXIAThCsl y MAIMEHTOB € OCTphIM TsDkenbiM AU, meueHOYHOM
HenocrarouHocthto W I{I1 [378]. CymecTrBoBaBiiee paHee MHEHHE O HEOOXOAMMOCTH
WCIIONIB30BaHus Oojiee BBICOKHX JI03 I CKOpeHmiero aoctwkeHus pemuccuu [1, 379] B
HACTOSIIee BpeMsI IEPECMOTPEHO, TaK KaK B MYJbTULIEHTPOBOM KoroptHoM KU Owu10 mokasaHo,
YTO HUCXOAHAsl J103a NPEAHU30JIOHA HE HUMEET CTOJIb OOJbIIOr0 3HAYEHHUS, a MalUEHTHI,
MOJTy4arolue Mpy HHUIMALMY Tepanuu 0osiee BEICOKYIO 03y mpeaHu3onoHa** (>0,5 mr/kr/cyr),
B JlaibHeieM TpeOyroT u 0oiiee BBICOKYIO moaaepxuBaronryto 03y [380]. B KP paznuunbix
accolranuii HayaubHas 103a npeaHu3onona™* pasaurcs ot 20—40 Mr/cyT npu KOMOMHHUPOBAHHOM
teparuu U 10 40—60 mr/cyT (0,5—1 Mr/kr/cyt) npu MmoHotepamnuu [1, 1, 134, 135], onHako moaxon
C JO3UpPOBaHHEM B 3aBUCHMOCTHM OT MAacChl Tejla TMalHMeHTa TMpeicTaBisercs Oolee
MEPCOHAIM3UPOBAHHBIM.

[TapenTepasibHOE BBEJAEHWE MNPEAHU3OJIOHA** (C  TOCIHEaYIONUM MEepexoJoM Ha
MepopaIbHbI MPUEM) MOXKET OBITh HCIIONB30BAHO MPHU TSKEIOM IpOIecce, MOJAO3PEHHH Ha
MabaOCOpOITHIO, a TAK)KE IPU HEJJOCTATOYHOM MPUBEPKEHHOCTH MAIMeHTa K JieueHuro [ 1].

Temmbl CHIDKEHUS A03bI MPEAHU30I0HA™ * MOAOUPAIOTCS UHIUBUAYATIbHO, B 3aBUCUMOCTHU
OT COCTOSIHMS TIAlIUEHTA, HAIMYHUS WJIM OTCYTCTBUSI TTPU3HAKOB MEYEHOUYHON HEIOCTATOUHOCTH U
oTBeTa Ha Tepanuio. CHIDKEHHME 03Bl J0 TMOAJECPKUBAIOIICH MPOBOAAT TOJA KOHTPOJIEM
71ab0paTOPHBIX MOKAa3aTeneil COCTOSHUS TIEYeHU U 0e30macHOCTH jeueHusi. OOBIYHO CHUKEHHE
JI03bl HauUMHAETCs 4epe3 2 Hed. OoT Hauvana JieyeHus. CKOpOCTh CHMIKEHMSI COCTaBISIET S5 MTI
npeaHu3onona** B Hememo 10 A03bl 15-20 wmr/cyt JlampHelee YMEHBIICHHE O3B
paccMaTpuBaeTCsl TOJNBKO IOCJIE€ HOPMajdW3allid aKTUBHOCTH TpaHcaMuHa3. Pekomenmyercs
MOCTeNeHHOe CHIDKeHue (1o 2,5—5 Mmr kaxaple 2—4 Hea.) JUiS DOCTHKEHUS MO KUBAIOIIeH
10361 5—10 MI/CyT o1 KOHTpOJIeM 1a00paTOPHBIX MTOKa3aTeNel COCTOSHUS TiedeHu [1].

[Ipyu MHAYKIMOHHOM Tepanuu NpeaHU30J0H** 00bIYHO KOMOMHUPYIOT C a3aTHONPUHOM **
— HWMMYHOJIETIPECCAHTOM W3 TPYIIBl THOIMYPHHOBBIX aHTHUMETA00IUTOB. MoOHOTEpanms
OPEIHU30JI0HOM™* M KOMOWHUpOBaHHAs Tepamnus NPEAHU30NIOHOM** + azaTHonmpuHOM™*
CUMTAIOTCS OJMHAKOBO dS()PEKTUBHBIMH TPU WHAYKIUH [UISI JOCTHDKCHUS OTBETa, HO

KOMOWHUpPOBaHHAsI TE€pamnus CIIOCOOCTBYET YMEHBIIEHHIO MOOOUYHBIX 3 ekToB. MoHOTEpanus
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azatnonpuHoM™* mpu AWNI' He ucnomb3yercs, Tak Kak NpU HeEH IOKa3aHO IOBBILICHUE
CMEpPTHOCTH B CPaBHEHHH C Tepanuen mpeaHn3onoHoM™** [372].

Azaruonpua™* onTHMaiIbHO J00ABIATH B CpeHEM depe3 2 Hell. oT Havana jedenus 'K,
MOCJIC YMEHBIIEHUS THUNEpOUTUpYOMHEMHUH TIPH €€ HMCXOAHOM Hamumduu (Omaupyoun <100
MKMOJIB/). OTCpOYEHHOE NPUMEHEHHE OOYCIIOBIEHO MpPEeXAe BCEro MOTEHIHAIbHOU
rernaToTOKCUYHOCTRIO azatnonpuHa™* [1]. Takas TakTHKa MO3BOJISIET OLIEHUTH YYBCTBUTEIBHOCTD
K 'K, uCkiIrouuTh BEpPOATHOCTH pA3BUTHs a3zaTuonpuH-uHayuupoBanHoro JIIIII wu, ecnn
TpeOyeTcsi, IPOBECTU HCCIIEAOBAHUE JI OLEHKM aKTUBHOCTH THOILYpPUHMETHJITpaHC(epasbl
(TIIMT), yuactByromeil B MeTtabonu3mMe THOmypuHoB. HauanbpHast mo3a azatuonpuna** — 50
MT/CyT TIEpOpabHO C TOCIEAYIOUIMM HHIUBUIYaTbHBIM IMOJOOPOM O3B 0 MaKCHMAJIbHO
nepenocumoii  (1,0-2,0 wmr/kr/cyt) [1]. [lo3a mombupaercs TmpexIe BCEro C Y4ETOM
IeMaToJIOTHUECKOM  MEepeHOCUMOCTH,  IOCKOJIBKY  IpernapaT  BbI3bIBaeT  00paTUMyo
J10303aBUCUMYIO JIETIPECCUI0 KOCTHOTO MO3Ta.

[lepenocumocth azaTvonpuHa™** 00ycllOBJI€Ha B IEPBYIO Ouepellb TIE€HETUYECKU
JIETEPMUHUPOBAHHBIMH O0cOoOeHHOCTsIMU ero Metabonusma [381]. TIIMT (npoxaykt rena TPMT)
ABIsieTCd Hambosee M3y4YeHHbIM (epMEeHTOM MeTaboiu3Ma TuomypuHOB. [lpyroit ¢epmeHT,
yuyacTBYIOUIMH B MeTabosn3Me asatuonpuHa, — Oemok NUDT1S5, oTHOcsmuiicss kK ceMelcTBy
ruapona3 [382]. PacmpocTpaHeHHOCTb BapUaHTHBIX aened reHa TPMT Ha TeppUTOpHUH
Poccuiickoit ®enepanun cocrasiser 5,5% [383]. Hocurenu amneneit TIIMT co cHuxeHHOM
¢dbyHKIMEeH (rOMO3UTOTHl WJIM KOMIAyH/A-T€TEepPO3UTOThl), OYEBUIHO, COCTABIAOT MeHee 1% B
nonynsanui. OHU  SABISIOTCS «MEAJICHHBIMM» METAa0O0IM3aTOpaMU U MPEIpacHOIOXKEeHbl K
Pa3BUTHUIO MHUEIOTOKCUYHOCTH MpPH IMPHEME THOIYPUHOB Ja)XX€ B CTaHAApPTHBIX Jo03ax [384].
PacnipocTpaneHHoCTh MyTaHTHBIX ajuieniedt reHa NUDT15 umeeT STHUYECKYIO CeUUIHOCTh C
6oJiee YacTOM BBIABISIEMOCTBIO Y JkuTeneil BocTouHoil A3uu U TaTHHOAMEPUKAHIIEB U PEIKON —
y eBponeou 0B u adpukanies [385].

B pyrtunHoit npaktuke y 6onbHbix ¢ AU onpenenenue nonumopdusmos renoB 7TPMT u
NUDTIS5 mnepen HayaloM Tepanud a3aTHONPUHOM™®* He MpOBOAUTCS B CBSI3M C PEIKOM
BCTPEYAEMOCTBIO MyTAHTHBIX aJUIeJIei, XOTS MOXET OBITh MOJIE3HO I OT/EJIbHBIX MAllUEHTOB B
cilydae HenepeHocumocTu npenapara [1]. Kpome Toro, naxxe Hannuue «aukoro» tuna TPMT win
NUDTI5 He WCKIIOYaeT BEPOSATHOCTb pa3BUTUS MOOOYHBIX 3(P(EKTOB, Tak Kak OOBIYHO
BBITIOJHSETCS. BBISIBJICHHE TOJIBKO HaunOoyiee pacHpOCTPaHEHHBIX MNOJUMOPGU3MOB, HE BCe
aJJIeNbHbIE BApHAHTHI M3BECTHBI U ONPEJAEICHbI, M, HAKOHEI, MOTYT ObIThb ApPYrue HMPUUYHHBI
pasBUTHs HEXeNaTeNbHBIX A(PQPEeKTOB Yy KOHKpeTHoro mnamueHTta [386]. Kpome Toro,

reHoTHnu4Yeckuii M (Qenorunuueckuii ckpuHuHr aktuBHOocTH TIIMT B KpoBHM He naer
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uH(popMaUu 0 APYrHX pPacHpoCTpaHEHHBIX MOOOYHBIX 3 deKTax azaTHONpPUHA™*, TaKUX Kak
TOIIHOTA, Cblllb M aprpaaruu [387], a HopmanpHas aktuBHOCTH TIIMT He wuckimrouaer
BO3HUKHOBEHHUS J10303aBUCUMOI TOKCUYHOCTHU (BKIItOYast ruTonenuto) npu AT [388].

[Tockonbky  MeTabonM3M  THUONYPUHOB  HMMEET  IIUPOKYI  HMHIUBUIYAJIbHYIO
BapraleIbHOCTh, ONTUMAJIBHOW MPEACTaBISETCS KOPPEKTUPOBKA J03bI a3aTHONpUHA** myTeM
(apMaKOKMHETUYECKOIO0 MOHHMTOPWHIA YPOBHEH METa0OJIMTOB THUOIYpPUHA JUI JOCTHIKCHUS
TEPaneBTHYECKOTO JHMana3oHa W MPEAOTBPAIICHUS Pa3BUTUs TOKCHYHOCTU. Ompenenenue 6-
THOTYaHMHOBBIX HyKjieoTun0B (6-TI'H) Hambomee menecooOpa3HO IpPH OLIEHKE COOJIOICHHS
peKHMa JIeUYeHUs ¥ Y TAIleHTOB C HETMOJIHBIM OTBETOM [1].

B xnuHuyecko# mpakTuke npu moadoope A03bl a3aTHONPUHA™* ClieIyeT OpUEeHTUPOBATHCS
IPEeX/Ie BCETo Ha IMOKa3aTeNM KIMHUYECKOTO aHainu3a KpoBH. [Ipu onTumanbsHOH 103€ mpemnapara
cpennuit 00beM HputpouuToB (mean corpuscular volume, MCV) nomkeH yBeIMYUBaTHCS
(mpeBbimiats BI'H), mpu 5ToM Ki1eTKu KpoBH (B IEPBYIO OYEPE/Ib TCHKOIMTHI) TOJKHBI OCTaBATHCS
B IIpejienax pedepeHTHbIX 3HaueHui [389].

AzatuonpuH™* pekoMeHAyeTcsl MPUMEHSITh C OCTOPOKHOCThIO y maiueHTtoB ¢ AUIT Ha
cranuu  [II, npu UUTONEHHSX, C OHKOJOTUYECKUMHU 3a00JIeBaHUSIMU B aHamMHe3e U
ycraHoBieHHOM Aeduuute TIIMT. B 3Tux cutyanusx HeoOXoIuMO WHAMBUIYaTbHO OLIEHUBATh
COOTHOIIIEHUE PHCKA U MOJB3EI. [Ipn TsoKenoi MUTOoneHn: a3aTHONPUH HEOOXOAUMO OTMEHUTD.
A3zaTuonpuH NpOTUBOIIOKa3aH npu aekomrneHcupoBanHoM L{ITu OTAUT (cm. paznen 3.2.6) [388,
390].

#Muxodenonata moderun (MMD) —  HUMMyHOJENpPECCAHT,  CEICKTUBHBIM
HEKOHKYPEHTHBIH 00paTUMBbI HHIMOUTOP MHO3MHMOHOochaTaeruiporeHassl. B oTkpeirom 24-
HeaenbHOM PKU nokazano, yto #MM® B coueTaHuu ¢ MpeIHU30JI0HOM B KauecTBe Tepanuu 1-i
JUHUM y HauBHBIX mnauueHToB ¢ AWNID sddexTuBHEee azarnompuHa™* s AOCTHXKEHMS
OMOXMMHUYECKOT0 OTBETa IMpH Oosee OmaronpusatHoM mnpoduie nepeHocumoct [375]. #MMOD
PEKOMEH/TyeTCsl Ha3HaYaTh B Ha4aIbHOH 703€ 0,5 T 2 pa3a B CyTKH C IOCIEIYIOIINM yBETHICHUEM

no3b1 10 1 T 2 pasa B cytku [389].

e Pexomenayercst B mepuoa MHAYKIMH TEePanuM peryasipHoe (KkpaTHocth ot 1 no 14
JAHe| B 3aBUCHUMOCTH OT COCTOSIHUSA MAIMEHTA) BHINOJHEeHUE 00111ero (KJINMHHYECKOT0)
aHa/IM3a KPOBU U aHAJM3a KPOBH OHOXHMMHUYeCKOro oduerepaneBTuueckoro (AJIT,
ACT, 1D, 061muii onaupyouH, npsimoii ounupyoun, MHO, rioko3a, o6uuii 6es10Kk,
aJb0yMHH, KpeaTHHHMH, MO4YeBHHAa, KaJui) 151 oueHKH 3(deKkTHBHOCTH H
oesonacHocT UCT, nogdopa 103 JiekapCTBEHHBIX CPEACTB M KOPPeKIHH JedeHus [1,

1].
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YpoBenb yOeaurTeqabHocTH  pekoMeHgaumi C  (YypoBeHb  J10CTOBEPHOCTH
JA0Ka3aTeJbCTB 5).

Kommenmapuu: B neproa MHAYKIUU Ba)KeH MOHUTOPHUHT JTAOOPAaTOPHBIX MOKa3aTelnei
COCTOSHUSI TE€4YeHHM U 0e30MacHOCTH JedeHus. YacroTa KOHTPOJIBHBIX MEpPONpPUATUN
OTIpeeNIIeTCS COCTOSHMEM NAallMeHTa, aKTUBHOCTHbIO 3a00JieBaHUS, HAJIWYHEM [E€YCHOYHOU
HEJ0CTaTOYHOCTH, OTBETOM Ha JieueHHe. IlepBUYHBIN KOHTPOJIb MOKa3aTeaell OCYLIECTBIIAETCS
yepes 7 MHEH, HO TIPH TSHKEIIOM TeUeHUH 3a00JICBaHMs, TPU3HAKAX TIEYCHOYHON HEOCTaTOYHOCTH
MOKET OBITh BBIMIOJHEH PaHbIIE, a B TSHKEIBIX CIydasx MpOBOAUTHCS exemaHeBHO [391]. Toce
CTaOUITM3allMK COCTOSIHUSL TAallMeHTa JiabopaTOpHbIE IOKa3aTedd B MEpUOJ HHAYKIHOHHON

Tepanuu OIleHUBaIOTCs 1 pa3 B 2 HEA. 10 TOCTHKEHUS TTOAIEPKUBAIOIIEH 103bI npernapaTtoB [1].

e Pexomenayercss sl OlleHKH OTBeTa HAa TePANHMI0 BBINOJHATH AHAJIU3 KPOBH
Omoxmmuyeckuii oOmerepanesTudeckuii (aktuBHocth AJIT, ACT, yposeHsn
Onsmmpyouna, MHO) uepe3 4 He. u 6 Mec. 0T HAYAJIA JIeYCHUS U ONIPEAE/ISITh B KPOBH
YPOBeHb MMMYHOIJ100y/1uHa G 4epe3 6 Mec. 0T HayaJia Jiedenus [146].

YpoBenb  yOegutenbHocTH  pekoMeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJNbCTB ).

Kommenmapuu: Vicxonss 3 pacCMOTPEHHBIX BBIIIE KPUTEPUEB OTBETAa HA TEpamuIio,
MIEPBUYHBIN OTBET OLICHUBAETCS uepe3 4 Hell., a TOCTHXKEHHE MOJTHOTO OMOXUMHYECKOTO OTBETa
— yepe3 6 mec. OT Havana jJedeHus. OTCYTCTBUE CHHUKEHUE YPOBHS TPaHCAMHUHA3 B CHIBOPOTKE
MeHee ueM Ha 50% depe3 4 Hell. OT Havasia JICYEHUsI U OTCYTCTBUE HOPMAIU3aLUU ChIBOPOTOUYHBIX
TpancamuHa3 u IgG dyepe3 6 Mec. OT Hauana JedeHus TpeOyeT MEPEeoleHKH AuarHo3a H

nepecMoTpa Tepanuu [146].

e Pexomenayercss mnpu HeIOCTATOYHOM OTBeTe HA Tepanui Yy MNaIHEHTOB,
MOJIYYAK0IIHUX A3aTHONPHH**, ONpeAe/IUTh YPOBEHb €ro MeTal0/IuTOB B KPOBH (NIpH
AOCTYNHOCTH METO/a) JAJisl OlleHKH NMPHUBEP:KEHHOCTH K JICYEHUI0 U ONTHUMAJIBLHOIO
noadopa a03bl, a TaK/Ke PacCMOTpPeTh BO3MOKHOCTH KOPpPEeKUHMH MeTadou3Ma
npenapara #aionyputosom B go3e 100 mr/cyt [389, 392].

YpoBenb  yOenurTeibHOCTH  pexkoMeHaaumid B (ypoBenb  J10cTOBEpHOCTH
A0KA3aTeJNbCTB 2).

Kommenmapuu: Henocrarounas >(pQGeKTUBHOCTD JEUCHHS MOXKET OBITh 00yCIOBJICHA
WHIUBHUIyATbHBIMA OCOOEHHOCTSIMU MeTaboim3Ma aszaTthornpuHa®™*, B a3ToMm ciiydae ero gosa
MOJKET OBITh CKOPPEKTHUPOBAaHA HA OCHOBAHWUU OTpPEACIICHUS METa0OJIUTOB: O-THOTYaHHHOBBIX

HykJ1eoTua0B (6-TGN), BKIIOUAOLINX OCHOBHOE aKTUBHOE COCTUHEHNE 6-THOTYaHUH-TpUdochar
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(6-TGTP), m 6-MeTHIMEPKaNTONMYPUHOBBIX MeTaboauToB (6-MMP), He oOmamarommx
MMMYHO/JIETIPECCUBHBIM JIEHCTBUEM, HO OTpaXKaroIMX TOKCUYHOCTH npenapara. [Ipu ypoBHe 6-
TGN <220 nmombs Ha 8x10° spuTpoIMTOB (accOMMMPOBAH C HEJOCTHKEHHEM YCTOHYHBOI
OMOXMMHYECKON PEMHICCHUN) TOJIKHA ObIThH OLIEHEHA TPUBEP>KEHHOCTD MallMeHTa K JiedeHuto. Ecnu
MAIUEHT COOMIOAAET PEXKUM TepaluH, TO PEKOMEHAYETCsl OBBICUTH 7103y a3aTHornpuHa**. Ecnu
ypoBeHb 6-TGN Hu3Kuil, HO pu 3TOM coaepxkanue 6-MMP Bbicokoe, ciiefyeT CKOppEKTUPOBATH
MeTa0oIM3M a3aTHONpUHA IyTeM Ha3HA4YeHUs WHTHOMTOpa 00pa30BaHUS MOYEBOH KHCIIOTHI
#ammonypunona (B 1o3e 100 mr/cyT), ymeHbIaromiero oopasosanue 6-MMP [393]. B atom citydae
71032 a3aTUONPUHA CHUXKaeTcs 10 1/4 ot ucxonuoii [389]. [lanee no3y azatuonpuHa™* mocreneHHO
yBenuuuBaoT Ha ¢GoHe mnpueMa #HamnomypuHona. Jloza aszarmonpuna**, TpeOyemas s
ONTUMAJILHOTO JIEKAPCTBEHHOTO B3aUMOJICHCTBUS, MPUOIMKACTCSA K 2—3 MI/KI Macchl Tela, 4To
obOecrieunBaeT xopowmui 3amac Oe3omacHoct. [Ipu HeBo3MoxHOCTH u3MepeHuss 6-TGN B
KayecTBE CyppOraTHOrO MapKepa MOXKET ObITh MCIIOJNIb30BaH IOKa3aTellb CpeJHero odbema
spurporutoB (MCV) — mpu mpuemMe JOCTaTOYHOM 03Bl a3aTHONPHUHA OH JOJDKEH
yBenuuuBathes (mpesbimats BI'H) [389].

Tepanust #amiomypuHOIOM MOXET NMPUBOAUTH K noBbimeHuto AJIT (nabmromaercs y 2—
6% TManueHToB), KOTopas MOXeT HOPMalM30BaTbCs CIIOHTAHHO WJIM NPH OTMEHE Mpernapara.
Kpome Toro, onucanbl peikue ciaydau TSKEIOro OCTPOro MOPaKeHUs MEUYEHU €ro MpH MpUueme,
KOTOpBIE CONPOBOXKJAIMCH CHMITOMaMHU TMIIEPUYBCTBUTEIBHOCTH, 4Yalle OIUCAaHHBIE Y
appoaMepHKaHIIEB U aCCOLIMMPOBAaHHBIE C onpeaeraeHHbIMU amensimMu HLA [394].

KomOuHupoBaHHass Tepamnusi a3aTHONPHUHOM™** W #aJUIOMypHHOJIIOM B HU3KHUX J103aX
uccienopanack npenmyinectseHHo rnpu B3K. [Ipu 3Tom kymyasiTUBHAS 4acTOTa HEKeIaTeIbHBIX
ABJICHUM, NPUBOAsAIIAs K MPEKpalleHUuI0 Tepanuu, coctaBuwia 7%, B ToM uyucie 4% ans
MHUENOTOKCUYHOCTH U 1% ans remaroTokcMyHocTd. HampoTuB, ucxopHas (BCIIEICTBHE
MOHOTEpANuy THOIYPHUHAMH ) MHETIOTOKCUYHOCTh pa3permunack y 87%, a renaTOTOKCUYHOCTh —
y 86% manueHToB B cpeaHeM uepes3 1,2 u 1,4 mec. coorBercTBeHHO [395]. [Ipn AUT mogoOHBIX
KPYMHBIX HCCIEI0BaHUN He BBINONHSIOCH. [loaromy mpu mosbimenun aktuBHocTd AJIT y
nanuenTta ¢ AUID', nonyvaromero #auionypuHod, CIEeIyeT paccMoTpeTh Bo3MoxHocTh JIIIIT n

PYKOBOACTBOBATLCHA KP ((.HCKapCTBeHHBIC MOPAKCHUA IICUCHW.

e Pexomenayercs Ha3HAYATH Tepanuio 2-il JMHUHU (AJbTEPHATHUBHYIO TEPANHNIO) NPH
NPOTHBONOKA3AHUAX K IPUMEHEHHIO NpenaparoB 1-i JUHNH, UX HelePeHOCUMOCTH
WIH HEJOCTYIIHOCTH C LeJbI0 JOCTHKeHHsI OTBeTa Ha Jedenue. Mcmoub3yrores:
OyaecoHna 9 Mr/cyT Kak aJlbTepHATHBA NPEAHU30JIOHY** NIPH ero HemepeHOCHMOCTH

(y nauuentoB 6e3 LIII u (maum) III') B coueranum ¢ asarmonpuHomM**; #MM®D 1-2
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r/cyT uiam #Meprantomypul 0,5—1 Mr/kr/cyT (Kak ajbTepHATHBA a3aTHONPUHY**) B
COYETAHUM €  TMPEIHU30JOHOM**;  MOHOTepamusi  NPEeIHU30JIOHOM** B
HHIUBHAYAJBHO MO00paHHbIX A03ax [1, 2, 389, 396, 397].

YpoBenb yOeaurTeqabHocTH  pekoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J0KAa3aTebCTB 5).

Kommenmapuu: HenepeHOCUMOCTH JieueHUs, TpeOyromasi IPUMEHEHUS allbTepHATUBHOM
teparnuu, Habmogaercs B 13% cmydaeB. Yacts mobouHbx dddexToB 'K (yBennuenune maccel
Tena, CTPUM, JYHOOOpa3HOE JIMIO, TUPCYTU3M, ajornenus) npucyTctBytoT y 80% manueHTos,
MPOTEKAIOT HETSDKEJIO0 M MCYE3al0T CaMOCTOSTENbHO MpU CHIbKEeHUH 103 [145]. Knunuuecku
3HaunMble moOouHble 2P dexTs cucteMubiX 'K passuBatorcs B 25-27% ciyqaeB [398, 399].
HaubGonee BakHBIMM TpHU JUIMTEIBHOM JICYEHUU SIBJISIOTCS CaxapHbI auabeT u 1moteps
MUHEpaIbHOW mIOoTHOCTH KocTHOM Tkanu (MIIKT) c¢ ¢opmupoBanuemM ocTeornoposa,
HEKOHTpOJIUpYeMasl apTepuaibHas TUIEPTEH3Us, OMMOPTYHUCTHYECKHE WH(MEKIHH, pa3BUTHE
KaTapakKThl.

Cumraercst, uro cnemuduueckue s 'K moGounsie 3¢ddekTsl MoryT BO3HHKATH Yy
naiueHToB ¢ AUl npu mpueme 103, npepbimanomux 7,5-10 mMr/cyT, B TeueHHE HECKOIBKHX
MmecsueB [400]. Onnako KU no3o3aBucumoctu HexenatenbHbIX sBieHuil 'K, noaresepxaatonue
3TO TPENOJIOKEHUE, MPOBOAWINCH MPEUMYIIECTBEHHO MNpPH PEBMATHUECKUX 3a00JIeBaHMSIX.
Hannbie perpocnektuBHoro KM 476 manmentoB ¢ AU mokasanmu, 4ro nake HU3KHE O3B
MpernapaToB MpH JJIUTEIHHOM HCIOIb30BAaHUM MOTYT MPHBOJIUTH K 3HAUUTENBHBIM MOOOYHBIM
apdexram. Tak, nake HU3KUE 103l HpeAHM30I0HA (<5,0 MI/CYT) yBEIWYMBAIM BEPOATHOCTH
NEPEJIOMOB, B TO BpeMsl KakK 1035l >5,0 MI/CyT yBeIUUHBAJIA BEPOATHOCTh PA3BUTHS KaTapaKkThl U
nuabera [399].

AnbrepHatuBoil cuctemHbiM 'K sBasercs Oyneconua, mokazaBumii B PKM cBoro
3 PEKTUBHOCTh B MHIAYKIUU U MOAIEPKKE PEMUCCUU U 00JIQAAIONNI MEHBIIUMHU MOOOYHBIMU
s dexramu [397]. Meraananus, BeIOJIHEHHBIN 3kciepTamu ripu co3ganuu KP AASLD, nokasan,
9TO0 OMOXMMHYECKass peMHccHsi Oblia Oojiee BepoOsSTHA TPH HCIOJIB30BAaHWHM OyIACCOHHMIA H
azaTHomNpuHa** TIO0 CPaBHEHHIO C MPEIHU30JOHOM M a3aTUOMPUHOM**| OmHAKO aHANMM3 ObLI
ocHoBaH Ha ogqHoM PKU. Hu ogno 3 KU1 He oneHnBano takue napaMeTpsl, Kak THCTOJIOTHYECKOE
paspeuienue, nporpeccuponanue 1o LI, cMeptn u TpaHcnnaHTanuu nedyeHu. ToJbKO B OJHOU
paboTe coob1anock o0 601ee HU3KON YacTOTe HEOIAronpUsATHBIX SIBICHUN, HHAyIHpoBaHHbIX ['K,
npu npueme OynecoHuaa M aszaTuonpuHa** B cpaBHeHumu c cucremMHbiMu ['K [1, 397].

B perpocnexktuBHOM KW OyznecoHu] yBemUuMBai1 BEPOSTHOCTh pAa3BUTUS KaTapakThl H
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nepenomMoB; 3ToT 3(dekr He 3aBucenl OT NPUMEHEHHs [PEeJHU30JI0Ha B TEUYEHUE
npeamectByomux 1-3 et [399].

K Hemoctatkam OyaecoHWaa, MPENsSTCTBYIOIIMM €ro NMPUMEHEHHUIO Kak Tepamnuu |-i
JIMHUHU, OTHOCSTCA OTCYTCTBHE CHUCTEMHOrO ACHUCTBUS (UTO HEOOXOAMMO IPH BHENEUEHOYHbIX
nposiienusx AUIDY), puck akTHUBalMK COMYTCTBYIOIMX ayTOMMMYHHBIX 3a00J€BaHUN Ha (oHe
TOMMYECKON Tepanuy, HEBO3MOXKHOCTb TUTPOBaHMS 03Bl 10 Nojjepkuparouieii. Kpome Ttoro,
Oyneconun npotuBomnokasan npu I, Habmrogaromeiics y 60mbmioi nomm nanueHtoB ¢ AUL, B
CBSI3U C IIOBBILIEHHEM pPHUCKOB TPOMOO30B B CHUCTEME BOpPOTHOW BeHbl. [Ipu 3TOM mnpm
HOPTOCUCTEMHOM LIYHTHPOBAHUU HE BO3HHMKAET 3((eKTa MepBoro MpoxokIeHUs yepes3 MeUYeHb,
U CUCTeMHBIE T0OOYHBIE 3P (eKTh OyaecoHn1a OyayT TAKUMU e, Kak U 'y TpaguiroHHsix ['K [1,
1, 389].

Byneconun He HazHayaroT manueHTaM ¢ ocTpbiM TspkenbiM AUL wmm ¢ LIT (cm. paznen
3.2.6) [401, 402].

HenepenocumocTs azarnonpuHa** nHaOmogaercs y 3-5% NanuMeHTOB W pa3BUBACTCS
00BIYHO B mepBbIe 2 Hell. JedeHus [389].

Bo3MoxHOW  anbTepHAaTUBOW MHpPHU  HENEPEeHOCUMOCTH  a3aTHUONpPHHA  SBISETCA
#mepkantonypuH [308, 389]. XoTs #MepKanTomypuH SBISETCS METAOOIUTOM a3aTHONpHHA™** B
npouecce obpazoBanus 6-TGN, 25-50% mnauveHTOB C HENEPEHOCHUMOCTBIO a3aTHONpPHUHA
nepeHocsT #MepkanTonypuH [396], KoTopslil Ha3HavyaeTcs B HayanbHOM no3e 0,5—1 mr/kr [389].

OnTuManbHOM anbTepHATUBON a3aTHONpPHHY** sBisercs #MM®, KOTOpbIN Ha3HAYaeTCs
B HauanbHOU no03e 0,5 mr (mamee — 1 mr) 2 pasa B cyTku. B otkpeitom 24-nenensnom PKU
noka3aHo, yTo MM® B codeTaHuu C NMPEAHU30JOHOM B KauecTBe Tepanuu 1-i nuHuum Ooiee
3¢ (deKTUBEH, YeM a3aTHONPUH**, M JOCTHXKEHHUS] OMOXMMHUYECKON peMUCCUU U UMeeT Ooliee
OnaronpusATHBIN NpoduiIb NMEpeHOCUMOCTH, 4eM azaTuonpun** [376]. IlpennoyrurenbHbIM
PEKUMOM TIPH HETIEPEeHOCHMOCTH a3aTUONpHHA™* mpencTaBnsercs ucnoyib3oBanne #MMO B
no3e 1-2 mr/cyt B kombunarmu ¢ 'K (13 pacuera npenamnsonona 0,5—1,0 mr/kr/cyt) [389].

Bo3MOXHBIM BapuaHTOM NpH HENEPEHOCHUMOCTH CTepouacOeperaroumx MIpenaparoB
(azatuonpuna™*, #mepkantonypud, #MM®D) sBnsercs MOHOTEpanus MPETHU3OIOHOM™*,
3 pekTUBHOCTh KoTopoi mokazana B PKU [372]. OxHako oHa TpeOyeT MOBBIIIEHHBIX 103
mpernapara u, COOTBETCTBEHHO, TPUBOIUT K BHIPAKEHHBIM TOOOUHBIM 3 (heKTam, pexae BCero K
Hapymenutro MIIKT (moapobnee cm. pazaen 5). IlosTromy MoOHOTepamusi MPETHH30JIOHOM™**
JIOJDKHA TIPUMEHSTHCS TOJIBKO IPU HEBO3MOXXHOCTH KaKOTo-THOO JPYroro KOMOWHUPOBAHHOTO

JICUCHMUA.
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Jleyenmne InpciiapaTaMu 2-W JIUHUHA AOJDKHO IPOBOJUTHBCA B HCHTpaX, MMCIOIIUX OIIbIT

paboThI ¢ TaHHOU KaTeropueit narueHToB [308].

3.2.2 Iloaaep:KuBAIOIIAS TEPATUS

e Pexomenayercsi mocJie 10CTHKEHUS MOJTHOT0 OMOXMMHUYECKOT0 OTBETA Y NALIMEHTOB
¢ AUT nas mojgep:xkanusi peMHUCCHU UCIIO0JIb30BATH NPEIHU30JIOH** U a3aTHONPHH**

(mmu #MM®) B MHUHHUMAAbHO 3(Q(eKTHBHBIX NOJJEPKUBAIIMX 032X C

pPeryJsipHbIM KOHTPOJIEM JIa0OPATOPHBIX MOKAa3aTesjedl AKTHBHOCTH 3a200JieBaHUS

(mepBble mosaroga — 1 pa3 B Mecsi, aajee — 1 pa3 B 3—6 Mec.) sl OLEHKH

3¢ dexTBHOCTH Jedyenud [1, 375, 389].

YpoBenb  yOenutenbHocTH  pekoMengaumii C  (ypoBeHb  [10CTOBEPHOCTH
J0KA3aTeNbCTB 5).

OnTuManbHO cleayeT CTPEMUTHCS K MOIIEPKUBAIOIIEH MOHOTEPAIIMH a3aTHONIPUHOM [1].
[Ipu cHmwxeHuu 103 TpeOyeTcss OpUEHTUPOBATHCS Ha JabOpaTOpHBIE MOKa3aTelld aKTUBHOCTHU
3aboneBanus (AJIT, ACT, IgG).

[lo panubIM cuctematuyeckoro o63opa PKU, xomOunamus mnpegHuszomona™* +
azaruonpuHa** ad¢dexkTuBHEe MOANEPKUBAET PEMUCCHIO, YEM MOHOTEpAINusl MPEIHU30JIOHOM.
[Tpu 5TOM 2P PEKTUBHOCTH MOAJIEPKAHUS HE PA3INYAIaCh MEKy KOMOMHUPOBAHHOW Tepanuei u
MOHOTEparuei azaTuonpuaom [372].

Yactora koHTpossi Tokazarened S()PEKTUBHOCTH paccMaTpuBaeTrcs B pasuene 5.2

«HabOmroneuune.

o Pexomenayercs mammentam ¢ AHWI, mponywarommum MHMCT, pacecmorpers
AOMOJIHUTEIbHOe HazHadyeHnne YJIXK** B goze 13-15 wmr/kr ¢ neiablo
crepouacoeperaomero 3¢pdexra, a rtakike HazHayarh Y/IXK** mnanuenram,
KOTOpPbIM npotusonokasana UCT, ¢ nejbl0 CHUKeHUS] AKTUBHOCTH M 3aMeAJICHUA
nporpeccum 3adonesanus [403].

YpoBeHb  yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEpHOCTH
A0Ka3aTeJbCTB 2).

Kommenmapuu: Y IXK** obnagaer IMMyHOMOIYJIUPYIOIIEH aKTUBHOCTBIO, MOAABIIASA
cekpeuuto MJI-2, UJI-4 u unrepdepona-y akTMBUpOBaHHBIMU T-muMpoUUTAMH U MPOIYKIHIO
uMMyHoOrII00ynuHa B-mumdonuramu, canxas yposHu @HO-o u NJI-6 B CBIBOPOTKE 1O JaHHBIM
SKCTIIEPUMEHTAIBHBIX padoT [404, 405].

B neb6onbmom KU tepamust Y IXK** B Teuenne rona npuBoauna k camkennio AJIT, ACT,

IgG u yMeHBIIEHHIO HEKPOBOCHAIMUTENbHOW akTHMBHOCTH B Oumomrare [406, 407]. B KU,
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cpaBuuBaBiieM pexxumbl Y JIXK** T'K u I'K + VIXK**, nopmanuzamnus AJIT Oplna nocTurayTa
y 64% npu monotepanuu YAXK**. [Ipu stom Ha Qone moHoTepanuu YAXK** 3a mepuon
HaOmronenust (B cpemneM 49,7 mec.) HE BBISBICHO TNPOTPECCUPOBAHMS 3a00JICBaHHS 10
neuyeHouHor HemoctarouHoctu wid ['TIP. KomOunamms 'K u YIXK** obGecrneunBana Gonee
HU3KYIO TTOJICPKUBAOIIYIO 103y ITpeanu3oiona** [403].

ITpu AUI ¢ HenocTaTOYHBIM OTBETOM / pedpaKkTepHBIM TeueHneM nodasienue Y JIXK**
K CTaHJapTHOMY JICYCHHMIO XOTS M HE BIMUIO HAa JOCTH)KEHHWE OTBETa Ha TEpaluio, HO
CIOCOOCTBOBAJIO TMOJOXKUTENBHON TUHAMHUKE JaOOpaTOpHBIX ToKazaTened (1Mo JaHHBIM

HebosbIoro nonyroanyoro KI) [408].

3.2.3 Tepanusi npy HeAOCTATOYHOM OTBETE MJIM OTCYTCTBMH OTBETA

Kpurepuu u cpoku O1eHKH HEIOCTATOYHOT'O OTBETA M OTCYTCTBHUS OTBETA OMMCAHBI BBIIIE
B pasnene 3.2. OHM ONpEeAeNsOT UIMTENBbHOCTh TEpanmuu 10 IOCTAaHOBKH Bompoca 00
MHTCHCU(PHUKAIMN JieueHUs (Tepexoja Ha Tepamuio cleAyrolled JTuHuM): 4 Heaenu — Mpu

OTCYTCTBUH OTBCTA, 6 MCCALCB IPpU HEAJOCTATOYHOM OTBETC.

e Pexomenayercsi nmpm HeJOCTATOYHOM OTBeTe WJIM OTCYTCTBMM OMOXHMHYECKOIO
orBera Ha MUCT npm AUI' yTOYHHUTH NPHBEPKEHHOCTHh NMALMEHTA K JICYECHHIO M
NPOBECTH MOBTOPHOE 00C/IeJOBAHNE MAIMEHTA JJIsl HCKJIIOYEeHUs! AJIbTEPHATHBHBIX
NPUYHH 3200/ 1eBaHUS U NePeKPeCTHLIX CHHAPOMOB [146].

YpoBenbr  yOenureabHocTH — pekoMmeHaanuii C  (YpoBeHb  /10CTOBEPHOCTH

A0KA3aTeJNbCTB ).

o Pexomennyercss manmentam ¢ AU’ npu HexocTaTro4yHOM OTBeTe WM OTCYTCTBHH
oTBeTa HAa Tepanui 1-ii Mau 2-il JUHUM JUIA JOCTH’KEHUSI OTBETa Ha JiedeHHe
HA3HAYMTH Tepanuio 3-ii JUHUM MHTHOUTOpPaAaMHM KajJlblHHeBpPUHA (#TakpoJmumyc,
#IMKJOCIIOPHH) C MOCTENEHHBIM MOA00POM HHIAMBHAYATbHON 103bI N0 KOHTPOJIEM
KOHIIEHTPAllMH B KPOBHU (MCC/IeI0BAHHE YPOBHS ILUKJIOCHOPHHA A, HCCIEA0BAHHE
YPOBHSI  JICKAPCTBEHHbIX MNpPenapaToB B  KPOBH  (TAaKpoOJUMYC)): s
#UMKJIOCIOPUHA — pacyeTHasi 1032 2 MI/KI 2 pa3a B JeHb; KOHIIeHTPalusi B KPOBH
<120 Hr/mu; 1y #TaKpoIMMYyca HadaJibHasi 103a 1 Mr 2 pa3a B ieHb, pacyeTHasl 1032
0,1 mr/kr 2 pa3a B AeHb (IJs1 NPOJOHTMPOBaHHOH ¢opmbl — 1 pa3 B JeHb),
KOHIleHTpauusi B kpoBu 6—8 ur/mu [1, 2, 146, 389, 409].

YpoBenb  yOeaurTeqabHocTH  pekoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB 5).
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Kommenmapuu: HenoctaTouHbI OTBET WJIM OTCYTCTBUE OTBETA HA Tepanuio 1-i uim 2-i
nuHuKM Habmogaetcst y 20-50% mnanueHToB. B 3TOM ciiydae HasHauaeTcs Tepanus 3-id TUHUH,
KOTOpasi TPOBOJUTCS HWHTHOMTOpAMU KalbIMHEBpUHA (#Takpoaumyc, HIUKIOCIOPHUH) C
MOCTENIEHHBIM TOJ00POM MHJMBUIYaJTBLHOM 03Bl MOJ KOHTPOJEM KOHIEHTpAllMU Ipernapara B
KPOBH U TOCJICTYIOIUM CHHYKEHHUEM JI03bl / OTMEHOM npenHu3onona** [1, 2, 410].

Ilo nanueiM Meraananmuza 15 KW, npu HemoctatouHOM oTBeTe Ha Tepamnuio 'K+
azaruonpuHOM** HamOoJsbIast O MAIMEHTOB CO CHW)KCHHEM YPOBHS TpaHcamuHa3 (Oosee
90%) wnabmoganach Mpu NPUMEHEHHMM HMHTUOMTOPOB KalbIIMHEBpUHA, a HauOOJBIIYIO
s dexTuBHOCTH AeMOHCTpUpoBal #rakponumyc [409].

[lepen HavanoM Tepanuu 3-i JIMHUU CIELYET PACCMOTPETh BO3MOXKHOCTH MPOBEACHUS
Ouoricuu  Me4eHw, YToOBl JI0Ka3aTb HEOOXOAMMOCTb TaKOro JICYEHHS, HCKIIOYHUTH
aJIbTEPHATHBHBIC JUATHO3BI M TTOJIPOOHO ONMMCATh aKTUBHOCTD 3a00JIeBaHMs (CTeneHb) U Gudpo3
(cramusi) mo ee Hauana. [lo maHHBIM MyIbTHIEHTpOBOro perpocnektuBHoro KU, #MMOD u
#TakponuMmyc o0JIamaroT cxoxked 3((OEKTHBHOCTHIO B KadeCcTBE Tepamuu 2-U JUHUU TIPH
HeMepeHOoCUMOCTH cTanAapTHo Teparnuu ['K + azatnonpurom™*, HO pu HETOCTATOYHOM OTBETE
Ha Tepanuio 3(PPEeKTUBHOCTh H#TAKpOIMMYyCa 3HAUUTENBHO BhIlIE, yeM #MMOD (mocTikeHue
oTBeTa Ha Tepanuio 56,5% npotus 34%) [411].

Cucrematnueckue o030psl KM, B KOTOpBIX ManmueHTHl MONy4ald H#TAaKpOJIUMYC MpU
pedpakreproM k cranmapTHoit Tepanuu AUI, mokazamu, uro y 76% w3 HUX ObUI JOCTHTHYT
MOJIHBI OMOXMMHUYECKHI OTBET Ha JiedeHHe W (Wiu) Tucroiormdeckas pemuccus [412, 413].
Hcxond U3 31010, Ha3HauYEHUE #TaKpoJIMMyca MPEICTABIAETCA NpeAnouTuTeNbHbIM. HauanpHas
J03a Tpernapara cocTtaBisieT 1 Mr 2 paza B CyTKH (B COUETAaHUM C MPEIHU30JIOHOM™** B 1103€,
KOTOpYIO paHee MoJjydyasa NalUeHT), OpUeHTHPOBOYHAs pacueTHas go3a — 0,1 mr/kr 2 pasa B
CYTKH, LIeJieBasi KOHIICHTpAIs B KpOoBH — 6—8 HI/MI [2].

[Ipu mnepeBoje mnamueHTa Ha Tepanuio 3-W JMHUM paHee Ha3HAYeHHas Tepamnus B

JaTbHEHIIEM TTOCTeITeHHO oTMeHseTces [2, 308].

e Pexomenayerca y mnamuentoB ¢ AHWNI 10 HasHavyenuss tepanuu 3-H JMHUM
HHTHOMTOpaMM KaJIbIIMHEBPHHA (¥TAKPOJIUMYC, #IIMKJIOCIIOPHH) OLCHUTH QYHKIIUIO
noyek (aHaMuM3 KpPOBH OHOXMMHMYECKHMI oOlIeTepaneBTHYECKHMii: KpeaTHWHHH,
CKOPOCTh KJIY00ukoBOil ¢uabTpamum (CK®)), a Ha ¢oHe JieyeHUs] NMPOBOAUTH
onpejaejleHHe  CHIBOPOTOYHOW  KOHLEHTPAUMH  JIEKAPCTBEHHOIO  CpPeACcTBA
(MccenoBaHue ypOBHS LUKJIOCIOPHMHA A, HCCIEA0BAHME YPOBHS JEKAPCTBEHHBIX
NpenapaToB B KPpoBH (TAaKpPOJIHUMYC)) AJsl KOPPEKIHMH A03bI M NpeJIoTBPALICHHUS

HeKeJIaTeJbHbIX sBJeHni [389].
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YpoBenb yOeaurTeqabHocTH  pekoMeHgaumi C  (YypoBeHb  J10CTOBEPHOCTH
JA0Ka3aTeJbCTB 5).

Kommenmapuu: 1lpu HazHaueHMM WHTUOMTOPOB KaJbIMHEBPHHA 0COOOE BHHUMAaHHE
JIOJKHO  yHENSAThCS KOHTPONIO (YHKUMHM TIOYEK B CBA3M C UX [OTCHIMAJIBHOM
HEe(PPOTOKCUYHOCThIO W ypoBHIO Tiukemuu [389]. Kpome Toro, ciemyer yduThIBaTh PHUCK
OMIOPTYHUCTHYECKUX UHPekmii [90].

@dyHK1IMIO ToYeK, onpenenseMyto no CK®, cienyer olieHnBaTh 10 ¥ BO BpeMs JIEUEHUS, a
npu cHKkeHnn CK® — paccMoTpeTh BO3MOXKHOCTh CHUKEHHUSI 103bI ITpernapaToB Ha 25% u Oounee
[388]. Tem He MeHee, IO JaHHBIM CUCTEMATHUYECKUX 0030pOB, y MOJABIISIONIETO OOJIBITMHCTBA
narenToB ¢ AUIT, momywaronmx #rakpoiaumyc, QyHKIHMS MOYEK OCTaeTcs crabuibHOU [412,
413].

Yacrota kouTposs kpeatuHuHa, CK®, riaroko3bl 1 Bccne10BaHus YPOBHS JIEKaPCTBEHHBIX
npernapatoB B kpoBu npu AUI ToyHO He ompezaeneHa U OINpeaesseTcss B WHANBUAYATbHOM
MOPSIIKE B 3aBUCUMOCTHU OT UCXOJIHBIX HOKazaTeJIeﬁ\[ClOFZ]: oT 2 pa3 B Henento 10 1 pa3a B mecsIl
B IepBhIC 4 Mecsla JeueHus, B JanbHenmeM — 1 pa3 B 1-3 mecana [414, 415].

Meraananus 21 KU, B kotopsix nauuentsl ¢ AUD nonyuanu #MMO® unu #rakponumyec,
MOKa3aj, YTO MpU Ha3HAYCHUM H#TaKpoJiMMyca HeKeJaTeJbHbIe sBJIEHUs HaOmonaworcs y 1/4
nanenToB ¢ AU, HO peako TpeOyroT oTMeHBI npemnapata. HalmromaeTcss mpenMyIecTBeHHO
HEHPOTOKCMYHOCTh U JKEIyJOYHO-KHUILEYHbIE >KaJoObl, peIKo — caxapHblii Jaualer,

HE(POTOKCUYHOCTH, 3yl U anonenwus [413].

o Pexomennyercs y nanuentos ¢ AU npu oTcyTcTBMHM OTBEeTa HA Tepanuio 3-il IMHUHA
PaccMOTpeTh «Tepanuio cnaceHus)» (MIpuMeHeHue #puTyKkcumada, #uHdankcumada,
#0eaqumymaba, #O0apuuMTHHHOA) B MHAMBUAYAJbLHO MOAOOPAHHBIX [J103aX AJs
JAOCTUKEHMsI OTBeTa Ha JeyeHue [2, 389, 416].

YpoBenb  yOenurtenbHocTH  pekoMengaumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KAa3aTebCTB 5).

Kommenmapuu: «Tepanus criaceHus» paccMaTpuBaeTcst Ipu HedPpPEKTUBHOCTH TEpaIIuu
3-i1 nTMHMM M JOJDKHA Ha3HAyaThCsl Mmocie KoHcuiaumyMma. Ilpu BeIOOpe mpemapara ciexyer
YUUTBIBAaTh, YTO HMEIOTCS OMHUCAHUS MO3UTUBHOrO 3¢pdexra Ha Teuenne AUl cremyrommux
npenapaToB: #puUtykcumaba, #uHdaukcuMada, #O0enumymaba, #Oapuutunuba [417, 418, 419,
420, 421, 422]. Haubonpuii ONBIT HAKOIUICH Y B3pOCHBIX ManueHToB ¢ AVIT B mpuMeHeHHHN
#putykcumaba. MHOTOLIEHTPOBOE MEXIYHApPOAHOE peTpocrnekTuBHOe KoroptHoe KU oneHumo

pesyabTatel neueHust AUL, pedpakrepHoro k repanuu 1-if unu 2-i (3-i) muHun, #puTyKcumadbom.
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[Ipenapar ymyuman nabopatopHble nokasatenu y 70% nalueHToB B TEUYEHUE ABYXJIETHETO
nepuosia HaOJIIOAEHUs, OJHOBPEMEHHO MO3BONsAA CHU3UTH 703y 'K y 2/3 manumeHToB M ObLI
Oe3omacen [418].

B perpocnexktuBHoM mynbTHIIeHTpoBOM KU, BKiIIOYaBIIeM MalleHTOB, HE OTBETUBIINX
Ha Tepanuio 2-i 1 3-i JMHUM, Tepanus nHQIMKcuMaboM oOecrieunsia OMOXUMHUYECKUI OTBET B
55% cnyuaes [416].

Jleyenue BbIlIE€yKa3aHHBIMU TperapaTaMu JIOJDKHO MPOBOJUTHCS B LIEHTPAX, UMEIOIINUX
OTBIT PabOTHI C ATOW KAaTETOPHUEH MAIMEHTOB M TCHHO-WHXEHEPHOU OMOJOTHYECKOW Teparuen

[308]. Crnieqyer yuyuThIBaTh PUCK ONMMOPTYHUCTHUYECKUX HHPeKIuii [90].

3.2.4 OTMeHna Tepanuu

e Pexomenayercs paccmorpers otMeny UCT y nanmentoB ¢ AUI 6e3 LI u moanbim
OMOXMMHYECKHM OTBETOM, COXPAHAKIIMMCH B Te4YeHHe JABYX JIeT, € LeJbI0
obecneyeHus nepuoaa 6esMeaIuKaMeHTO3HOro Ha0mwoaenus [1, 135, 423].

YpoBenb  yOenutenbHocTH  pekoMengaumii C  (ypoBeHb  [10CTOBEPHOCTH
J0KA3aTeNbCTB 5).

Kommenmapuu: Tlo6ounbie >¢pdextsr UCT saBIAOTCS JTUMUTHPYIOIUM (HaKTOpOM,
OTIPEICIAI0T MOTPEOHOCTh B MUHUMU3AIIUU /103 JIGKAPCTBEHHBIX MPENapaTroB M PacCMOTPEHUE
Bompoca 00 ux otmeHe mnocie kypca MCT y uwactu mamumentoB [424, 425]. BoabmuHCTBO
AKCIIEPTOB TMPEANOJAraroT, 4TO HeoOXOoAUMBIM ycioBueM it 3aBepuieHus WCT sBnsercs
COXpaHEHHE MOJHOTO OMOXMMHUYECKOTO OTBETa HE MeHee JIBYX JeT [1, 134, 423]. Onnako oTMeHa
mpemnapata ¥ JIOCTIDKEHHE JUIMTENBHOrO Tepuoaa Oe3menukamMeHTo3HoM pemuccun AUD
BO3MOXKHBI TOJIBKO Yy HeOonbmoil vactu marmueHToB [1]. Tlo maHHBIM pEeTPOCTIEKTHBHBIX
MCCJIEIOBAHMM, PEMUCCHS HIITH OMOXUMUYECKUI OTBET COXPAHSIOTCS B TCUCHUE HE MEHEE TPEX JIET

y 19-47% nauuentos [321, 426, 427, 428].

o Pexomennyercst npn npuHsaTiuu pemienusi 00 ormene UCT nanuenty ¢ AUTL ¢ nenbio
NpeJoTBpPallleHUs] peuuJIMBa YYMTHIBATh CJjelylolIHe TO0KAa3aTeJu: MOJHBbIH
0MOXMMHYECKHIl OTBeT B TeuyeHHe JABYX JieT; B IMEpPHOJ PACCMOTPEHHUS] OTMEeHbI
Tepanuu akTUBHOCTH AJIT (anaau3 kpoBu OMoOXMMHUYecKHii 001eTepaneBTHYCCKHIA)
MeHee 110J10BUHBI 0T BI'H 1 ypoBens IgG (ucciienoBanue ypoBHsi HMMYHOIJIO0OYJIMHA
G B kpoBH) He Oojiee 12 r/y1; OTCYTCTBHE HEKPOBOCHAJMTEIbHOH AKTUBHOCTH B
TkaHu nedenu (UT'A < 4), B cayyasix ecid NMPOBOAMJIACH, KOHTPOJIbHASA OMOINCUSA

neuenu [308, 423, 429, 430].
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YpoBenb  yOeauTeIbHOCTH  pekoMeHaanmuii B (ypoBeHb  J10CTOBEpPHOCTH
A0Ka3aTeJabCTB 3).

Kommenmapuu: Iloxazano, uro Oonee Bbicokue ypoBHH AJIT u IgG Obum
B3aMMOCBSI3aHbI C PELMAMBOM MOC]IE€ OTMEHBI JieueHus Wi cHkenus o3 UCT [117, 429]. Tlpu
9TOM COXpPaHEHUE PEMHUCCHM HaOII0JaNOCh Y MAIMEHTOB, Y KOTOpbIX mpu npekpamienuun UCT
aktuBHOCTH AJIT cocrapnsiina menee monoBuHbl oT BI'H, a ypoBenb IgG Obut HE Gonee 12 1/n
[429]. IMamuentsr ¢ AUT 6e3 ricxomHOTO NOBBIIeHUs ypoBHs IgG (py mocTaHOBKE AMArHO3a)
UMEIOT OoJiee BBICOKHE MaHChl Ha ycremnyto otmeny MUCT [230].

BoccranoBnenue TkaHu TiedeHH Ha (OHE JICUEHHUS CHIDKAET PHUCK TMOCIEIyIOIIEero
permauBa [431], HO HanMuyWe TOPTATHHOM IUIA3MOKJIETOYHOW HMH(UIbTpamMu B OHONTAaTax
NIEYEHH SIBIISIETCA MPEAUKTOPOM PELUIUBA [10C]Ie OTMEHBI IIpenapara, Jake B o0Opa3lax MeueHu,
B OCT&JIbBHOM COOTBETCTBYIOLIUX KpuTepusMm pemuccuu [432]. Mcxoas U3 3TOro, OoNTUMaibHO
ObLI0 OBbI BBIMONHATE Ouoncuio neyeHu 10 otMeHbl MCT, HO mmMpokoMy MPUMEHEHHIO TaKou
TaKTUKUA TPEMSITCTBYET €€ WHBAa3MBHOCTh [1]. OpHako mnpoBeieHUE OMONCHUH TIEYEHU IS
MOJATBEPXKJICHUSI PEMHUCCUM 3a00JI€BaHUSI HE CHU)KAET YacTOTY PELUJIUBOB IO CPAaBHEHUIO CO
ciyvasimu, B kKoTopbix UCT oTMmeHs1ach Ha OCHOBaHWU OMOXMMHYECKOro oteta [423], moaTomy

€€ BBIIIOJIHCHUC MIEPC/ ormenon UCT JJIA TIOATBEPKACHUA PEMUCCHUU HE SABJISACTCA 00s13aTeNIbHBIM.

e Jlnsa nmpenorBpamenus peakruBauuu AU u nexkomneHcanuu 3a00/1eBaHUs NMeYeHH
pexomenayerca He oTrMeHaTh MCT nanumentam ¢ AU B cragmu HIT (mpu
OTCYTCTBHMHM NPOTHBONOKA3aHNH K Heil), eciu He noka3aHa perpeccusi LI na dgone
Jeuenus [424, 433].

YpoBenb  yOenutenbHocTH  pexkoMengaumii C  (ypoBeHb  [10CTOBEPHOCTH
J0KAa3aTebCTB 5).

Hanuune craguu LI, BeposATHO, yBEIMUMBAET 3aBUCUMOCTh OT JeueHus [424, 433, 434].
Kpome toro, peunau AU mpu L1 MoxkeT mpuBecTH K OBICTPOI JEKOMIIEHCAIIUU COCTOSHUS

IICYCHMU.

e Jlna mnpenorBpamenusi peuuauBa AMUI pexomenayercsi He ormeHsatb WCT
napuenTaMm ¢ AUI, y koTopbIx paHee Ha0/101aJICsl penInB Ha ()OHE OTMEHbI (WJIN
caumxenus 103) UCT, a Takike jedyeHne KOTOPBIX TPeOOBAJIO NPUMEHEHUS] TePaANuu
3-il IMHMHU WK «Tepanuu cnaceHus» [427, 435].

YpoBeHb  yOeauTeIbHOCTH  pekoMeHaamuii B (ypoBeHb  J10CTOBEpPHOCTH

A0Ka3aTeJabCTB 3).
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[Tpu Bozo6HOBIeHNU CT mocne penuanea AUI mocienyronme MONbITKH MTPEKPaIICHUS
JIEYEHUs] MPAKTUYECKU y BCEX MALMEHTOB NPUBOAAT K HOBOMY peuuauBy [427]. IloBTopHbIE
pPeIUANBBl YXYAIIAT MPoTrHO3 3aboneBanus [435], a npononrupoBanHas MCT cHuxkaeT puck

peunanBoB [425].

3.2.5 Tepanus penxuansa

Perunmu AWIT — moBbIIIEHNE aKTUBHOCTU 3a00JI€BaHUS MOCIE MHIAYKLIUU PEMHUCCHU U
OTMEHBI TpenapaTta (Wiau HecoOmoneHus pexuma sedenus) [1]. Pemumu AUI 00braHO
ACUMIITOMEH U OIpe/essieTcsl KaKk MOBTOPHOE MOSBJICHHUE KIMHUYECKUX U (M) J1ab0paTOpHBIX
MapkepoB akTuBHOCTH (moBbimieHne AJIT) mnocne 3aBepmienuss MCT wnm Ha Qone
noJJepKUBarolell Tepanuu (Ipy OTCYTCTBUU JAPYTUX IPUYUH MOBBIIIEHUS TpaHCaMHHA3) [436,
437, 438]. BonbIMHCTBO aBTOPOB OMPENETSAIOT PEUMANB KaK MOBbIIIeHHE akTuBHOCTH AJIT >
3 BI'H u (unun) ypousa IgG > 20 r/n B ceiBopoTke kpoBU. Ho Moxker HabmogaThCs U MeHee
BBIpQXEHHOE MOBBIIIEHHE ChIBOPOoTOUHOTO YpoBHS AJIT u (umm) IgG [1, 145, 439].

YacToTta penuanBoB BapbupPYeET, 1O Pa3HbIM JaHHBIM, OT 25 1o 100% ciyuaes [397, 425,
427]. BaxHO OTMETHUTb, 4YTO HECOOIOJICHUE PEKUMA JICUEHUS UTPAET 3HAYMMYIO POJIb B pa3BUTHH
peuuauBos [440].

PernnuB Hanbosee yacTo HabIIOJaeTCsl B IEPBBIH T'OJ1 TOC/Ie OTMEHBI Tepayy, B CpEAHEM

yepe3 4 Mec. nocie ee okonuanus [441], HO MOKET BO3HUKATh U uepe3 aecatuietus [442, 443].

e Pexomennyercs npu peunause AUI" nauats UCT ¢ ucxoaHoi MHAYKIIMOHHOI 103bI
(c KoppekuMell Ha aKTyaJbHYI0 MacCy TeJla U KOMOPOHMIHOCTH) € MOCJIEAYIOUIUM
NepexoA0oM Ha 0Jrocpouny nomaepxuparomyr UCT nuis 1ocTukeHns 0TBeTa HA
JiedyeHHe U MpeJoTBpaleHus MOBTOPHOIro peunausa [1, 424, 427, 441].
YpoBeHb  yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEpHOCTH
A0Ka3aTeJabCTB 3).
Kommenmapuu: Ilpu nedenun penunuBa AWNIT manueHTsl OOBIYHO OTBEUYAlOT Ha
ucxonuyto uHayknuonuyio no3y WMCT [424, 441]. UCT y Takux TanyMeHTOB JOJDKHA OBITH
JIOJITOCPOYHOM, TaK KaK MPEKpaIleHHe JEYCHHUS B DTHX CIIydasX MPUBOJIUT K HOBOMY PEIUANBY

[1, 427].

3.2.6 Jleuenue B 0COOLIX rPYHIIAX

3.2.6.1 JIeuenune ocTporo tsxeaoro AUI

He cymectByer ueTkux KputepueB, B Kakux ciaydasx AWUID cnexyer paccMarpuBaTh Kak

OTAUI'. Octpeim AUI cumraercs npu nedroTe B TedeHwe a0 26 Hen. 0e3 MPU3HAKOB
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npeamecTByromero 3adoneBanus [391]. B ortnenpHbIX uccnemoBanmsx kpurepusmu OTAUD
SIBJISUTUCH:
1) onpenenennslil wim BepostHbiil AUID (Ha ocHOBaHuu ynpoiueHHoi oueHku IAIHG no
E.M. Hennes c coasr.);
2) MHO > 1,5 u (unn) cBIBOPOTOUYHBIN OumupyOuH > 200 MKMOJIB/JT;
3) orcyrctBre anamHe3a AUT;
4) rucronorudecku noarsepxkaeHubI AUL [444].
B 10 xe Bpems cymiectByer iBa Bapuanta OTAUIL:
e AWI', nposBISIOMIMICSA OCTPOM NEYEHOYHON HEJOCTATOUHOCTHIO;
e OCTpas TI€UEHOYHAs HEIOCTATOYHOCTh Ha (OHE XPOHUYECKOM  IEUEHOUYHOU

HepoctatoyHoctu (OIIXIIH) mpu AUT.

e Pexomenayercsa y manueHtoB ¢ OTAUI, Ho 6e3 mpu3HakoB BbipaxenHon IIJ,
paccMaTpuBaTh TepPalui0 NMPEJIHU30JOHOM** ¢ y4eTOM PHCKOB €ro Ha3Ha4eHUsi B
HHUOuupyomeid no3e 1-1,5 MI/Kr (BHYTPHBEHHO WM TMepPOpPalbHO) s
Npe0TBPAallleHUs1 He0JIaronpusTHOro ucxoaa (445, 446, 447].

YpoBenb  yOenurtenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH
A0KA3aTeJNbCTB 5).

Kommenmapuu: CymectBytoT Bompockl mo 3ddextuHoctu 'K npu OTAUI.
Yo6enurenbHbIX JoKa3aTenbcTB B nojaepxkky tepanuun 'K mpu octpom AUIT u OTAUD e
CYLIECTBYET BO MHOIOM M3-32 HEBO3MOKHOCTH IIPOBEJIEHUS KAYECTBEHHBIX NPOCHEKTHUBHBIX
KoHTponupyeMbix KU. Pe3ynbraTel peTpOCHEKTUBHBIX HCCIIEIOBAaHUI T'OBOPSAT B OCHOBHOM B
nonb3y npuMmenenus ['K y nanuenTtos ¢ octpeim AUT u OTAUI [445, 448, 449, 450]. C opyroit
croponsl, HeahdexTuBHOE neyeHue ['K B KU ¢ yuactuem 72 manuentoB ¢ OTAUTI u xentyxou
Habmonanock B 18% ciygaes [450].

Cunraercs, yto npu OTAUNI cnenyeT paccmaTpuBaTh BO3MOXHOCTh paHHed Tepanuu ['K
no passutusa I[1D [391, 447]. Ilpu stom IID nerkoii crerneHW HE SBISAETCS aOCONMIOTHBIM
npoTtuBonokasanuem k Tepanuu I'K y mannentoB Henoxwioro Bo3pacra [445, 447].

Tepanus 'K yacTo He yiydmaeT BBDKMBA€MOCTb M IIPOTHO3 s nanueHTtoB ¢ AUI,
IIPOSIBIIAIOLIUXCS. OCTPON IIEUEHOUHOM HEJOCTaTOUYHOCTHIO, ¥ noArotoBka k TII qomkHa HavaTecs
HesamemuTensHo [1, 451, 452, 453]. XoTs CymecTBYIOT U Jpyrue JaHHBIE. DTO KacaeTcs B
MEPBYIO O4epeIb MalMEeHTOB ¢ HU3KUMU nokazaTtensimu MELD [454].

[Mposnsrommiics B ¢dopme OIIXIIH AUIT sBasiercss 4pe3BbIUAHHO TI'eTEPOreHHOM
KJIMHUYECKON TPYMIION C IMUPOKUM CIIEKTPOM CUMIITOMOB, CTauil (uOpo3a U MPOBOIMPYIOLIUX

¢dakTopoB. Hay4yHbIX naHHBIX 1O oueHke >¢dextuBHocTH Tepanuu 'K y manHoi kareropun
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MalMeHTOB KpaitHe Majo. B ogHoit u3 padot obmias 90-qHeBHas BepkuBaeMocTh npu OIIXIIH u
AW 6e3 TII cocraBuna 75% na ¢one repanuu I'K u 48,1% B orcyrcrBue Teparuu 'K [455]. L1,
10 JAHHBIM €JUHUYHBIX UCCIIEI0BAaHUM, HE OKa3bIBAET 3HAUMMOT'0 BKJIaJa B yXyIUIEHHE IPOrHO3a
Ha (one tepanuu 'K u y naniuentos ¢ OIIXITH u AUT: 90-nHeBHas BBIKMBaEMOCTh COCTaBHIIA
45,7% npu L1 u 50% y mauuenton 6e3 LII1 [456, 457]. [lanueHTHl ¢ KIMHUYECKU BBIPAKEHHOM
[12 npakTudecku He oTBevaroT Ha Tepanuto ['K [455].

VYuursiBas puck pa3BuTus cercuca rnpu tepanuu I'K, koropslii cocraBnser npumepHo 20%
[455], a TakKe BBICOKYIO JICTAIBHOCTh B ATOM TpyIlNe, TAKUX MAIMEHTOB CJIEAYEeT HEMEIJICHHO
BKJIIOUUTH B JIUCT Oxxkuganus Ha TII.

Huskyro addexruBrocTh 'K 9acTo CBS3BIBAIM ¢ HECBOSBPEMEHHBIM HAYalIOM TEpPAINTuU
[108]. B uccinenoBanum narueaToB ¢ OTAUI 6e3 L{IT u I13, a Takxke ¢ mokazarenem MHO > 1,5
II0Ka3aHo, 4YTO no3aHee Ha3HadeHue 'K MoxkeT onmpenenuTh KIMHUYECKYIO HE3(pPEeKTHUBHOCTH
neuyeHust 1 HeooxoaumocTb TI1 y Takux manueHToB. Takxke onpeneneHo, YTo UCXOAHbIN YPOBEHb
MHO u Bpems Hauana tepanuu ['K sBIsStoTCS He3aBUCUMBIMU MPEAUKTOPaMH BEKUBAEMOCTH 0€3
TII B Teuenue 6 mec. OT MOCTAHOBKU AuarHo3a [458]. BaxHO MOMHHUTH, YTO €CIIM TMAIMEHT C
octppiM wim OTAMIT He pearupyeT Ha TEpamuio0 M IPOrPECCUPYET A0 IEYCHOYHOU
HesocTaToyHocTH, Tpedyercs TII B MakcuManbHO cxkaTble CpokH, a BBeaeHue I'K B Takom ciaydae
OMACHO H3-3a MOBBIIIEHHOI'O pHUCKa MH(EKIHU, YTO AENAeT MOKA3aHUS U MPOJOJIKUTEIbHOCTD
neuenus ['K npu OTAUI" auckyrabenbHbIMU.

Bonpoc ontumaneneix o3 I'K mpu OTAUIT He pemeH. B peTpocneKTHMBHBIX
UCCIIEIOBAaHUSIX UCIIOIb30BAIUCH PA3JIMYHbIE J03bI U ITyTH BBEICHUS MpeTHN300Ha**: 40 mr/cyT
nepopaibHo [455]; 40—100 mr/cyt nepopansho [449]; npeanuzonon 1,3 mr/kr [451]; 1,5 mr/kr
BHYTpPUBEHHO [446]; 0,5—1 MI/KT nepopainbHO WK BHYTpUBEHHO [445]. Takxe OblIM HAaOII01eHUS
110 IPUMEHEHHUIO METUIIIPEJHU30JI0HA U THAPOKOpTH30HA [ 112, 445].

VY namuentoB ¢ octpbiM AUIT 6e3 koarynonaTuu B Cilydae MPOrHO3UPYEMOTO ILIOXOTO
orBera Ha Tepanuto I'K cienyer mepecmoTpeTs quarHos, a 3atem yBenuuuTs 103y 'K u (unm) B
ciIy4ae, eclid ypoBeHb OmnupyOuHa Hrvke 100 MKMOJIB/T, pacCMOTPETh BO3MOXKHOCTH JOOABHUTH
azatuonpuH [1, 1]. [TapamiensHo pekoMeHayeTcs olleHuTh HeooxoaumocTts TII, ocobenHo ecnu
nokazarenu MHO yxyamatorcs. IlanuentoB ¢ OTAUI, minoxum NporHo3oM M KoaryJonaTuen
clenyeT HeMEIUIEHHO BKIIOUNTh B jucT oxunanus TII (cm. paspmen 3.3.2 «Tpancrantanus
TICYCHN ).

HemHorouunciaeHHble JaHHBIE TOBOPAT 00 OTCYTCTBHH CBS3H MEXK]Ly OTBETOM Ha TEpPAIHIO

'K u rucTonornyeckuMu npu3HakaMu, BKItoyast ctaauio ¢puodposa [450]. Kpome toro, B psae KN
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IMOKAa3aHO OTCYTCTBHUEC CBA3H MCKIAY HAJINYHUEM ]_[H B HadaJI€ JICUCHUA U KIMHUYCCKUM HCXOI0M

ot tepanuu ['K [444, 459].

e Pexomenayercs onpenensitb nokasareab MELD (u ero mogudgukannu) y nanueHToB
¢ OTAHUI 1o Hayasa Tepanum, a Tak:Ke Ha 3-ii 1 7-H J1eHb TepaNnuM ¥ P YXyIILIeHUn
COCTOSIHMSI /IJIsi MIPOTHO3MPOBAHUA Te4yeHMsl, omnpeneneHus HeoOxoaumoctu TII u
OLIEHKM OTBETAa HA JieyeHHe. [[0MoJTHUTEIbHO /115l OLlEeHKN 0TBETAa HAa Tepanuio Ha 3-
H 1eHb BO3MO:KHO Hcnojb3oBanue mkajasl SURFASA [109, 444, 449, 450, 460, 461].
YpoBenb  yOenurTenbHOCTH  pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH

J0KAa3aTeJbCTB 3).

Kommenmapuu: Ouenka orsera Ha jgeueHue OTAUI G6a3upyercss Ha OLEHKE AMHAMUKH
CBIBOPOTOYHBIX MapKEpOB TEMATOICIIONIPHOrO MOBpek)ACHUS U (QyHKIMU TedeHu. [Ipu sTom
CHI)KCHHE YPOBHS TpaHCAMUHA3 MOXKET CBUACTEIHCTBOBATh Kak 00 OTBETE Ha TEepamuio, TaK H,
HAIPOTHUB, O HEOJAroNpPHUATHOM MPOTHO3€, B TO BPeMs KaK M3MEHEHHE MoKaszareneil pyHKuuu
neuenu (ommupyonn, MHO) siBisiercst 6omiee HaJIe:HBIM TPOTHOCTUIECKUM (DAKTOPOM.

Coob6manocs, uro nagekc MELD Oblr IoJIe3eH IS BBISBICHHS ITAMEHTOB C HU3KOMH
sddekruBrocThio NeyeHus ['K u neooxoaumocteio TII [110, 450]. Knunudecku mokaszaHo, 4To
Oonee Beicokue nokazarenu MELD npu oOparennn ObutH CBSI3aHbI ¢ HU3KOH () (hEKTUBHOCTHIO
tepanuu [449]. B K1 noka3ana s dextuBHocTh mikansl MELD unu MmonuduunpoBaHHOM HIKaIbI
MELD-Na Ha 3-# wiu 7-if AeHb Tepanuu i IpOrHO3UpOBaHUs paHHEro oTBeTa Ha Tepanuio ['K
[450, 462].

Psin aBTOpOB mpeasioxKuiIn A1k MPOTHO3UPOBaHUs 0TBeTa Ha Tepanuto ['K ucnonb3zoBath
mkany SURFASA, yuntsiBaronnyto nokaszarenu MHO B Hauane Tepanuu ¥ Ha 3-i JIeHb, a TaKKe
ypoBeHb OunnupyOuna Ha 3-ii nenb. Bamumnocts mkanst SURFASA Obiia moarBepixkaeHa
peTpocrnieKTUBHO [444, 445, 450, 459, 460, 461, 463, 464].

®dakTopamu, OKa3bIBAIOIIUMH BIMSHUE Ha OTBET NpH Tepanuu ['K, mo pa3HbIM JaHHBIM,
SIBJSUTACH: TIOKHWJION BO3pacT; Oosiee Tspkenoe 3aboneBanue neuenu (MELD > 27); nanuuune I109;
ctaaus ¢ubpo3a > F3 [455]; MELD > 24; 6amiel o mkaine Yaitng — Ilsto >11; orcyrcTBue
camkenus uaaekca MELD uepes 2 nen. [457], mokazatens MELD >24 u 6anna SURFASA > —
1,2 Ha 3-it neHp [456].

KonTpons npyrux nabopaTopHbIX ToKa3aTenel ykaszaH B pazzaene 3.2.

e He pexomennyercss manuentam ¢ OTAUID' nazHayath OyaecoHM], a3aTHONPHH**,
#MM® 10 WCYEe3HOBEHHUS MNPU3HAKOB IEYEHOYHOH HEJIO0CTATOYHOCTH C LEJIbI0

Npe10TBPallleHUus ocJIokHenmi [375, 401, 465].
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YpoBenb yOeaurTenbHocTH  pexkoMeHgauumi C  (YpoBeHb  /I0CTOBEPHOCTH
A0Ka3aTeJabCTB 3).

Kommenmapuu: 1lpumenenue HermokokoptukongHod UCT npu OTAUNI orpanuueHo
MOTEHIIMAIbHON TelaTOTOKCUYHOCTBIO TaKUX MIPernapaToB, Kak azaTuonpun™*. Pemenue Bompoca
o HazHaueHun crepouzcOeperatouieit UCT paccmarpuBaercs mocie cTaOuiIM3alii COCTOSHUS

nanueHTa, MCYC3HOBCHU A HpOSIBHeHI/Iﬁ MICYCHOYHOM HEAOCTATOYHOCTH.

e Pexomenayercs y nauuentoB ¢ OTAHUI ¢ Taxesoi koaryaonarueii u I19 M-IV cr.

AJIsl TPeJ0TBPAIlCHUS JIETAJBLHOI0 MCX0AAa PACCMOTPETh CPOYHYI0 (HEOTJI0KHYI0)

TII 6e3 naznauenus I'K. Haznauenne I'K 10.1:kHO paccMaTpuBaThCs B CIIy4asix, eCJIu

TII He MoXkeT ObITH BLINOJIHEHA CBOEBpeMeHHO [447].

YpoBenb  yOenutenbHocTH  pekomengamuii C  (ypoBeHb  /10CTOBEpPHOCTH
J0KA3aTeJbCTB 5).

Kommenmapuu: Ilpu Tsoxensix U MmonHueHocHbIX popmax OTAUT adpdextuBnocts ['K-
tepanuu HU3Ka [451]. Tepanus 'K y manneHToB ¢ BbIpaK€HHOM IEUEHOYHOM HEJJ0OCTaTOYHOCTHIO,
Tsokenord [1D Moker mpoBoauThCS B cinydasx, ecau TII He MokeT OBITh BBINOJHEHA
cBoeBpeMeHHO. Haznauenune 'K B 3TuX ciydasx JOJKHO MPOBOAUTHCA MYyTEM KOHCHIMYMa

CIICIUaJIMCTOB, BKIHOYAIOIICTO Bpaqeﬁ—TpchnJIaHTonoro&

e Pexomenayercsa y maumentoB ¢ OTAUI, He orBewawmmx Ha Ttepanuw I'K,
paccMmoTpeTh BhinosiHenue TII 1yist npenoTBpamenus jeTajibLHOro ucxoaa [44S, 447].
YpoBenb  yOenmtenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTeJNbCTB ).

Kommenmapuu: Otet Ha Tepanuto ['K orieHuBaercs mo OMOXMMHUYECKUM MTOKA3aTEeIsIM,
CUHTETHUYECKOHN (DYHKLMU MTeYeHH U pa3BUTHUIO WK nporpeccupoBanuio [13. B nactosumx KP mbl
npeasiaraeM ucnoiib3oBaTh nokaszarenab MELD wnn MELD-Na nHa 3-it u 7-1 1eHb Tepanuu u
nononuutenbHo — mkany SURFASE (cM. Beie). I[Ipu neappextunoctr UCT y manueHTos ¢
octpeiM TspKenbiM AU 1 MELD > 15 Heo0X0auMo paccMOTpPETh BOIIPOC O NMOCTAHOBKE B JIUCT

oxxunanus TII (cm. paznen 3.3.2 «TpancrutaHTanus N€YeHN» ).

3.2.6.2 Jleuenne AUI B ctagun I

Bcem namuentam ¢ komnencupoBanHbM LT (k1ace A mo Yaitng — I1sio), He3aBUCHMO
OT TUCTOJIOTHYECKON aKTUBHOCTH, PEKOMEHIyeTCsl MpoBOANTh cTanaapTHyio UCT [466].

ITepexon ot komneHcupoBanHoro L1 k 1ekoMIIeHCUPOBaHHOMY SIBJIIETCS KPUTUUECKUM
MOMEHTOM B XOJI¢ 3a00JeBaHUs, MIPH STOM Yy MAallMEHTOB BO3HHUKAIOT TAKHE OCIIOKHEHUS, KaK

acuuT, IID u KpoBOTEUEHUS M3 BAapUKO3HO PACUIMPEHHBIX BEH BEPXHHUX OTAEIIOB KEIYJOYHO-
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KHIIIEYHOTO TpakTa [467]. HeoOxoauma MuHUMU3AIMs pucka HEIPGHEKTUBHOTO JICUCHUS U YUET
IPOTHOCTUYECKHUX (PAKTOPOB, BIUSIONIMX HA BEBDKUBAEMOCTbD.

Pemenue Bomnpoca o HazHauenuu MICT y nanuenToB ¢ nekomneHcupoBanHbeiM LI1 kinacca
B no Yaitng — Ilbto npuHUMaeTcs MHAMBUIyalbHO HA OCHOBAHUU PE3yJIbTaTOB 00Cie10BaHus,
B3BEIIMBAHUS PUCKOB OCJIOKHEHUH JIEYEHHUs], MPOrPEecCUPOBaHUs 3a00JIEBaHUS U BEPOSITHOMN
NOJIb3bl OT JieyeHus. lIpu 3TOM cienyer ydumThIBaTh BO3PACT, COIYTCTBYIOIIYIO IATOJIOTHIO,
pe3yJbTaThl 1aOOPATOPHBIX U MHCTPYMEHTAIIBHBIX HCCIEI0BAHNMN, IPUBEPKEHHOCTD MAIlMeHTa K
neyenuto [466]. Haznauenne MCT nanuentam c nekomnencupoBanHbiM LII kmacca C 1o
Yaiing — [Ibto, kak mpaBuiio, yxe HerenecooopasHo [468].

e Pexomenayercss npu pemienun Bompoca o HazHayennu UCT nmamumenty ¢ AU
yuutbiBaTh KJacc III mo Yainbay — IIbl0 W THIATEJBHO B3BENIUBATH
NOTEHUUAJBbHYI0 moab3y H pucku MHCT, BkiIwouyasgs pucK HHPEKIHOHHBIX
OCJI0’KHEHHUH, ¢ LeJbI0 NMpeAoTBpalleHus yXyaueHuss cocrosinusi. [Ipu npuaaTHR
pemienusi 0 HasHauyeHnu UCT nauumenty ¢ AUTI ¢ nexkomnencuposanubiM LI kinacca
B nmo Yaiubay — IIb0 ¢ wpeablo JieYeHUS PEKOMEHAYETCH MCI0Jb30BaTh
HHUIHMUPYIOIIYI0 MOHOTEPANHUI0 NMPEeIHU30JJ0HOM B MHIAMBHAYAJIbHO NMOA00OPAHHOM
no3e (ot 15 1o S0 Mr/cyT) ¢ mocjaeAyOIHM YMEHbIICHHEM A03bI U, IPH OTCYTCTBHH
NPOTHBONOKA3aHNUI, NOA00POM cTepouacOeperaouiel Tepanuu ¢ HeJbl0 CHUKEHHUSA
akTUBHOCTH 3a0oseBanus. He pexomenayerca nposoguts UCT npu AUTD u LTI
kJaacca C mo Yaiasa — IIbs10 [466, 468, 469].

YpoBenb  yOenurenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH
J0KAa3aTelbCTB 5).

Kommenmapuu: AyTOMMMYHHBIN XapakTep B BUJE T-KIETOYHOTO IMOBPEXKIACHUS IIE€UYEHU
IPOIOJDKAET CTUMYJIMPOBATh BOCHAJIEHHE Jake MpPU yTpaTe MEYeHbIO (YHKIMOHAIBHBIX
pesepsoB [1, 232, 470].

'K sBnstorcs ocHoBod Tepanuu AUID [468, 469]. OpHako HX HCIIOIB30BAHUE IIPU
nexomneHcupoBanHoM LI orpannyeHo puckoM pa3BuTHUsl OaKTepualbHON HHPEKIUH, Cericuca 1
KEIyA0YHO-KUIIEYHbIX KPOBOTEUEHUM, KOTOPBIE SIBIISIFOTCS YacCTbIMU OCJIOXHEHHSAMH Y JTOU
KaTeropuu naueHTos [471].

KimHnueckue qanHble TOKa3bIBAOT, YTO y YACTH MALMEHTOB C AeKoMIeHcupoBaHHbIM LI1
Beaneacteue AUIDT neuenne 'K moxer mpuBogute k pekommnencanuu LI, uro ymydmraer
BBDKUBaeMOCTh [468, 469, 472]. Tak, B KU, BxitouaBieM 82 nanueHTa ¢ JeKOMIIEHCUPOBAHHBIM
IIT, B mnoarpymme, nonywaBmed ['K, oTmedanoch CTaTMCTUYECKHM 3HAYMMOE CHMKEHUE

cmeptHocTH 0e3 TIT o cpaBuenuto ¢ He noxyuasmumu MCT. ITpu stom B 62,5% cinyyaeB yaanoch
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nocTUTHYTh pekommeHcanuu LT npu Tepanum npegHu3zonoHoM™* ¢ HadaibHOUW 10301 15-50
MT/CYT U €€ TMOCJEIYIONINM CHIDKCHHEM 10 ToJep)uBaromieii 1036l 5—10 mr/cyTt. YV wactu
NAIMEeHTOB B JaJbHEHIIIEM MCIIOIb30BAIach CTepouIcoeperaromas repanus (a3aTHOnpuH™* nim
#MM®O® B KOMOMHALIUU C TIPEAHU30IOHOM**) [468].

KiroueBbIM MOMEHTOM SIBJISIETCS PAaHHEE BBISIBICHUE IMAlUEHTOB, KOTOPbIE, BEPOSITHEE
Bcero, orBeTaT Ha MCT. Kak BO3MOXHBIM KpUTepHuil oTBeTa Npu AekoMmreHcupoBaHHoM LII1
paccMaTpUBAIOTCS KIMHUYECKHE W OMOXMMHUYECKHE MapKephl, TaKHEe KaK CHIDKEHHE YPOBHEH
CBIBOPOTOYHOTO OMMpyOnHa u nokasarenis MELD B Teuenue 1-ii Henenu neuenus [472].

OO6cyxmaercss BO3MOXKHOCTh mpuMmeHeHus npu LI apyrux MMMyHOCYNPECCHBHBIX
IpernapaToB, Takue Kak azaruonpun™*, #MM® u HHruOouTOpH! KamblmHeBprHA [468, 473]. DTN
JICKApCTBEHHBIE CPEJICTBA MOTYT OOECHEYUTH JOJTOCPOUYHYI0 MMMYHOCYIIPECCHIO C MEHBIINM
puckoM 1moOouHbIX 3P deKkToB, cBa3aHHbIX ¢ ['K, oqHako oHM Takke HECYT pUCK MHGEKIUN U
TOKCUYHOCTH, OCOOEHHO Y MAIIMEHTOB C MPOrpecCUpyroIuM 3adoneBanueM neyeHu. Kpome toro,
Ha CETOAHSIIHUN IEHb OUYE€Hb MaJ0 KIIMHUYECKUX JIaHHBIX, TOCBSIIEHHBIX UCIIOJIBb30BAHUIO ATHX
npenaparoB npu AWNIT Ha cragum nexomneHcupoBaHHoro LIII, mosTomMy BO3MOXKHOCTH HX
MPUMEHEHHUS Y 3TOM KaTeropuu IMAalMeHTOB BBI3BIBAET OUYEHBb OOJIBIIOE KOJIMYECTBO BOIPOCOB.
OTnenbHbIE aBTOPHI CUMTAIOT, YTO B HEKOTOPBIX CIy4yasX BO3MOXKHO N0OaBIIEHHE K TEpanuu
npeaHn30I0HOM** azatnonpuna®™* nmm #MM®, HO 3TH BBIBOJBI clienaHbl Ha ocHoBaHuU KU ¢
HEOOJIBIIIMM KOJIMYECTBOM TMAIIMEHTOB U TpeOyloT panbHeimero wusydenus [468, 469].
AHQJIOTMYHO NpUMEHEHHE OHMOJOrMYeCKMX MpernaparoB, TaKUX Kak pUTYKCHMad, IpH
nexomneHcupoBanHoM LI y manmenToB, He orBewaromnx Ha cra”paptHyro MCT, ocraercs
00J1aCTHI0 MPOJOIKAIOIIUXCS UccienoBanuii [418, 474].

[TaruenTsl, KOTOpBIE HE pearupytoT Ha Tepamnuto ['K B Teuenue 1-it Heenu, 0cOOEHHO Te,
y KOT0 He HaOJIr0/1aeTCsl 3HAYUTEIbHOTO CHUKEHUS YPOBHS 00111ero OminupyOonHa, UME0T II0XO0H
nporuos [475].

bakrepuanbHas nHpekuus sBisercs BeAylled NPUYMHON JIETAIBHOCTH U OTCYTCTBHS
oTBeTa npu jedyeHuu y nanueHToB ¢ AUIT u nexomnencupoBanHbM L{II, koTOpBIE MOMyUaroT
tepanuto 'K [476]. CymectByoT (akTopbl, BIMAIOIIME HA pPa3BUTUE JIMXOPAIKU H
UHPEKIMOHHBIX ocioxHeHud y mnamueHtoB ¢ LII. Cpean He3aBHUCHMBIX (PAKTOPOB BayKHO
OTMETUTh HM3KOE COJlep’)KaHHe anbOyMHHa B KpPOBH U  ACUUTUYECKOW KHMJIKOCTH,
nexkomrieHcupoBanHbli L1, Hamuuume [1D, pe3ncTeHTHBIM aclUT, a TAKXKE BBICOKHM YpOBEHb
omnupyouna [475, 477, 478]. 3a pazBuTreM HHPEKIUOHHBIX OCIOXKHEHHUH y manueHToB ¢ LII1
qamie BCEro CTOAT CHUHAPOM M30BITOYHOrO OaKTepUaNbHOTO pocTa U OaKTepHalbHAas

TpaHciokarus [476].
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NmmynocynpeccuBHbie 3 dextsl 'K B couetanuu ¢ ocnabieHHbIM UMMYHHBIM OTBETOM,
BbI3BaHHBIM L[], MOBBIMIAIOT BOCTIPUUMYHNBOCTh K OaKTepUAIbHBIM, TPHOKOBBEIM M BHUPYCHBIM
uHpekmusm [471]. UTtoObl CHHU3UTH OTOT PHUCK, TpeOyeTcs TIIATEIbHBIA KOHTPOIb s
CBOCBPEMEHHOTO BBISBJICHHS NPU3HAKOB HWHGEKIHUU, paccMaTpuBaeTcs MpoduiakTuyeckoe
Ha3Ha4YeHHE aHTHOUOTUKOB [475, 477, 478].

e Pexomenayercs y nanuenToB ¢ LII, BoizBanubiMm AUT, npu pa3BUTHH 0CJI0KHEHU I
HII ¢ neasio ux Jgeyenusn ciaenoBatb KP «{uppo3 u ¢pudpo3 neuenn» [158].
YpoBenb yOeaurTenbHocTH  pexkoMeHgauui C  (YpoBeHb  /I0CTOBEPHOCTH

J0KA3aTeJIbCTB 5).

Kommenmapuu: Jleuenne ocnoxnenuit LI nmpu AUID ne ortnmuaercs ot LI apyrux
stuostoruii. s manmeHtoB ¢ AHMIT, KOTOpBIE HPOrpecCUpPYOT 10 TEPMHUHAIBHOW CTAaIHUH
3a0oNieBaHUsl TI€UYEHU, HECMOTPS Ha ONTHMallbHOE MeAuKameHTo3Hoe Jyedenue, TII ocraercs
OKOHYATEJIbHBIM BapHaHTOM JiedeHus (cM. pazgen 3.3.2 «TpaHcrmimaHTalus TEUYECHU»).
Ontumuszanus cocrostHus nepen TII, BkiIro4yass KOHTPOJb OCIOKHEHHHM, TaKUX Kak acLuT,
KPOBOTEUYEHMsI M3 BapuUKO3HbIX BeH U I1D, mMeer pemaroiiee 3HaYeHUE i YIy4IIEHUs
pe3yabTaToB nocie TII. CBoeBpeMeHHOE HallpaBIeHUE B LICHTP TPAHCIUIAHTALIMA PEKOMEHYETCS
JUIs TIAMEHTOB, KOTOPbIE HE OTBEYAIOT HAa MEAMKAMEHTO3HYIO TEpamui0 WU Yy KOTOPBIX

pa3BuBaroTCs cepbesnbie ocnoxxkHenus L{I1[479, 480, 481, 482].

3.1.6.3 Jleuenne AUT y U1l MOKHUJIOT0 M CTAPUYECKOT'0 BO3PACTA

CornacHo pexoMmeHganusam BO3, onpeneneHue «moXuion» OTHOCUTCS K JIMIAM CTaplie
60 net [483]. B K no AUI" B kauecTBe NOKUIIBIX paCCMaTPUBAIN MALIMEHTOB cTapiie 60 win 65
ner [81, 484, 485].

PesynpraTel  HaOMIOAATENBHBIX,  OMUIAEMHOJOTHYECKHX, peTpocnekTuBHbIX KU
JEMOHCTPUPYIOT, 4TO TeueHrue ANI' y MoKuibIX NAlUEeHTOB (110 CPABHEHMIO C MAlUEHTaMU C
neOtotoM B 0ojiee MOJOZOM BO3pacTe) XapaKTepU3yeTCs 4Yallle BCEro CJleayIOIUMH
0COOEHHOCTSIMU: 00Jiee MPOJOIKUTENBHBIM MEPUOIOM OT Je0r0Ta /10 YCTaHOBIICHUS TUArHo3a;
Oosee yacTOW MHAYKIMEH JIEKapCTBEHHBIMU CPEICTBAMU; YAl CTEPThIM CyOKIMHUYECKUM, HO
npu 3ToM Oosiee JOOPOKAYECTBEHHBIM TEYEeHHEM; Oojee BBICOKOW YacTOTOH IOJIHOTO
o6uoxumuueckoro orsera Ha VICT u Gomnee peakuM pa3BUTHEM PELMIMBOB IOCJTE €€ OTMEHBI;
ayumuM riporaosom [81, 101, 485, 486, 487, 488].

e Pexomenayercsa paccmorpers nposenenne UCT y manmentoB ¢ AU moxkuiioro

BO3pacTa ¢ LeJdbI0 [JOCTHKEHHSI peMHCCHM 3a00JIeBaHMsl M IIPH OTCYTCTBHH

npmnnonoxasannﬁ B Ka4yeCTBe HHIIyKI[HOHHOﬁ Tepanuu HCIIOJIb30BATh
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NMPEeAHU30J0H** B 03¢ He OoJiee (0,5 MI/KI/CyT B COYeTAHMHU € a3aTHONPHHOM** B

HHAUBHAYAJBHO Moao0panHoii 103e (1-2 mr/kr/cyr) [81, 485, 489, 490].

YpoBenb  yOenutenbHocTH  pekomengamuii  C  (YypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeIbCTB 5).

Kommenmapuu: Y mnoxunsix nanueHToB ¢ AW pexkoMeHayeTcss paccMaTpuBaTh
BO3MOXXHOCTh IpuMeHeHus 'K, mockonbky nmMeromuecs: JaHHbIE CBUAETEIbCTBYIOT O TOM, YTO
MOKUJIbIE MALMEHThl XOPOILIO PEarupyloT Ha TEPalHi0 C MEHBIIMM KOJMYECTBOM PELMINBOB
1ocJje oTMeHbI JieueHus [81].

Cucrematuueckuii 0630p moareepxkaaet a¢dekruBHOCTh 1 6e3omacHocTs UCT mpu AUT
y MOXWIbIX aueHTOB [489]. YV O0JbIIMHCTBA MOXKWIBIX TALMEHTOB B KaUeCTBE IpenaparoB 1-i
JUHUM TPUMEHSIach MOHOTEpanusl NPEeIHU30JIOHOM™* MM KOMOMHALMs TNpEeAHU30J0Ha™* +
azatuonpuna** (87,6%). Tepanust 1-it nuHuM Obia 3pPexTUBHA AN MHAYKLIUUA PEMHUCCUU Y
MOXKUJIBIX, @ HEyJa4yH JICUYEHUS U PEUUINBBI Y MOXKHIIBIX CIy4allCh PeXKe MO CPaBHEHHUIO C
MoJoasIMu naneHTamu. B ogHom KU m3ywanoce BnusiHe KoMOMHUpOBaHHOW Tepanuu ['K u
#MM®, o1HaKO NOJyYEHHBIE PE3YJIbTAThl IOKA HEJOCTATOUHBI JIJIsl TOrO, YTOOBI PEKOMEHI0BATh
3Ty CXE€MY Yy JJaHHOM KaTeropuu nauueHToB [487].

B cucremarnueckom o0630pe, BrioyaromeMm 10 perpocnektuBHbix KM u B oOmeit
cnoxHocty 1063 manuenta ¢ AUIT, cxembl MHAYKIMOHHON Tepanuu BKiaouanu ['K uinu B Buze
MOHOTEpPAINNHU, WIK B COUYETAaHUM C azaTHoNnpuHOM™*. Mcronb3oBancs MperHu30I0H™* B 103ax
20-60, 20—40 mr/cyt u 1 mr/kr/cyt. Jlo3sl azatnonpuna cocrasimsia 50, 75-100 mr/cyt u 1-1,5
mr/kr/cyt [81]. Hdng moaaepKuBaroliel Tepanuud HCIOIb30BAINUCE: MpeaHU30m0H** (5-10
MT/CYT); TMpeaHu3odoH** (2,5-7,5 Mr/cyt) B couetanuu azatuonpuHoM™* (1 umum 2 mr/kr/cyr);
MOHOTEpAINHUs a3aTUONPUHOM™** (2 mr/Kr/nensp) [485].

e Ilpu HaMUYMH KOMOPOMIHBIX COCTOSIHMM, ONpede/sIIOIIUX PHCK HEKeJaTeJbHOro
npuMeHeHus cucreMHbIX I'K, m oTcyTcTBMM NPOTHBONOKA3aHUI PEKOMEHAYETCS Y
noxuJbIX nauueHToB ¢ AUT 6e3 III1 ucnosab3oBats Oyneconu 9 Mr/cyT B cOueTAHUHU
€ A3aTHONPHUHOM B HHAMBHIYAJILHO Nox00panHoii 103e (1-2 mr/kr/cyr) [1, 397, 490,
491].

YpoBenb  yOenutenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KAa3aTebCTB 5).

Kommenmapuu: B pekoMeHIAIMSAX pa3iMYHBIX TIeMNaTOJOTHMYECKUX AacCOIMalMii
(AASLD, 2019; EASL 2015; APASL 2021; PT'A 2013) oTrMeuaeTrcs, 4TO JEYEHUE TMOKUIBIX
NAlMEeHTOB TMPEJICTAaBIsET COOOM CIOXKHYIO 3ahady, M o00CyXknaercs Heo0XOAMMOCTb

uHauBuAyanu3uposats cxeMbl CT ¢ ydeTom akTHBHOCTH 3a00JIeBaHUS U HAJIWYUS TSKEIIOTO
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¢bubpoza umu LI, c ogHONM CTOPOHBI, 1 KOHCTUTYIITMOHAIBHBIX OCOOCHHOCTEH TOKUIIBIX JIFOJICH,
COITYTCTBYIOIIMX 3a00JI€BaHUM U TeKyIlel Tepanuu — ¢ apyroi [1, 1,491, 493].

[Tarmuentam moxunoro Bo3pacta ¢ AMWIT menecooOpasnocts mnpoBenenus WCT
PEKOMEHIYETCS ONPEIENATh HMHIUBUAYAIbHO, MCXOAA W3 KOHCTUTYLMOHAJIBHOIO CTaTyca
NalMeHTa, HAJIMYMs COIYTCTBYIOIEH IaTOJOTHH, CTaTryca 3aboneBaHus (TsxkecTb (uOposa
MEeYEHHU, BOCHAIMUTENIbHAsI aKTUBHOCTH), OMOJIOru4eckoro Bo3pacra. [lpu pemenuun Borpoca o
HazHaueHNH VICT mo>xuibIM ManeHnTaM peKoOMEHAyeTcst 0c000 BBIICTUTH HEKOTOPBIE KAaTETOPHH
NalMEeHTOoB: ¢ HanuuueM B iedrote AUI ocreonoposa, caxapHoro quadera, Ipyrux KOMIIOHEHTOB
MeTabONIMYECKOTO CHUHAPOMa W HWHOM 3HAYMMOW CONMYTCTBYIOIIEH maronoruei. Y Takux
NAlUEHTOB PEKOMEHYETCsl IIPEBAPUTEIBHO OLIEHUTh BO3MOXKHOCTH oTBeTa Ha MICT u puck ee
n0OOYHBIX AP PEKTOB.

Jleyenune noxuibix manueHToB ¢ AWI™ nerkoi creneHn aKTUBHOCTU HE SIBJISIETCS. CTPOTO
00s13aTeNIbHBIM U 3aBHCUT OT OLIEHKM OanaHca mexay 3¢dexkruBHocThIO U puckamu [135]. Taxk,
pexomenmanuun EASL (2025) pexkoMeHIyrOT uisi OECCHMITOMHBIX ITAIIMCHTOB C JIETKOU
AKTUBHOCTBIO M 0€3 BBIPAKEHHOTO (rOpo3a cTpaTeruro «HalmroaeHus u oxxuaanus [90].

ITo HekOTOpPBIM JaHHBIM, Npu JiIerkoM TeueHuu AW ncxonpl y HeJIeUEHHBIX NMAllMEHTOB
HE OTJIMYAIOTCS OT IPyNIbl NanueHToB, KoTopele nosydand MCT: 10-neTHAS BBDKHMBAEMOCTH
cocrasisiia ot 67 10 90% naxe 6e3 neuenus [ 130], yTo MO3BOJIAET pACCMOTPETH BOZMOKHOCTh HE
npoBoauth UCT B ciiyuasix nerkoro tedeHuss AV y mo>KuipIxX nmaineHToB (OTCYTCTBUE KIMHHUKO-
7a00paTOpPHOl ~ aKTUBHOCTH, TMPU3HAKOB 3HaYMMOro (ubpo3a W  Hajduyue HU3KOU
THCTOJIOTUYECKOM aKTMBHOCTM Ha 3Tale IMOCTaHOBKHM Auarto3a). OJHAKO B TaKUX ClIydasx
peKOMEHAyeTCsl aKTUBHOE JMHAMUYECKOoe HAOIIOJEHHE: TIIATEIbHbIE MOHUTOPUHI YPOBHS
TpancamuHas u IgG kaxsie 3 mec. [1].

JUis ocTanbHBIX MALMEHTOB IMOXKWIOro Bo3pacta (B ciydae orcyrctBus OTAUID nnm
nexommeHcupoBanHoro [III) pekomenmyercs omupaTbcs Ha CIEIyIOIIUME HPUHIUMBI [PU
NpPUHATUN pemeHns o Ha3HaueHnu MCT:

e npu orcyrctBuu nporuBonokazanuii k MCT u I'K pekomengyercs B KadecTBe

MHIYKIIMOHHOHN TepaIruu pacCMOTPETh Ha3HaYeHUE MpeIHI300Ha** B 103ax He Oonee 0,5

MI/KT C a3aTHONpUHOM™* 1-2 Mr/Kr/cyT uiau 6e3 Hero (C yuyeToM BO3MOXKHBIX PHUCKOB

pa3BUTHUS HEXKENATEJIbHbBIX SABJICHUN);

e TIPU BBICOKOM BEPOSATHOCTH CBA3aHHOTO C JjedeHueM 'K yxynmeHus TedeHHs ILI0XO

KOHTPOJIMPYEMOro  caxapHoro  jguabera, OCTEONOpO3a,  MCHUXO3MOIMOHAIBHBIX

pPaccTpOICTB U NMCUXUATPUUECKUX 3a00JIeBaHUH, apTepHaIbHON TUIIEPTEH3UH, KaTapaKThI
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peKoOMeHIyeTcsl paccMOTpeTh y nanueHToB 6e3 LIII naznauenue Oyneconuna B 03e 9
MT/CyT U azaTuonpuHa** 1-2 Mr/kr/cyr;
e murensHOCTh UCT pekoMeHyeTcst Mo BO3MOKHOCTH MUHUMM3UpoBaTh [ 1, 81, 485, 486,
487, 489, 490], u 6onee O6pIcTpO MPOBOANTH CHIDKeHHE 1103 ['K [90].
Y mun moxunoro Bo3pacta npu HasHauenun WCT, sxmouaromein 'K, tpeOyercs
oOs3aTenpHas OLIEHKA, a B JajibHelIeM — TiiarenbHblii KoHTposinb MIIKT, mennkamenTo3Has

npoduIaKTUKa UK JIedeHue ocreonoposa (cm. paszaen 4 «I[Ipodunaxrukay).

3.2.6.4 AUI' u 6epeMeHHOCTh

B Hacrosiiee BpemMsi B MUpe HAKOILIEH OCTATOYHBIN OIBIT MO BEICHUIO OEpEMEHHOCTH Y
narenTok ¢ AU, Korrponupyemsiii AUI He City>KUT IPOTHBONIOKAa3aHUEM HU K O€peMEHHOCTH,
HU K IpyJHOMY BCKapMiMBaHMIO. B 1enom OepemeHHOCTb U pozsl nipu AUI mpencraBistorcs
Oe30macHbIMU KaK JIUII MaTepH, Tak U 1 peoenka [ 1, 493, 494, 495, 496, 497, 498].

OnuceiBaroTcs pa3nuyHble BapuaHThl TeueHus AUI, cBsizanHble ¢ 6epemeHHocThI0. [10
UMEIOLIUMCS JIMTEPaTypHBIM JaHHBIM, 00ocTpenne AUI" Bo Bpemst OepeMEeHHOCTH OTMEUYaeTcs B
7—12% cnyuaes, B nociepoaoBom nepuojie — B 11-81% ciryqaes [499]. Takke B peAKUX CIydasx
BO3MOXeH Kak 1e0t0T AUI Bo BpeMsi 6epeMEeHHOCTH, TaK U CIIOHTaHHas pemuccus [1, 498, 500].

e Pexomenayercss mHGOpPMHMPOBATH JKeHIIMH JAeTopoaHoro Bo3pacta ¢ AHUI o

BO3MOKHOCTH OepeMeHHOCTHM W TpyAHoro BckapmiuBaHusi Ha d¢one UCT nas

NMOBBINIEHUS UX ocBeaoMIeHHocTH [501].

YpoBenb  yOenmtenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH
A0KA3aTeJNbCTB ).

e Pexomennayercs :keHmuHam ¢ AU nuiannpoBaTs 0epeMeHHOCTD MOCJe JOCTUKEHU s
0MOXMMHYECKOI0 OTBETAa M ero COXpaHeHUsi He MeHee 1 roaa Ha mojAep:KNUBaKOLIEH

HCT c neabio ycnemHoro coxpanenusi oepemennocru [1, 1, 308, 502, 503].

YpoBenb  yOenurtenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KAa3aTebCTB 5).

Kommenmapuu: 1lenecooOpa3Ho 10 HACTYIUIGHHs OEpeMEHHOCTH OOCYyXaaTh C
nanueHTKou BinusiHue Teuennst AUI v npenapatos, HCIOJIB3YEMBIX JUISI €70 JIEUEHUS, Ha 310POBbE
wioga W Marepu. bepeMeHHOCTh pPEKOMEHIyeTcs IUIaHMpOBaTh, KOIZA COXpaHsAETCs
OMOXMMHUYECKHII OTBEeT Ha JjedeHne He MeHee | roma [1, 1, 308, 466]. Coxpanenue
ouoxummuueckoro otBeta npu AWNIT ¢ momompio MeAMKaMEHTO3HOH Tepanuu BO BpeMs
OEpeMEHHOCTH CBSI3aHO C €€ OJaronpuATHBIMH HCXOJAaMH M HE OKa3bIBAaeT CYIIECTBEHHOTO
BIMSHUS HA 4YacTOTY BBIKMBIIIEH, MEPTBOPOXKICHMM, rectalMoHHbId mnepuonx [504, 505].

Heo6xomumo npopomxenne nomnepxkuBaromeii MCT y Oepemennbix mnauumeHTok ¢ AN,
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MOCKOJIBKY TMPEKpaIieHUue Teparmuu MOXKET IPUBOAUTH K penuauBy 3aboneBanus [1, 502, 503].
[Tpu oTcyTcTBUM Haamexamiero KoHTposst AV MoxeT akTUBUPOBATHCS BO BpeMsi OEpEeMEHHOCTH,
YTO CBSI3aHO C BBICOKUM YPOBHEM OCJIOKHEHHM CO CTOPOHBI IJ10/1a U MaTepu B mipeaenax 10-20%
[491].

e PexomeHnayercss mpoaosKaTh NOMAEPKUBAIIIYI0 TEPANMI0 NMPEIHU30J0OHOM** U
(M) a3aTHONMPHHOM™** HAa MNPOTHAKEHMH BcCeil OepeMEHHOCTH M TIPYAHOrO
BCKApMJIMBAHHS JJIsl 00ecrneyeHUusi KOHTPOJS HAJ aKTMBHOCTbIO 3a0ojeBanus |1,
135, 308, 466, 499, 501].

YpoBenb  yOenurTenbHOCTH pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJabCTB 4).

Kommenmapuu: Ilpu AUI' oOmas yacToTa MAaTEpUHCKUX OCJIOKHEHUH BO BpEMs
OepeMeHHOCTH WM B TedeHwe 12 Mec. mociae ponoB cocraBisieT 38%, mpu 3ToM
MPEKICBPEMEHHbBIE POJbl B OCHOBHOM OOYCIIOBJICHBI OTKAa30M OT aJ€KBAaTHOTO jeueHus [504].
Koaddurment xuBopoxaeHus y marepeir ¢ AUD cocrasisier 73%. IIpexaeBpeMeHHbBIE POIBI
npoucxoasaT npumepHo B 20% OepeMeHHOCTEW, HO HE OMUCAHO HUKAKUX CHelu(UuecKux
BpPOXKACHHBIX JedeKToB, cBs3aHHbIX ¢ AUI'. HemoHomeHHOCTh WM TOTeps MJ10/1a TaKXKe Yallie
CBsI3aHa C IJIOXUM KOHTpoJieM akTuBHOCTH AUI', B TOM uncie ¢ mpekpalieHueM Tepanuu J10 Win
BO BpeMs OepeMeHHocTH [504].

Baxno, uyrto Bcmbimku akTuBHOCTH AW dwame BO3HUKAIOT y MAalMEHTOK, HE
MOJTyYaBIIUX/OTMEHUBIINX TEPaNHi0, a Takke y TeX, Yy KOro HalOmojanach aKTUBHOCTb
3a00sieBaHUs B TeUEHHE Tojia 10 3a4atus [504].

[Taruentkam ¢ AUIT, koTopble GepeMeHHbI WU IJIAHUPYIOT OEPEMEHHOCTh B TEUEHUE
CIIEYIOIIEro0 Troja, cieAyeT MpPOAOJDKATh JIEYEHHE, YTOObl CHU3UTh PUCK OOOCTpEHHS U
MeYeHOUHOM AexommeHcauuu [1, 505].

Koadduiment morepu mnoga u meptBopoxkiaeHuss npu AUD Beime (27%), dyem y
HacereHus B 1iesioM (7—15%), Ho aHaJIOTHYEH MoKa3aTeiio y xeHImuH ¢ apyrumu X311 (24-29%)
[505]. B momymnsmmonHoM mccneaoBanuu 2022 T. ¢ MCHOJb30BaHUWEM JaHHBIX HarmoHanmpHOM
BbIOOpKHU cTannoHapHbIX OonmbHBIX CIIA 3a 2012-2016 rr. y GepeMeHHbIX manueHTok ¢ AUD
HaOmoancst 6ojee BBICOKHM PUCK TECTAIMOHHOTO CaxapHOro auabera W TUIMEPTEH3UBHBIX
oCJIOKHEHUH B cpaBHeHUU ¢ rpynmon apyrux X3I1 [507]. Ocraercs HESACHBIM, CBA3aHBI JTU ITH
PHUCKH C aKTUBHOCTHIO 3a00eBanus nwiu npumenenueM ['K [494, 497, 507, 507].

VY Gepemennbix nanueHTok ¢ L1 mporpeccupytomiee yBeanueHrne 00beMa KPOBU MOKET
MPUBECTHU K MOBBIIIEHHOMY PUCKY KPOBOTEUEHUS M3 BAPUKO3HO PACIIMPEHHBIX BEH MHUILEBOJIA U

(umm) xenmynka. Kenmwmuam ¢ LTI, kotopsle OepeMeHHBI WIM IUIAHUPYIOT 3a0epeMEeHeTh B
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TEUYEHHUE CIEAYIOUIEr0 TIoJAa, PEKOMEHAYeTCs NPOMTH 3HIOCKOMMYEcKoe o0OcieloBaHHE Ha
HaJIMYME BApUKO3HOIO PpaCIIMpEeHuss BeH JuOo 1o 3adarus, aubo Bo Bpems Il tpumecrtpa
OepeMEHHOCTH M IpU HAJUYMM TIOKa3aHUI BBIINOJHUTH JIUTMPOBaHUE BapUKCOB. JlaHHbIE
MEpONpPUATHS. HEOOXOAUMBI, IIOCKOJBKY JIEKApCTBEHHbIE CpEACTBA M NPO(UIAKTUKH
KPOBOTEUCHUH W3 BapUKO3HbIX BeH (P-agpeHoO]0KaTOpsl M TEPIMIPECCHH) OKa3bIBAIOT
MOTEHIIMaIbHOE T000UHOE NeiicTBre npu 6epemerHoctH [1, 509].

[lpumenenne npeanuzonoHa** u azatmonpuHa*™* y mnamuentok ¢ AW, kotopbie
IUITAHUPYIOT OEpeMEHHOCTb, NpeicTaBisieTcss Oe3omacHbIM. B umccinenoBaHMsAX, MOCBSILEHHBIX
teyeHuto AUI" npu GepeMeHHOCTH, HE ObLIO BBIABICHO HeraTMBHOIrO BiusHUS Tepanuu 'K u
azatuonpuHa**Ha miox [1, 505, 510]. [IpoxgomwkuTensHas Tepanus MpeIHU30IOHOM™* 1 (W)
a3aTHONPUHOM™* HeoOXoauMa ISl CHI)KEHUST BeposaTHOCTH oboctperns AVI u ocroxxHeHHH y
Mmarepu [1, 135].

[Tpeanonoxenue o toM, uro 'K Moryt BbI3bIBaTH OpPajbHO-JIMLEBBIE PACIIECTHHBI U
HEeOJIaroNpUsITHbIE UCXOAbl OEpPEMEHHOCTU (IIPEKAEBPEMEHHBIE PObI, MPEIKIAMIICUS, HU3Kas
Macca Tejia Mpu POXKJIEHUHU), He moATBepaAwiock. U ecnu Gonee pannue nannsie (1997-2002 rr.)
CBU/IETEJILCTBOBAJIM O MOBBIIIEHHOM PHCKE pa3BUTHUS PaCIIEIMHbI T'yObl U Heba B TeueHue |
TpuMecTpa OepeMeHHOCTH Yy »KeHUMH, nonydaBmux ['K, To mannele 3a 2003-2009 rr.,
npenacraBieHHble HannonanbHbeIM uccienoBanueM CIIA mno mnpodunakTuke BpOXKJIEHHBIX
ne(eKTOB «ciayyall — KOHTPOJIbY, HE BBISIBUIIM HUKAKON CBSI3H, IIPEANOIOKHUTEIBHO U3-3a Ooee
HU3KUX 103, Ha3Ha4aeMbIX B Oosiee mo3nHioro snoxy [510]. [Inanenrapusiii pepment 11-Oeta-
THJIPOKCUCTEPOUIETHIpOreHa3a 2  npeodpa3dyeT MpeIHU30J0H (aKTHUBHBIM mpenapaTr) B
MPEeAHN30H (HEAaKTUBHOE MPOJIEKAPCTBO), U ATO MOXKET 3allMTUTH TUIOJ OT BBICOKUX ypoBHel ['K
[511]. B mocnenyromieit pabote, BKIIOYaBIIEW MOYTH 52 ThIC. OEPEMEHHBIX, MOJyYaBIIUX
pasnuunble Buabl ['K, He ObUIO BBISBICHO MOBBIIIEHUS YacTOTHI OpO(aluaNbHbIX Ie(PEKTOB U
JPYTUX CEPbE3HbIX TOOOYHBIX AP PeKTOB y nereit [512].

Tepamnuto a3aTHONPUHOM** He clieayeT HU yMEHbIIATh, HU IPUOCTAHABINBATh, TOCKOJIBKY
€ro TepaToreHHbI 3(deKT, MOoNMyYeHHBI Yy >KUBOTHBIX, He HaOmomaercs y monen [491].
[TokazaHo, uyTo Tepamusi a3aTHONPUHOM™* y MOJOABIX JoAel (epTuabHOrO BO3pacTa He
yBEIMUMBaJda PHUCK NPEKICBPEMEHHBIX POJOB M TepaToreHHocTh [l]. O HexenarenbHbIX
SBJICHUSAX, CBSA3aHHBIX C MPHUEMOM a3zaTUONpUHA** BO BpeMsi OEepeMEHHOCTH, HE COOOIIANOCH.
[lepBoHavanbHble OMAceHHUs IO IMOBOJY BO3MOXKHOM TEpaTOreHHOCTH ObUTM  BBI3BaHbBI
UCCJIEOBAaHUSIMM Ha >KMBOTHBIX, B KOTOPBIX HCIIOJIb30BAJIUCH CBEPXTEPANEBTUUECKUE O3BI.
Cucremarnueckuid 0030p 1 MeTaaHanus, BKiIrodaBimii 3000 6epemennbix nanuenTok ¢ B3K, ne

BbISIBUWIN YBCIIMYUCHUS pPUCKaA HHU3KOM Macchl TeJa pU pOKACHUUN HUIIU BPOXKICHHBIX ,Z[e(beKTOB y
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MaTepei, IPUHUMABIIUX a3aTHONPUH™**. OIHAKO PUCK MPEXKIEBPEMEHHBIX POIOB ObLI MOBHIIIECH
(OLL 1,45) [513]. HenaBuue uccnenoBaHus MOKa3ald, YTO B PEAKHX CIy4asx y OepeMEHHBIX
NAIMEeHTOK, MPUHUMAIOIIUX a3aTHONPHH™*, MOXET pa3BUThCSA BHYTPUIICUYCHOUHBIH XOJecTas
O6epemeHHBIX [514]. B Takux ciydasx peKOMEHAYETCs TEPAIHi0 a3aTHONPUHOM™ * TIpeKpaTUTh U
BO300HOBUTH TIOCTIE POJIOPA3PEIICHHUS.

[Tpuem azaTronpuHa** cumrtaercs OE30MACHBIM U IPU TPYIHOM BCKapMIIMBAHUH. XOTS
HEeOOoJIbIINE KOJTMYECTBA UX META0OJIUTOB MOTYT IONAJaTh B TPYJHOE MOJIOKO, 3TO HE BBI3BIBACT
KaKuX-JIMOO OCIIO)KHEHHWH Y TPYIHBIX JIeTeH U HE BIMSET HAa MX JanbHekee passutue [504, 515,
514].

e Ilpu naznavenun #MM® ¢ neabI0 TNpeIOTBPAlllEHUs] PHUCKA s IJ0AA
pexkoMeHayeTcsi HMHGOPMHMPOBATH JKEHIIMH JeTopogHoro Bo3pacta ¢ AUI o
MYTAreHHOM M TePaTOreHHOM NMOTEeHUHaJe JAHHOI0 Npenapara, He00X0AMMOCTH BO
Bpems npuema #MM® ucnoib30BaTh 3P(PeKTHUBHBIE METOAbl KOHTPALENIIUN U TIPU
IUIAHNPOBAHUHU OepeMeHHOCTH 00pPaTUTHLCS K Bpady VI PACCMOTPEeHUs] M3MeHEeHH s
HCT [1, 501, 517].

YpoBenb  yOenurtenbHOCTH  pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH
A0KA3aTeNbCTB 4).

Kommenmapuu: #MM® He noimkeH NPUMEHSATHCS BO BpeMs OEpEMEHHOCTH U JOJIKEH
OBITH OTMEHEH HE MEHee YeM 3a 3 MecC. 10 IJIAHUPOBAHHUS 3a4aTUsl U3-3a MOBBIILIEHHOTO pUCKa
norepu O6epeMeHHOCTH B | TpumecTpe M BpPOXAEHHBIX aHOMaIMU (Yalle Bcero IeeKToB yxa,
cepaua u pacuienunsl HeOa) [1, 498, 517]. Pekomenayercs: BEIIOTHEHUE TecTa HA OepeMEHHOCTh
B TeueHue | Hes. mocie Hadana npueMa #MM® u ucnonb3oBaHue IBYX 3PPEKTUBHBIX METO/I0B
KOHTpALIEeNUU B TeueHue 4 Hell. 10 1 6 Hex. nocine npuMmenenus #MM®. HeOoubiioe KoJin4ecTBo
#MM®O® o6Hapy HMBaeTCsl B MOJIOKE KOpMsIuX MaTepeit [518].

e Pexomenayercsi y manueHTok ¢ AU Bo Bpemsi 6epeMeHHOCTH M OCOOCHHO TMOCJ/Ie
POIOB THIATEIbHO KOHTPOJHPOBATHL AKTHBHOCTH 3a00/1eBaHUsl (aHAJM3 KPOBH
onoxumuueckuii oomerepanesruueckuii: AJIT, ACT, o61umii 0MJiMmpyorH U YPOBeHb
HMMYHOrJI00y/MHa G B KpoBH 1 pa3 B TpumecTp U 4epe3 12 Hea. mocie poaoB) Ais
cBOeBpeMeHHOro BoisiBjaeHus peuuansa AUI u koppexuun no3 UCT [498, 519].
YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH

JI0KAa3aTebCTB 5).

Kommenmapuu: Xenmmuapel ¢ AW A0WKHBI HAXOAWTBCA IOA  HPHUCTAIBHBIM

HaOJIr0IeHuEM BO BpeMsi OepeMEHHOCTH U B TeUEHHE NMEPBhIX 3—6 Mec. IociIe POAOB JAJIs pAaHHETO

BBISABJICHHSI aKTHBaIMW 3a0oneBaHusa. TpeOyercst ckpuHuHr permauBa AW Bo Bpems
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OepeMeHHOCTH (YpOBEHb TpaHCaMHMHa3 | pa3 B TpuMecTp) M d4epe3 12 Hed. mociie poJoB.
Peunguser AUI' B Tpu pasa uaie BceTpedaroTcs mnocie poaoB [518], uro momuepkuBaer
HEOOXOUMOCTh 0oJiee THIATEIILHOTO MOHUTOPWHTA W TOCIEAYIOMIEro HaOMIOIeHUs 3a
nanueHTtkamu. Iloteps Omoxumuyeckoro orBera Ha MCT m0BOJBRHO pacmpocTpaHeHa IOCIe
POJIOB, KOTJIa YPOBEHB 3CTPOreHa B KPOBH JKCHIIIMHBI BO3BpaIacTcs K HopMme. B 3Toli cutyanun
cienyet paceMmoTpers yeunenue UCT — kpaTkocpodHOE MOBBIIICHUE 03 MpeaHu30m0Ha** [1,
466, 498].

e Pexomenayercs s auarHocTuku Jae0rora wiam  peunauBa AUIDT nHa ¢domne
0epeMEeHHOCTH HCINOJIb30BATh CTAHJAAPTHbIE MOAXOAbI — TaKHe Ke, Kak M Yy
HeOepeMeHHBIX NauMeHToK [1, 493, 501].

YpoBenb  yOenutenbHocTH  pekoMengaumii C  (ypoBeHb  J10CTOBEPHOCTH
J0KA3aTeJbCTB 5).

Kommenmapuu: Heo6xonuMo y4uThIBaTh BO3MOXKHOCTH ebtota AULT mpu npoBeneHnu
muddepeHIATEHON TUAarHOCTUKY MAaTOJIOTUN TIEYCHU, PA3BUBIICHCS BO BpeMs OEpPEeMEHHOCTH,
0COOEHHO B CITydasiX, COMPOBOXKIAIOUINXCS THIIEPraMMariioOyInHEMHEH / TIOBBIIICHUEM YPOBHS
IgG. Taktuka auarHoctuku AU y 6epeMeHHBIX MallMEHTOK HE OTIMYAeTCs OT CTaHAApTHOW U
BKIIIOUAET ofpeneieHne ayroantuteln, IgG u nposenenue 6uorncuu neueHu [1].

[Tpu quarnoctuke peruauBa AVT y 6epeMEeHHBIX U ITOCIIE POJIOB CISAYET YUUTHIBATH, YTO
Ha ¢oHE OEPEMEHHOCTH YPOBHH MMMYHOTJIOOYJTMHOB 3HAYUTEIHHO 3HAYUTEIHLHO CHUKAIOTCS (B
IIT TpumecTpe — Oornee 4em B 2 pasza) U B CBSI3U C ITUM MOTYT HE COOTBETCTBOBATh AKTUBHOCTHU
3a0oneBanusa. HampoTuB, mocie poaoB YPOBHH HMMYHOTJIOOYJIMHOB MOTYT PEIHUIPOKTHO
TTOBBIIIATHCS, OCTABASICh MOBBIIIIEHHBIME B TeueHue 6 mec. [520].

o Pexomenayercs mnpu aedwre AU y OepeMeHHBIX HA3HAYATH HHUIIUHPYIOILIYIO
Tepanui NPeJHU30JJOHOM** M #a3aTHONPHUHOM B /103X, AHAJOTHYHBIX NANMEHTAM
0e3 0epeMeHHOCTH, JJIs1 JOCTHKEHNUsI 0TBeTa Ha Tepanuio [S01].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KAa3aTebCTB 5).

Kommenmapuu: Boripockl 6€301MacHOCTH TPUMEHEHUS PEAHU30JI0Ha™ * 1 #a3aTHONIpHHA

y 6epemenHbIx ¢ AUI™ paccMOTpeHBI BBILIE.

3.2.6.5 Jleuenue nepekpectHbIX cHHAPOMOB AUI u xosgectarndyeckux 3a001eBaHuM

(BapuanTubie dhopmbl AU

e PexoMennoBaHo mnpu nepekpecTHbix cuHApoMax AHMUI ¢ xojecTaTH4eCKHUMH

3a00JieBaHMAMH TedeHH (BapuaHTHble ¢opmbl AUI) HasHauyaTh JieyeHHe B
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COOTBETCTBHMM ¢ JAOMHHHPYOIUMM MOP(}OJOrH4eCKHM MATTEPHOM C YYeTOM

KJIMHUYECKUX JAHHBIX JJI51 JOCTHKEeHHUs 0TBeTa HA Tepanuio [52, 521].

YpoBenb  yOeauTelbHOCTM  pekoMeHaaumii B (ypoBeHb  /10CTOBEpHOCTH
J0KA3aTeJIbCTB 2).

Kommenmapuu: HeBbicokas  paclpoCTpaHEHHOCTh  BapuaHTHBIX  (Gopm  AUID
(mepexpectHbix cunApoMoB ¢ [IBX u [ICX/TICX menkux mpoTOKOB) 3aTPYyAHSET MPOBEICHHE
kpynubeix PKU no Tepanuu 3a0oneBanuii. Cxembl JeueHHs 3a4aCTYI0 TOAOUPAIOTCS SMINPUIECKU
u Brimoyarotr ['C, tuonypunbl, YAXK u nx xomOunamuu [52]. MexayHapoaHas rpyIima 1o
mzyuenntro AUDT (IAIHG, 2011) pexomeHoBaia BbIOMpaTh TEpameBTHUECKYIO TaKTHUKY IO
npeobnanaromeMy Mopdosornueckomy mnarrepHy [52]. [lanHas KOHUeENIUs WMeeT OOJbIIoe
IIPAKTUYECKOE 3HAUEHUE, TaK KaK BelyIUi CUHIPOM 3a00JI€BaHUS ONIPEAEISAET OTBET HA TEPAIIUIO
U IIPOrHO3 M OKU3HM nanueHtoB [52]. B uccienoBaHMsX ManUMEHThl € BELyIIUM
Mopdornoruueckum narrepHoM AWIT M mpusHakamMu XOJIECTAaTUYECKUX 3a00JeBaHUM dalle
OTBEYAM HA TEPANHUI0 W MMENH JyYIIMHA MPOTHO3 U )KU3HU B CPAaBHEHHH C OOJBHBIMH C
npeobnaganuem cumntomoB [1BX, [ICX u nmpuznakamu AUL [522, 521].

e PexomennoBano mammentaMm, coorBercTByomuM Ilapmaxckum  kpurepusam

AUT/TIBX, naznauyats UCT B komOnHanum ¢ punrenbHou tepanueii Y IXK** B no3e

13—-15 Mr/Kr ¢ neablo JOCTHKEHHs OTBETa Ha Jieuenue [67, 334, 521, 524].

YpoBenb  yOeguTeabHOCTHM  pekoMeHaaumii B (ypoBeHb  /10CTOBEpHOCTH
A0KA3aTeJNbCTB 2).

Kommenmapuu: 1laprxckue KpUTEpUU COOTBETCTBYIOT ONPEIENICHUAM KaXKIOrO W3
muaro3oB [1BX u AU v mo3BonsioT WASHTHUQHUIMPOBATH MAMEHTOB C BOCHAIMTEIbHBIM
komnonentoM AU, kotopsim nokazana UCT [52, 334].

[Tamentam ¢ AUI/IIBX ¢ yMepeHHBIM M TSKEIbIM «IOTPAHUYHBIM» TE€NaTUTOM, YTO
COOTBETCTBYET Mopdosoruueckomy kpurepuio komnonenta AUID (Ilapwxckue xpurepun),
nokazaHo HazHaueHue CT u YIXK** [64, 524 ,523]. B K1 xomOunupoBanHnas tepanus ['K
(MpeAHU30H UIIH NPeaHU30J0H** 30 MI/CyT C MOCTENEHHBIM CHI)KEeHHEM B TeueHue 4 Hen. 1o 10
mr/cyt) 1 YAXK (13—-15 mr/kr/cyT) npeBocxoania mo 3¢ dexkruBHocTH MoHOTepanuio 'K nmm
YAXK y mnanueHroB, coorBercTByroumx llapmxckum kpurepusm [343]. Kpome Ttoro, y
narueHToB ¢ AUI/IIBX, mony4yaBmux KOMOMHUPOBAHHYIO TEPANHio, OTMEYAJIOCh YIIydIlIEHUE
1abopaTOPHBIX MApKEPOB, Mokazaresnel pudposa nmedeHu u 10-1eTHEro MporHo3a BBKUBAEMOCTH

oe3 TII [334].
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B npyroii pa6ote BebkuBaeMocTh 0e3 TII Oblia 3HaYMTENBHO HIKE Y TanueHToB ¢ [1bX u
BBIPR)KEHHBIM HEKPOBOCHAJIEHUEM MO JaHHBIM Owoncuu nedeHu, He nomydaBmmx WMCT, mo
cpaBaenuio ¢ nanuentamu ¢ AUT/TIBX (65% npotus 87%, OP 0,52) [67].

Onnako B MHOTOLIeHTpOoBOM KU, BKitouaBmiem 88 mamnueHToB (30 M3 KOTOPBIX B KAYECTBE
tepanuu 1-i nmuaun nmonydanu Y XK, 58 — komOunamuio Y/IXK u 'K + azatnonpun**), y
OOJNBHBIX C yMEpeHHbIM HHTep(delic-renatutoM 3((HEeKTUBHOCTE 00X CXeM B OTHOUICHHUHU
OnoxuMu4eckoro orBera Obuta comoctaBuMoi (80%), Torma Kak y OOJNBHBIX C TSKEIBIM
untepdeiic-renarutom 3ppextuBHocTh MoHOoTepanuu Y XK 6buta 3Haunmo Huxke (14 u 71%
COOTBETCTBEHHO) [526].

Cucrematnuecknii 0030p, BirouaBmuii 21 KM mo AUI/IIBX, He BBISBHI 3HAYMMBIX
paznuuuii B OMOXMMHUYECKOM OTBETE W BIMAHUM HA MPOTHO3 JJIS KU3HU Yy IallUEHTOB,
nonydaBimux MoHoTepanuo YIXK, UCT (I'K + azatuonpun™*) 1 ux KOMOMHAIMIO Y TAI[IEHTOB
C JIETKUM M yMepeHHbIM uHTepdeiic-renaturom [521]. B To e Bpems Tsokenslii uHTepdeiic-
TernaTuT ObLI MPEIUKTOPOM XOPOIIEro OMOXUMHUECKOTO OTBETAa HA KOMOWHUPOBAHHYIO TEPAITHIO
[520]. B cBsi3u ¢ 3TUM, BEPOSATHO, IIPU YMEPEHHOIN HEKPOBOCHIAIUTEIBHON aKTUBHOCTH JA0ITyCTHMA
anbTepHaTHBHAs cxema: MoHoTepanus Y JIXK** ¢ pemenuem Bonpoca o naznauenuu UCT uepes
3 Mec. pu HEIOCTATOYHOM OMOXMMHYECKOM oTBeTe [67, 135, 327].

NmmyHocynpeccuBHblii komnoHeHT Tepanuu npu [IBX/AUDT mopOupaercst cormacHo
BBINIIEU3TI0KEHHBIM TpuHIunaMm jeuenuss AUD. Umerorcss HabmoneHuss o0 MCHOIB30BaHUM B
cxemax JedeHuss IIBX/AUI"  npennuzonona**,  mMerwnnpenHusosioHa#, OynecoHuza,
azaTHonpuHa** u apyrux TuonypuHos#, MM®#, Takponumyca#, uknocnopuHa# [67].

OO6etuxosneBasl KUCIOTA B HACTOAIEE BPEMsI CUUTAETCS Tepanuen 2-i JIMHUYU Yy MallueHTOB
¢ pesucteHTHbIM [IBX. B aByx koroptHbeix KI, NMOCBAIIEHHBIX 3TON Tepanuu, BBIICISAIUCH
noarpynmsl ¢ [IBX/AWI u Habnronancs MO3WTUBHBIN OTBET y YacTH MAIIMEHTOB (aHATOTHYHO KaK
U y MauueHToB c kiaccudyeckod ¢opmoit IIBX) [527, 526, 527]. Ho naHHBIX, 4YTOOBI
pexkoMeH1oBaTh Takyto Tepanuio mist [IBX/AUTDT, moka HepocrtaTouno. Takke HET JOCTATOYHBIX
naHHbIx 00 a¢¢dexkruBHocTH Tpu [IBX/AUIL ncnons3yembix npu I1bX aroHucToB penenTopos,
aKTUBUPYEMBIX MpoiudepaTopaMyu MEPOKCHCOM: MMEIOTCS JIUIIb HEOObIINe HAOIIOJEHHS IO
npuMeHeHuto 6ezadubpara [67].

Ocraercst HeSICHBIM BOITPOC O HEOOXOIMMOCTH JOTIOTHUTEIBHOTO Ha3HaueHus Y JIXK** k
HUCT nauuentram c npeoOnanarommm Mopdoaoruyeckum narrepaom AUID 0e3 imabopaTopHbIX
MPU3HAKOB XOJIECTa3a, HO C CEPOJOTMYECKMMHU M THUCTOJOrMYeckumu mnpusHakamu [I6X.
YuuThiBasi OTHOCUTEIBHYIO PEIKOCTh Pa3BUTHS HEKEIATEIbHBIX SIBJICHUH, a TAK:KEe BO3MOXKHBIC

oTJasIeHHbIE OJaronpusTHbIe 3 PeKThI Tepanuu, BeposTHO, HazHaueHue Y JIXK** nokasano Bcem
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ManyueHTam, KoTopbie cooTBeTCTBYIOT [lapmkckum kputepusm AUT/IIBX, 0coOeHHO MOJIOIBIM,
y KOTOPBIX B OyAyIIEeM CYIIECTBYET MOTEHIUAIBHBIA PHUCK PAa3BUTHUS AYKTOIICHUH U OMIIMAPHOTO
uupposa [327].

e Pexomennyercs y manuenToB ¢ AUI/IICX (He uMeOMIUX pejieBAHTHBIX CTPUKTYP U
apyrux (akTopoB PpHCKAa peuMIUBHUPYIONIEr0 OAKTEPHAJIBLHOI0 XOJIAHIUTA)
paccmorpers Bonpoc 0 HadHadeHun UCT (nmpeanu3osion** B HayajabHOH no3e 0,5
MI/KT U azatuonpun**B go3e 50-100 mr/cyr) B couerannu ¢ YAXK**B noze 15-20
MI/KT C LIeJIbI0 10CTHKEeHUA 0TBeTa Ha Jeuenue [347, 521, 523, 524, 523, 530].
YpoBenb  yOenurTenbHOCTH pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH

JA0Ka3aTeJabCTB 2).

Kommenmapuu: Bonpoc o HazHaueHun VMCT nanueHTaM ¢ NepeKpecTHbIM CHHIPOMOM
AUI/TICX ocraercs 0O4eHb CHOKHBIM. ITO O0OBSICHSIETCS HE TOIBKO OTCYyTCTBUEM KpynHbIX PKU,
HO M 0oJiee BBICOKMM PUCKOM Pa3BUTHUS OCIIOKHEHHMH, B TOM 4HCJie MHPEKIUOHHBIX, a TaKXKe
XYJIIMMH OTBETOM Ha TEpaIMI0 U MPOTHO30M JUIsl )KU3HU NAIMEHTOB B cpaBHeHUU ¢ AUI [54,
523, 531, 532]. B cBsi3u Cc 3TUM B KIMHUYECKOW IpakTuke pemieHue o HasHaueHuun WCT
narentam ¢ AUI/IICX n0omKHO NPUHUMATBCS HMHIAMBHUIYaJbHO HAa OCHOBAHUM BEIYLIETO
KJIMHUKO-MOP(OJIOrHYeCKOro MarTepHa C YYeTOM BO3MOMKHBIX PHCKOB  OCJIOXKHEHHH
COITYTCTBYIOIIKX 3a00JI€BaHUH.

Hasnauenne MWCT nokasano maumentam ¢ AUI/IICX, cooTBeTcTBYIOUIMM
TUCTOJIOTMYECKMM KPUTEPUSAM IIOCTAHOBKM JHWArHo3a, T.€. C YMEPEHHOW M TSDKEIOU
HEKPOBOCIIAIUTENBHOM aKTUBHOCTBI0. FIMEIOTCS OrpaHn4eHHbIE ToKa3aTeabcTBa 3(h(HEKTUBHOCTH
NCT 6e3 YAXK mpu AUT/TICX [533]. Onnaxo B KU, BktouaBIImx B3pOCIbIX MAIUEHTOB, Ooiee
3¢(deKTUBHON B JOCTIKEHHMH Ouoxumuueckoro orteera Obuta WCT (nmpennuzonon™®* +
azatuonpun**) B coueranuu c YJXK** [523]. Jo3bl a3aTuomnpuHa y NMAalLUEHTOB B Cilydae
OpUMEHeHUs KOMOMHMpPOBAaHHOW Tepamuu (mpeaHu3onoH** + azatmonpun®* + VYIXK)
Haxonuiauck B quanazone 50—100 mr/cyt [524].

B 1o xe Bpems B gonrocpouyHoit nepcrektuse (Oosiee 10 yer) B OOJIBIIMHCTBE ClIy4yaeB
HaOronaeTcs nporpeccuposanue 3adonesanus 1o LT [534].

V nereit ¢ [ICX/AUT (B neaquaTpuu NpUHAT TEPMHUH «ayTOMMMYHHBIH CKIIEPO3UPYIOIIUI
xoJaHruty), nonydasmux MCT, orMmeyancs OMOXUMUYECKUI OTBET U YMEHBIIEHHUE NMPU3HAKOB
BOCMaJIeHUs1 B OMOMNTaTax Ne4YeHu, OJJHAKO XOJIaHTHOorpaduyecKue N3MEHEHHs POTrPeCCUpPOBalIH,

a 10-meTHssT BBDKMBAEMOCTh 0O€3 TpaHCIUIAHTALMU Me4eHH Obuia Hike (65%), deM mpu

kiaccudeckom AUT (100%) [54].
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OTH 1aHHBIE B COBOKYITHOCTH YKa3bIBAaIOT HA I[€JIECO00Pa3HOCTh Ha3HAUCHUSI KOMOMHALIUH
NUCT n YIXK** y 6onpmmHcTBa mauueHToB ¢ AUT/TICX ams qocTHXeHUsT OMOXUMHYECKOTO
0TBETa, HECMOTPSI HA OTCYTCTBUE KPYMHBIX MpocneKTuBHbIX PKU 1 yOenanTenbHBIX AaHHBIX O

BJIUSIHUM HA MporHo3 [532].

3.2.6.6 Jleuenue AHMI, accomMyMpoOBAHHOIO ¢ HMMYHOONOCPEIOBAHHLIMH

3200J1eBAHUAMU

AU kaKk KJIaCCHYECKOE ayTOMMMYHHOE 3a00JIeBaHHE YacTO aCCOLMUPOBAH C JPYTUMHU
MMMYHOOMOCPEIOBAaHHBIMU 3a00JIEBAHUAMHU, MPEXKIE BCET0 ayTOMMMYHHBIMH (PEBMATOWIHBIN
apTput, auddy3Hble 3a00I€BaHUS COCAMHHUTEIBHOW TKaHU U Jp.), HEKIACCHYECKUMU
ayTOBOCHAJUTEIBHBIMU (TICOpPHA3, CAPKOUII03) M ajuleprudeckuMu (OpoHXHaNbHAs acTMa,
kpanuBHua). CoOrnacHO JaHHBIM KOTOPTHBIX MCCIEI0BAaHUN, HMMYHOOIIOCPEIOBaHHbIE
3a0oneBanus BeISIBISIOTCS y 14-44% nanuentos ¢ AUT [68, 69, 70, 71]. Heo6xoauMo OTMETHUTb,
4yro OOJiee XapaKTepHBIM SBJISETCS MSATKOE, CYyOKIMHUYEeCKoe TedeHne KomopOouaneix AUID
MMMYHOOIOCPEI0OBAaHHBIX 3a00JIEBaHUM, OJTHAKO B HEKOTOPBIX CIy4asiX TSXKECTb UX MPOSIBICHUN
JOMHUHUPYET, YTO TPeOYET COOTBETCTBYIOILIEH KOPPEKLIMU TEPANIEBTUUECKON TaKTUKH [71].

e Pexomenayercs ¢ Heib0 ONTHMHU3AIMYN TePaNUU M HAOJIIOJCHUS 32 MANMEHTAMH C
AUI', codyerarlomMMcs ¢ JAPYrMMH HMMYHHOOINOCPEIOBAHHBIMHM 3200J/IeBaHUSIMH,
OCYLEeCTBJIATH JieyeOHbIe u AMATHOCTHYECKHUE MeponpusiTUsI
MYJIbTHIMCUMIIMHAPHON KOMaH/10H NPH 00513aTeJIbHOM YYACTHH I'ACTPOIHTEPOJIOTa
U NpPOoQHIBHOIO A KOMOPOMAHOro 3a0oJieBaHMs CHENHAJNCTA (PeBMATOJ0ra,
MYJIbMOHOJIOTa, HEBPONATOJIOTa, IeMaToJ0ra, 3HAOKPHHOJIOra, J/JAepMarToJora,
opranbModiora, ajjeproJora) [2, 535, 534, 535, 536, 537].

YpoBenb  yOenutenbHocTH  pekomenganuii  C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJbCTB 5).

e Pexomenayercs npm BbiOope HMCT y namuenta ¢ AU m kxomopOmaHbIM
HMMYHOOIIOCPEe0BAHHBIM 3a0oJieBaHHEM 0TIaBaTh npeanoYTeHue
TepaneBTHYECKUM PeKHMaM M JeKapCTBEHHbIM CpeAcTBaM, 00J1a1al0lUM
AOKA3aHHOM AKTHBHOCTHI0O B OTHOomeHMH Kak AMI, Tak u comyrcrByrouen
MaTOJOrHH JJIs ONTHMHU3AIMHU JedeHus [2, 536, 535, 540, 539].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KAa3aTelbCTB 5).

Kommenmapuu: Ilpn pemenun Bompoca o HasHauyeHun u  Bbibope UCT (um
OPOTHBOBOCHIAJIMTENBHOM  Tepamuu) y  mammeHta ¢ AW w  kKoMOpOMAHBIM

HMMYHOOIIOCPCI0BaHHBIM 3a00J1eBaHUEM HGO6XOI[I/IMO OIICHUTb CICKTP KIMHHUYCCKUX
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MPOSIBIICHUM, CTENEHb AaKTUBHOCTH M MPOTHO3 00eux Ho3oJormdyeckux (opm s BbIOOpa
MPUOPUTETHON MUIICHU TEPAIUU U ONTUMHU3AINY JICUCHUSI.

B nacrosimee Bpemst B cBsi3u ¢ orcytcTBreM PKU, mocBseHHbIX O1leHKe 3P PEKTHBHOCTH
paznuuHbix pexumoB MCT y mamuentoB AUIT 1 KoMOpOMIHBEIMH MMMYHOOITOCPEI0BAaHHBIMU
3a00JIeBaHUSMHU, JAHHBIX C BBICOKHM YpPOBHEM JIOKa3aTEIbHOCTH IO 3TOMY BOIPOCY HE
cymectByeT. COOTBETCTBEHHO, BBIOOp ONTHMAIBHOTO pEXHUMa HMMYHOOPHUEHTHPOBAHHOMN
teparuu (UCT) mist 1aHHOM KOTOPTHI OOJBHBIX JTOJDKEH OCHOBBIBATHCS HA OOIIMX MPUHIIHIIAX
neyerust AUI™ u cooTBeTCTBYIOMIEH KOMOPOHIHOCTH.

Cy1ecTByeT LUPOKUN CHEKTP UMMYHOCYIIPECCUBHBIX JIEKAPCTBEHHBIX IPEeNaparoB, AJs
KOTOPBIX MO3UTHBHOE BiMsiHUE Ha TeueHue AUID ObU10 MpoaeMOHCTPUPOBAHO B HEOOJIBIIUX MO
pasMmepy HepangomMuszupoBaHHbIX KU, cepusx KIMHHYECKHX CIIy4aeB JIMOO €IUHUYHBIX
KIMHUYECKNX HaOmoaeHusax. K ux yuciy B nopsiike yObIBaHHS 10Ka3aTeIbHOM 0a3bl OTHOCATCS
MHTHOUTOPHI KaNbIIUHEBPHUHA (IIUKIOCIIOpUH A, Takponumyc) [542, 541, 542, 543, 544, 545, 546,
547, 548], uaruduropst M-TOR (cuponumyc) [551550], Guonorudeckue npenaparsl: HHTUOUTOPHI
OHO-a (uadarkcumad, ananumymad) [552, 553] u antu-B-knerounsie npenapatsl (puTykcuMao,
O6enmumyma0) [421, 422, 554], 6mokaTopsl guruapodonaTpeykrasbl: MeToTpekcar [555, 556].

B cBs131 ¢ HEIOCTATOUHOI AOKa3aTeNbHOM 62301 U (UTH) HEONITUMAIBHBIM COOTHOIIIEHUEM
3¢ (eKTUBHOCTH/OE30MMACHOCTH  JaHHbIE IpenapaTtbhl HE HCMONb3YIOTCS B PYTUHHOMU
TEpaNeBTUYECKON IPAaKTHKE IpU BeaeHMH nanueHtoB ¢ AWMI, omHako Moryr ¢ ycrnexom
NPUMEHATHCS B OTIENBHBIX KIMHUYECKUX CHUTYalUsX: MPU HAJIUYUM MPOTUBONOKA3AHUHN K
CTaHJApTHBIM MpemnapataM 1-il U 2-i JIMHUM, UX HEJOCTYNMHOCTU WU HENEPEHOCHUMOCTH,
HEJ0CTaTOYHOM OTBETE WJIM OTCYTCTBHM OTBETA Ha Tepanuto. OOpaTHas CUTyalusi MMEET MECTO B
JICYCHUH HMMMYHOOTIOCPEOBAaHHBIX PEBMATOJIOTMYECKUX 3a0ojeBaHuid, mpu KOTOpbix MM
SBIIIETCS. CTAHJAPTHOM TepameBTHUECKON oOmiueil mnpu JedeHudu OOoNbHBIX Au(Gy3HBIMU
3a00JIeBaHUSMH COSAMHUTEIBLHON TKaHu [72, 557, 558], MmeToTpekcar — mpu JiedeHUH OOJBHBIX
peBMAaTOMIHBIM  apTpuToM [559, 560], a Owuwomornueckue TpemapaTbl  SBISIOTCS
pacrnpoCTpaHEHHOW TEPANeBTHYECKOM OMIMEN 2-i U MOCIECIYIOMICH JIMHUN TepaIH.

B cBs3u ¢ atum npu neuenun AUI, accouunpoBaHHOTO ¢ UMMYHOONOCPETOBAHHBIMU
3a0oneBanusmu, BbIOOp pexuma HCT momkeH OCHOBBIBATHCSI HA TOM, Kakoe W3 JBYX
KOMOpPOMIHBIX 3a007eBaHMI B HAcTosllee BpeMs HAXOIUTCA B (a3ze aKTUBHOCTH
MMMYHOIIATOJIOTHYECKOTO Tporecca U Tpedyer JedeHus. B ciydae HeoOXoauMocTH
OIHOBPEMEHHOTO  BO3JCHCTBHS Ha 00€  HO30JOTHYECKHEe  (OPMBI  MPEACTABISAETCS
[[EIeCOO0pa3HbIM  OT/IaBaTh MPEINOYTEHUE TEPANEBTUYECCKHM peXHMaM, 00Ja1aromuM

JI0OKa3aHHOM aKTHBHOCTBIO B OTHOWIEHUH Kak AUI, Tak u conyTcTByromei naronoruy. Ilpu atom
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Ha3HaUY€HUE TE€HHO-WH)XEHEPHBIX OHOJOIMYECKUX IpenapaToB JOJDKHO  IPOBOAMTHCS
CHEeLMATNCTAaMH, HWMEIOIIMMHU ONBIT TOAOOHON Tepamnuu, HampuMep, B IEHTpax TIe€HHO-

WHXXCHEPHOU OMonornveckoi tepanuu [2].

3.2.6.7 JIleuenne AUIL" npu couerannuu ¢ HAYKBII

e IIpu AUI' B coveranuu ¢ HAXKBII nondoop UCT cienyer mpoBOAUTH € y4eTOM
puckoB BiausHUA MCT Ha KOMIOHEHTHI MeTA00JMYECKOIr0 CHHAPOMA C LeJbI0
MUHUMH3AUUHU oc10kHeHuit. Y nanuenToB ¢ AUT'/HAXKBII 6e3 LIII npu oTcyTcTBUUI
NPOTHBONOKA3AHNH PEKOMEHAYeTCsl PaccMOTpPeTh NMPHUMEHEHHe cxeM 2-ii JIMHHH,
BKJIKYAOMIUX OyAeCOHM/, AJIsi MUHUMHM3ALMHU PUCKa ocI0xkHeHul [561, 560, 561].
YpoBenb  yOeauTelbHOCTHM  pekoMeHaaumii B (ypoBeHb  /10CTOBEpHOCTH

A0KA3aTeNbCTB 2).

Kommenmapuu: HAXBII u AUI' mMoryt cocymiecTBOBaTh, OKa3blBash MOTEHLHMAIBHOE
CHUHEPrUYecKOoe BIUSHUE HA TeUeHUE 3a00JIeBaHUS U CHUXKATh 3(PPEKTUBHOCTH TE€pANHH, B CBSI3U
C 4eM Ba)XHO YUYHUTBIBATh 00€ COCTABIIAIONINX 3a0oneBanust [561, 562].

C yuerom otpumarensHoro Biausaus ['K Ha caxapHbiii 1uaber u Apyrue COCTaBIISIONINE
MeTabOoIMYECKOro CHHIpoMa Hapsaay ¢ kiaccudyeckod cxemoit UCT MokeT mpuMeHsThCs 6onee
OBICTpOE CHMXKEHME J103bl MPEIHNU30JIOHA™* 1 ero 6osee HU3KUE J03bl BO BpeMs MHIYKIMH WU
ucnonp3oBaHue Oyzaeconuaa (B orcyrctBue LII) Hapsgy ¢ paHHuM jnoOaBiieHHEM
crepoujicoeperaomux mnpenaparoB. I[lepopansHbiii mpuem OyaecoHuma B jo3e 9 mr/cyt B
COUYETaHHH C a3aTHONPUHOM** mokazan 3¢(HEeKTUBHOCTh B HHUIIMALIUU U TIOAIEPKKE PEMUCCHH Y
narenToB ¢ AU 6e3 LI, ¢ Hu3koit yacrotoit cneunpuyeckux st ['K mo6ounsix agpdexTo
[396]. Kpatkocpounoe mpumenenue 'K, nmaxe B mo3ax, pexomenaoBanHbix mpu AUI, mo-
BUJUMOMY, HE OKa3bIBAET CYILIECTBEHHOro obo4yHoro 3¢ dekra y nauuenros ¢ AV u HAXBII,
OJIHAaKO TpeOyeT KOHTPOIIS COCTOSHUS CO CTOPOHBI ManueHToB. [Ipu neuenun naruertoB ¢ AU
u HAXBII, monyuaromux MCT, HeoOXoauMo CTpOroe BBIMOJHEHHWE BCEX HA3HAYCHUI,
HAIpPaBJIEHHBIX Ha KOPPEKIMI0 KOMIIOHEHTOB METa0O0JIMYEeCKOro CHHApPOMAa B COYETAHUU C
U3MEHEHUsMU oO0pa3a JKHW3HM (CHIDKEHHE TOTpeOJeHHs] Kalopuil, OTKa3 OT MPOAYKTOB,
colepkalmmx  oOpaboTaHHyl0  (PYKTO3y UM aJKOroiisi, COOJIOAEHHE  JTMeTHl  I10
CPEeIM3eMHOMOPCKOMY TUITY U yBennueHue pusndeckoit akTuBHOCTH) [561] B cooTBeTcTBUM ¢ KP
«HeankoronpHas KUpoBasi 00JI€3Hb NMEUYEHU y B3POCIBIX» [564].

Jleuenune 'K B gonrocpodHoil mepcrekTuBe (Hampumep, npeaHu3onoH** > 10 mr/cyt
Oonee 6—8 Mec. B CiIydasix HEBO3MOXKHOCTH IMOJHONW OTMEHBI) MOXET NMPHUBECTU K YXYALICHHIO

TedeHust 3aboneBanmii, accouuupoBaHHbiXx ¢ HAXBIL, u mosromy Tpelyercs TIaTenbHOE
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HaGJ'IIO,I[eHI/Ie n CBOCBpGMGHHBIfI NNEPECMOTp TEPAIINU, HaHpaBHeHHOﬁ Ha JICYCHUC CaxapHOI'Oo

nuabeTa U apTepualibHON runepreH3uu [561].

3.2.6.8 JIleuenne AUIL npu coyeTaHUM ¢ XPOHUYECKHMMHU BUPYCHLIMH MH(MEKIUAMU

3.2.6.8.1 Jleuenue AUI" npu coueTaHUM ¢ BUPYCHLIMH IeIaTUTAMHA

[Ipu BeissBnenuu BI'C wnm axktuBHOM wmHbeknumu BI'B y manuenta ¢ AUIDT cinemyer
paccMOTpeTh IpoBeneHue nporuBoBupycHor tepanuu (IIBT) nns mpenynpexiaeHus pucka
aKTUBAlUK WH(EKIIUU U MPOrpeccuu nmopaxkenus neuenu [1, 169, 170, 171, 172, 173, 174, 565,
564, 565, 566, 567, 568].

ITpu Hanmuuuu y nanmenta AWI u BeIsiBiIeHUH perinkanuu Bupyca renaturta C niam Bupyca
rernatuTa B jeuenne HaunHaeTCs ¢ Mcnoyib3oBaHus O0esuntepdeponoBoii [IBT ¢ yuerom craguu
¢ubpo3a B coorBercTBHH ¢ neicTByrommMu KP o neuenuio BI'B u BI'C, a mocne anuMuHanum
WJIM [IO/IaBJIEHUS T€NaTOTPOIIHOIO BUPYCa CIELYET PACCMOTPETh BO3MOKHOCTh HazHaueHus UCT
[1, 172, 174, 565].

e Pexomenayercs npu HazHavennu UCT anti-HBc-no3utuBubiM nanuentam ¢ AUI u
YMEpPEHHbIM U BBICOKHMM PHUCKOM peakTuBanuu BI'B BHe 3aBHCHMOCTH OT CTAJAUH
(pudpo3a neuenn HazHadeHune ynpexxaawmei [IBT (nykaeo3dnnamMu n HyK/JI€0THIAMH
¢ BBICOKHM 0apbepoM Pe3MCTEHTHOCTH — JHTEKABHPOM M/ TeHOGOBHPOM) HA BeCh
nepuoa UCT u He meHee 6 mec. (cpok onpenensiercs komnonenrtamu UCT) [174, 571,
572].

YpoBenb  y0enuTeqlbHOCTH  pekOMeHgamuiik A (YPOBeHb  J0CTOBEPHOCTH
A0KA3aTeJNbCTB 2).

Kommenmapuu: Peaxtupanus BI'B MoXeT BO3HUKAaTh Kak MPHU XPOHUYECKOM I'elaTUTE
B, tak u npu paszpemmsiieiics nHpexkunu BI'B u onpenensercs kak yBenndeHue UM TOBTOPHOE
BeisiBiieHue JIHK Bupyca renarura B. [lanmenTsl, nonygaromme UCT, HaxoaaTcs B rpynie pucka
peaktuBanuu BI'B: 17-55% nanuenTos, noaseprasumuxcs panee Bosaeiictsuto BI'B, Bo Bpemst u
nocne VMCT umeror pucku peaktuBauuu BI'B (mpu ucxomnom nonoxureasHom HBsAg nomns
yBenuuuBaetrcs 10 100% c pa3BUTHEM OCTPOIl MEYCHOYHON HEA0CTaTOYHOCTH B 15% ciydaeB)
[572, 573].

Puck peaxtuBanmu BI'B Bo Bpemst jeueHus olueHUBaeTcs Kak BbICOkHil (=10%),
ymepenHblit (1-10%) u Hu3kuit (<1%) Ha ocHoBaHuM cepojorudeckoro npopuns (HBsAg-
noyoxuTenbHeld Wi HBsAg-HeratuBHblii/anTu-HBc-n0M0XKUTENBHBIN), HATWYMAS WA

OTCYTCTBHS mporpeccupyromero ¢uodposza wim LII, a takke Tuma, 1036l U IIAHUPYyEMOU
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nponospkutensHoctd UCT [174, 571]. B 3aBUCHMOCTH OT KaTeropud pPHUCKa MOXKET OBIThH
OIpeziesieHa CTpaTerus IPEBEHTUBHOTO JICUEHUS NI MOHUTOpUHTa [174, 574].

ITpu nnanupoBanun VMCT maumeHT noimkeH npodTu ckpuHuHr Ha BI'B (ompenenenue
HBsAg u antu-HBc B chIBOpOoTKEe KpoBHM) miisi orieHkH Hanmuuus mHpeknuu BI'B u pucka ee
peaktuBanuu Bo Bpemst UCT [174, 571, 574, 575].

Pexomennamuun APASL [571] Takxke mpejuiararoT OLEHUBATh ChIBOPOTOYHBIM ypOBEHBb
anti-HBs nnst HBsAg-neratuBubix/antu-HBc-110105KUTENbHBIX TAIIMEHTOB: ToTeps anti-HBs mpu
paspemmuBiieiics wuHpekumun BI'B  Moxer ObITh mnpeaukTopoM peaktuBaiuu  BI'B, a
ceiBopoTouHbIN TUTP anti-HBs > 100 ME/mi cBsi3aH co CHUKEHUEM pUCKa €€ pa3BUTHUSA (TIPU ITOM
anti-HBs He mpenorBpamiaer peaktmBaruu). Ho q0CTaTOYHBIX JOKA3aTEbCTB B TOMICPIKKY
UCIIOJIb30BaHUsl TUTPOB aHTU-HBS 111 NpUHATUS KIMHUYECKUX PEIEHUN IpPHU OLEHKE pHUCKa
pBI'B noka Her.

PeaktuBanus Bupyca renaruta B onpeznensercs cienyromum o0pa3om:

1) npu ncxogHom obHapyxenun HBsAg:

— > 2 log yBennuenue yposHs JJHK BI'B ot ucxonnoro yposHs;

— oOunapyxenue JIHK BI'B na yposne > 100 ME/mn y mnammweHta ¢ HCXOIHO
HeonpezaensiemblM yposHeM JIHK BI'B;

2) npu pazpemnBueiics wuHpexkuuun BI'B (HBsAg-otpunarensusiii, antu-HBc-
TTOJIOKUTEITBHBIN ):

— oOpatHas cepokonBepcuss HBsAg (HBsAg craHoBUTCS U3 OTpUIIATEIBHOTO
MIOJIOKUTEIBHBIM);

— mnoseiaenue JIHK BI'B npu orcyrctBun HBsAg, oOnapyxuBaeTcsi paHee
neonpenensiemas JJHK BI'B [571].

CnoXHO onpeAenauTh crieluprUecKuil pucK KOHKPETHOTO IpenapaTa Ui pexuma npuema
JIEKapCTB U3-3a OTCYTCTBUS CUCTEMATUYECKU COOMPAEMbIX JAaHHBIX M UCKIIIOUCHHS MAlUEHTOB C
BI'B (maxe c paspemuBuieiics nndekuueit) B 6onbmnHcTBe KU. Puck peaktuBauuu BI'B y
naiueHToB ¢ AMI, koTopble neuyarcs TpaJWLMOHHBIMU CXEMaMH MpPEeIHU30I0Ha™ ™  winn
NpeIHU30I0Ha** B COYETaHUU C a3aTHONPUHOM™*, HEU3BECTEeH. 3aperucTpUpOBaHHbIE YPOBHU
pHUCKa y NanueHToB, nonydaromux 'K, B OCHOBHOM OTHOCATCS K JIMIIAM, MOJIOKHUTEIBHBIM IO
HBsAg, xoTopsie nojiBep>keHbl yMepeHHoMY pucKy (1-10%) pa3Butus Bupemuu [172, 566]. Itu
nanueHTsl TpelytoT ynpexaatonied [IBT npu nanwmaun nporpeccupyromero ¢udposa wim LI1.
Ho »>T0 mumis HeboabImas pois nauentoB ¢ AUL [169, 174, 566, 571, 574].

TpaauunoHHBIE MMMYHOJETIPECCAHTHI (a3aTHONPUH**, #MepKanTonypuH, #METOTpeKcarT,

HU3KHE J03bl #IUKJIOCIOpUHA), Kak U Tepanus ['K B TeueHue >4 Hen. mpu ayTOMMMYHHBIX
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3a00JIeBaHUsX, ObLIN CBSA3aHBI C HU3KUM pUCKOM (<1%) kak ans HBsAg-nmo3uTuBHBIX, Tak U AJs
HBsAg-otpunatensabix/antu-HBc-no3utuBabix manuenTos [174, 571, 574].

Puck yBemuuuBaercs y HBsAg-neratuBHbiX u aHTU-HBC-IO3UTUBHBIX MalMEHTOB C
YBEJIIMYECHUEM J103bl U TIpoaokuTenbHocTH Jedenus ['K [173, 174, 575]. Tepanus BbICOKMMU
nozamu 'K wim Ha3HaueHWe aHTH-B-KIETOUHBIX NpenapaTroB, AHTAarOHUCTOB LIUTOKHHOB,
MHIMOUTOPOB KaJIbLIMHEBPUHA UJIM IPYTMX UMMYHOMHTHOUPYIOLUIMX areéHTOB MOXKET yBEJIUYUTh
pHUCK 00paTHON CEPOKOHBEPCHH, YTO HE0OX0muMo yunThiBaTh y HBsAg-neratuBHbIX/anTH-HBC-
MO3UTUBHBIX MAIlMEHTOB, paccMaTpUBas 1LeJIeco00pa3HOCTh Ha3HaueHus ynpexaaromei [1BT.
Ob6patnas cepokonBepcus (BoisiBnenue HBsAg u JIHK BI'B y panee HBsAg-oTpunarenbHoro
nanueHTa) HaONIoNaNoch TJaBHBIM o0pa3oM y manueHToB, mnonydaBmmx HCT w3 rpymm
YMEPEHHOT'0 U BBICOKOIO pucKa peaktuBauuu BI'B: anTu-B-kinerounyto Tepanuto (pexae Bcero
#putykcumad), uarubutopsl ®HO-0 1 xumuoTepaneBTudeckue areHThl. CuuTaercs, 4rto mpu

npuMmenenuu #putykcumada cpok [IBT gomken 6biTh He MeHee 12 mec. [566, 567].

3.2.6.8.2 Jleuenue AUI npu coueranuu ¢ BUU-undexuueii

AUI" penko omnwuceiBaercs y BUY-unduuupoBanusix nanueHtoB [577]. Ilpuuunnoit
pasButuss AUI' de novo 'y BHUY-uHQUIMPOBAHHBIX  MHAlMEHTOB,  MOJYYarOIIUX
AHTUPETPOBUPYCHYIO TEPAIUIO, CUUTAETCS BOCCTaHOBJIEHME MMMyHHTeTa [1, 578]. HekoTopsie
nyOnukanuu paccmaTtpuBatoT cam BUY kak tpurrep AUT y BUY-uHQuIMpoBaHHBIX NAllMEHTOB
[579, 580].

Bepuduxanus nuarnoza AU n quddepennnanbuas MarHocTHKa ¢ APYTUMH IPUYUHAMU
NOpaXCHHWsI II€YEHW Yy TaKUX MANUEHTOB, KakK IpPaBUJIO, OCHOBBIBAIOTCS Ha JIaHHBIX
MOP(OJIIOTHUECKOTO HCCIIeIOBAHUS MTEUEHOYHBIX OuonTaToB [577, 581].

Jleuenune AUT" y BUY-uHQUIIMPOBaHHBIX MAaLMEHTOB JOJKHO ObITh MHAMBHUIYAJIbHBIM C
Y4eTOM BO3MOXHBIX PUCKOB M Moib3bl Tepanuu. CrannaptHas VCT s¢pdexrtuBHa, nmpu 3ToM
HE00XO0/IMMO yKa3bIBaTh HA BO3MOKHOCTh Pa3BUTHUS HH(PEKIIMOHHBIX OCI0XKHEHUH [582].

Opnnaxo M. Martinez-Rebollar ¢ coBT. yka3bIBatoT, 4TO NpHU YCIOBUU XOPOIIETO KOHTPOJIS

y nmaruenToB ¢ BUY u AUT nukakux ocnoxuenuit UCT ne nabmonanocs [577].

3.2.6.9 JleueHnue JeKAPCTBEHHO-UHHAVIIMPOBAHHOI0 AYTOMMMYHOIIOX00HOI0 renaTuTa

* Pexomenayercsa y nmauuenros ¢ JIM-AIID' nast ero JjiedeHus paccMOTpeTb OTMEHY
NPUYUHHOIO JIeKAPCTBEHHOI'0 CPeACTBA U HAa3HAYeHue npeaHu3oona 0,5-1 mr/kr ¢
MOCTENMEeHHOH ero OTMeHO#l (Mmocjie HOpPMAJIU3AUMHU JA0OPATOPHBIX MOKa3aTesei
COCTOSIHHSI MIeYEHH) H NMOCJIEeAYIOIHM KIMHHKO-JIA00paTOPHBIM KOHTpoJeM [1, 359,

362, 583, 584, 585].
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YpoBenb yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH
JA0Ka3aTeJbCTB 4).

Kommenmapuu: OcnoBHbIM MeTogoM JjedueHus JIIIII sBnsercss oTMeHa IPUUMHHOIO
JIEKApCTBEHHOI'0 cpeAcTBa. MCKIIFOUeHHEe MOTYT COCTaBIIATh CIydad, KOrja Ipernapar Ha3HauyeH
10 )KMU3HEHHBIM [TOKa3aHUsIM, [TpernapaTy HeT ajJbTepHATUBBI U (UJIU) PUCK €r0 OTMEHBI IPEBHIIIAET
nosb3y [362, 363, 583].

B Hacrosimee BpeMs OTCYTCTBYIOT HcCcClenoBaHus, mno3Bossitone mpu JIM-AIID
onpenenuts nokazanus Kk UCT, 1030Bble MHTEpBabl, CPOKM Hayala U OTMEHbBI UCIIOJIb3YEMBIX
npenaparoB [356, 364], 3a uckimoyenuem JIM-AIIl", BBI3BaHHOTO OTACIBHBIMU JIEKAPCTBEHHBIMHU
cpelacTBaMu (IPEUMYIIECTBEHHO IPOTHUBOOIYXOJIEBBIMU IperapaTaMd — MOHOKJIOHAJIbHBIMU
aatutenamu) [586, 587]. [lo manubiM mynbTHICHTpOBOro KU, y mamuentoB ¢ JIIIIT (1/4 u3
kotopbix umenu JIM-AIID), naznayenue 'K npuBoauiIo K MOBBIIICHUIO YaCTOThI HOPMaTU3aIUH
(bepMEeHTOB MeYeHH, B 0COOCHHOCTH TPU TSHKEJIBIX MOPAXKEHUIX, HE Pa3pelINBIINXCS B TEUCHUE
30 nueit [585].

AASLD pexkomenayer HaszHauatb MCT B cioydasx BBIPDaKEHHBIX CHUMITOMOB WJIU
cepbe3HOro 3aboJieBaHus (HAllpUMep, €CIM BBITIOIHSAETCS 3aKOH Xasi — COYETaHUE MOBBIIICHUS
AJIT > 3 BI'H u 6unupy6una > 2 BI'H), a Takke eciau CUMOTOMBI U J1JaOOpaTOpPHBIE TECTHI HE
YIYYIIAIOTC WM yXYALIAIOTCS IOC]Ee IMpeKpalleHusl MpHeMa MNPUYMHHOIO JIEKapCTBEHHOIO
cpenctsa [1].

EASL pexkomenyer B Tex cinydasix, korja quddepenuuponats JIU-AID u AUT cnoxHo,
Ha3HayaTh *mpeaHn3osoH B go3e 0,5—1 MI/kr ¢ mocneayromnieid OTMEHON U MPOJOHTMPOBAHHBIM
HaOmoaeHueM 3a naueHToM [1]. Kypc *npenauszonona npu JIM-AIIDT o6br4HO coctaBmsieT 1-2
Mmec. [359, 586].

[To nanHbIM cucTeMaTHdeckoro o63opa, BkmoumBmero 5 KU ¢ JIU-AIIL, TK
o0ecrneynBaOT MpU 3TOM (PEHOTHUIIE TEPANEBTHUYECKUI OTBET C OBICTPHIM M JUIMTEIbHBIM
s dexrom nocne mpekpamierus npuema 'K u 6e3 nmpusnakoB peruausa [584].

Jns  OoTAENbHBIX JIEKAPCTBEHHBIX IpenaparoB, 4acto BeibeBatomux JIM-AIID
(TPOTUBOOIYXOJIEBBIE CPEACTBA — WHIMOMTOPHI KOHTPOJIBHBIX TOYEK), MPH HETNEPEeHOCUMOCTHU
'K wumm crepounopedpakTepHOil remaroToKCHUHOCTH paszpaboransl apyrue cxembl MCT,
BKITFOYarone MM®, MUKIOCTIOPUH, TAKPOJIUMYC, TTI00YIMH aHTUTUMOIIMTApHEIH [587].

e Pexomenayercss y mauuentoB ¢ JIU-AIII' mociae ero paspemeHusi o0ecneyuThb

Ha0J/110/leHHe B TeYeHHe TpeXx JeT ¢ onpeaenaeHueM akTuBHocTH AJIT (ananu3 kposn

Omoxmmuveckuii odomerepaneBsTuueckuii) 1 pas B 6 mec. 1 uckarouenus AUT [1, 1,

356].
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YpoBenb yOeaurTenbHocTH  pexkoMeHgauumi C  (YpoBeHb  /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB 5).

Kommenmapuu: OcuoBubiM ominuueMm JIM-AIII ot wuctunnoro AWI sBasercs
OTCYTCTBHE peuuauBoB [356, 364]. IloaTomMy BceM MNalmMeHTaM, KOTOPbIM YCTaHABIMBAJICS
nuarHo3 JIM-AIIl, pekomeHmyeTcs IMTEIbHOE HAOMIOJCHHE C OINpeIeieHHEM MapKepa

aktuBHOCTH (AJIT) 1 pa3 B 6 mec. Ha npoTsKEHUHU Tpex JeT [1].

3.3 Xupypruueckoe JeyeHue

3.3.1 Xupypruueckoe JeueHue NopTrajaLHOM rHnepTeH3nu

e Pexomenayercss y manmentos ¢ III, Bi3BanHbiM AUI, ¢ neab0 XMPYPruyeckoro
Jedenus ocjoxxkHenui I[1I' cnenoBats KP «luppo3 u ¢udpo3 neuenn» [138, 158, 588|.
YpoBenb  yOenutenbHocTH  pekomengamuii C  (ypoBeHb  /10CTOBEpPHOCTH

J0KA3aTeJbCTB 5).

Kommenmapuu: Xupypruueckoe jeuenue [1I" npu AUT" ananornyno neuenuro npu L1,
BBI3BAaHHOM JIPYTUMH MPUUYNHAMH.

IIT" sBnsiercst nmpuunHOM ocnokHeHuM LII1, Takux Kak acuT U BApUKO3HO PACIIMPEHHBIE
BEHBI MMUIIEBO/IA U (UITH) JKeTyKa (KOTOPbIE MOTYT COMPOBOXKIATHCS KPOBOTEUECHHUSIMH), & TAKIKE
paszsutueM [1D BcriencTBue MOPTOCUCTEMHOTO IIYHTUPOBAHUSA, F€NATOPEHATBHOIO CUHIPOMA U
runepcruieansma [589, 590].

III' mpu AUI' passuBaercs npu ¢opmupoBanuu LIII. B nureparype BcTpeudaroTcs
€IMHUYHbIE onucaHus ciydaeB pa3Butus npu AUD upmonatuueckoit I (1o ¢popmupoBanus
[[IT), mnorpeboBaBIIEli  XUPYPTUYECKOTO  JI€YeHUs  (PHIOCKOMHUYECKAs  MHBEKIIMOHHAs
CKJIEpOTEpaIus U YacTUIHasi IMOOIu3aIus cene3eHkn) [591].

bonpmacTBO marmuenToB ¢ AUIT m ILII, Bkmrouas manueHTOB ¢ ocinoxHeHusmu I,
xopomro orBeuatoT Ha MCT [368, 592]. HenaBHO omy0IMKOBaHHBIE pe3yIbTaThl JOITOCPOYHOTO
Ha0Omonenus nanueHToB ¢ AUI B craguu LI1 ¢ onenkoit ocnoxxkuenuii I1I" moka3anu HE TOIBKO
cTaOUIIN3alMIO0, HO U MPeAnoioxuTenbHo oopatumocTts [ Ha hone mpoBoaumoit Tepanuu. beina
BBISBJIEHA 3HAYUTEJIbHAS CBSI3b MEXIY NOCTHKCHHUEM HOPMAIW3alMU YPOBHSA TpaHCAMHHA3 M
3aIIMTON OT Pa3BUTUS JEKOMIICHCUPYIOIIEro coObIThsl, a Takxke TI1 mimm cmepthio [593].

Xupypruueckoe JjedeHue ocioxkHeHud [II, Takux Kak pe3UCTCHTHBIM AacCILUT,
pPELMIMBHAPYIOLIEE KPOBOTEYEHUE U3 BAPUKO3HO PACIIMPEHHBIX BEH MMHUILEBOJA, PACCMATPUBAETCS

B KP «I{uppo3 u ¢pubpo3 neuenn» [94],

3HAYUMBIM MCTOAOM, MO3BOJIAIOINHUM YJIYUYIIUTH KAa4YCCTBO KU3HU MALUCHTA B INCPUOL

oxxkunanus TII y marmeHToB pe3nCTEHTHBIM acCIATOM M PEIUIUBUPYIONTUMH KPOBOTECUCHHUSIMU U3
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BapUKCOB TMHILIEBOJA U JKENyJIKa, pacCMaTPUBAETCSl HAJOXKEHUE TPAaHCBHIOTYJISIPHOTO
BHYTPHIIEYEHOYHOTO nopTocuctemMHoro myHta (Transjugular Intrahepatic Portosystemic Shunt,
TIPS) [594, 595, 596]. ¥V nanuentoB c¢ LIII ycranoBka TIPS He Tonbko yiydiaeT KOHTPOJb
ocnoxkuenuit L1, Takux kak KpOBOTEYEHHE W3 BAPUKO3HO PACHIMPEHHBIX BEH W aCIUT, HO U
MOBBIIIAET BEKUBAEMOCTb B 11eJ10M [97, 597, 598]. PeTpocnieKTUBHOE UCCIE0BAHUE HE TTOKA3aJI0
paznuunii B ucxonax TIPS y nmanuenTos ¢ L1 ayroummyHHO# U BUPYCHOM 3THONOTUH. [aHHBIN
METOA TpeicTaBisiercss Oe3onmacHbIM M 3((EKTUBHBIM, U €ro CIEAyeT paccMaTpuBaTh Yy
nanueHToB ¢ LI Bcnencteue AT u Bapuko3HbIM KpoBoTeueHueM [S588]. HenaBuuil meTaananus
TaHHbIX, BKItovatonmii 12 K1, B koTopsix cpaBHHBaNIACh 3 (PEKTUBHOCTH CTAHJAPTHOTO JICUCHUS
(pedpakrepHoro acmura W NPOQWIAKTUKA TIOBTOPHOTO KPOBOTEYCHHST W3 BAPHUKO3HO
pacuupeHHbix BeH) ¢ BbinosiHeHnneMm TIPS, mokasan, uro TIPS cHmkaer dactoTy AaibHeuei

JIEKOMIICHCALIMU U YBEJIMYMBAET BBKMBAEMOCTh [599].

3.3.2 Tpaucnjagranus neYeHu

e Pexomenayercs paccmorpers BbinmoaHenue TII mpu OTAMUIT w  npm

nexkomneHcupoBannoMm LI ans npenorBpamenus JjgerajibHoro ucxoaa [1, 600, 599,

600, 601, 602].

YpoBeHb  yOeqUTENIbHOCTH  peKOMEHJamuid A (YpOBeHb  J0CTOBEPHOCTH
10KA3aTeJNbCTB 2).

Kommenmapuu: AWI' ¢ yderoM ero pacnpoOCTPaHEHHOCTH HE SBIAETCS YacTbIM
noka3zanueM K TII, cocraBnss npubnusurensHo 5 u 2—3% ot obuiero uncna TII B CILHA u EBporne
cootBeTcTBeHHO [605]. bonee toro, yucno TII, BeimonHenHsix o nosoxy AUI, ¢ TeueHuem
BpeMeHH ymeHbIaercs [600].

TII npu 60ne3usx neyenu (B Tom uucie npu AUI) nposogurcs:

— IIpY TEPMUHAIBHOMN CTauy MOPaKEHUS NIEUYEHU;

— OCTpO MEYEHOUYHOM HEJOCTaTOYHOCTH;

— Hed(PPEeKTUBHOCTH Tepanuu, KOrja ee HHTeHCH(UKalMs OlacHa H3-3a pHUCKa
CEeNTUYECKUX OCIIOKHCHUM;

— pa3zButuu '[P [606].

TII moxxer moTpeboBaThes, ecnu AVI BbIsiBIeH B nmo3nHel craauu, nonHouenHas UCT
HeBO3MO>kHa, oTBeT Ha MICT HemocTaTouHbIN (HETOCTHKUMBIM OMOXUMHUYECKUHN OTBET), a TAKKe
[P HECOOITIOICHNH peXXrMa JieueHus rnanueHToM. B koneunom cuere 10-20% nanuentos ¢ AUT
nyxnaatorcs B TII [88, 145].

lNognunas BepKUBaemocTh mnocie TII peuunuentoB ¢ AUIDT cocraBmser 90% [602].

[Tokazarenu 5-, 10- u 15-meTHell BBDKUBAEMOCTH CPEU MAIIMEHTOB, KOTOPHIM ObLlIa MPOBEICHA
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TII nmo moBony AUI', mo manHbIM KaHajackoro ucciaenoBanus [600], coctaBuiu 86, 82 u 66%
COOTBETCTBEHHO 110 cpaBHeHMIO ¢ 79, 71 n 60% B nuccnenoBaHuu eBponenckoro peructpa [601].
Hecmotps Ha paznuuus mokazareneil BBbKMBA€MOCTH, OHU BIIOJTHE ONTUMHUCTHYHBI.

Bonpocsl nokazanuii k TII y manuentoB ¢ OTAUI paccmoTrpensl B pazaene 3.2.6.1
«Jleuenue octporo Tskesoro AUI .

e Pexomenayercsa y manueHToB ¢ AexkomneHcupoBanHbiM LI, BbizBannbiM AU, ¢
1eJIbI0 Onpe/iesieHusl HeOTI10:KHOCTH BbinoJiHeHus TII npoBoAUTH OllEHKY O HIKAJIe
MELD wu ee momuduxanusm [1, 604, 607].

YpoBenb  y0enuTelbHOCTH  pekOMeHAauuiik A (YPOBeHb  J0CTOBEPHOCTH
10KA3aTeNbCTB 2).

e Pexomenayercsa HanpapiaaTh nauueHTos ¢ LI, BbizBanabiM AUIL, npu 3HaYeHUHn
MELD > 15 6a/1J10B B lIEeHTP TPAHCIUIAHTAIMHU VISl BHeceHHusI B JUCT oxkuaanus TII
¢ HeJIbI0 MPeI0TBPALlleHNs JIeTaJIbHOro ucxoaa [1, 608].

YpoBenb  yOenutenbHocTH  pekoMengaumii C  (ypoBeHb  J10CTOBEPHOCTH
J0KA3aTeNbCTB 5).

Kommenmapuu: 1lpuoputer B nucre oxujganusa TII uzHauanbHO ompenessicss CpoOKOM
OXXKUJAHUS U TsDKECThIo 3a00neBanus neyeHu. [Ipornoctuueckuit knace LI mo Yaiing — IIsio u
BBe/leHHas no3aHee mkaina MELD (Moaens TepMUHANBHOM cTaguu 3a00J€BaHUs MEUECHU) U €
MoAU(UKAIIMU B HACTOSIIEE BPEMSI HCTIOIB3YIOTCS TTIOBCEMECTHO JIJIsl OTIPEICTICHUSI TPUOPUTETOB
B JUcTe okujanus [609].

MELD — 3T0 IpOrHOCTHYECKAS OLIEHKA KPAaTKOCPOYHOM BBIKMBAEMOCTH Y IMALUEHTOB C
X3I1. Ona ucnonedyercs ¢ 2002 1. i onpeaeneHns NPUOPUTETOB B paclpeieiEeHU OPraHoOB
Uil TALMEHTOB, OXHUJAIMMX TpaHcmuaHtauuio nedeHd. [llkama MELD ocHoBana Ha
OTIpeIcIeHUU JIOTapU(PMHUUECKON 3aBUCUMOCTU COJEP>KaHUS CHIBOPOTOYHOTO KpEaTHHHHA,
ounmupyouna, MHO. B mkany MELD-Na 1onogHUTeIbHO BXOAUT YPOBEHb HATPHsI B CHIBOPOTKE
kpoBu. [lomydeHHbIN 0aT MO3BOJISIET YTOYHUTH KPATKOCPOYHBINA MPOTHO3 JIETAITBHOTO UCX0/1a U
OLICHUTh HEOOXOAMMOCTh HampaBlieHUs B ULeHTp TpaHciuiantauuu. MELD  no3Bossier
MPOTHO3UPOBATh 3-MECSAYHYIO JIETaTbHOCTh Yy MAllMEHTOB C TEPMHUHAIBHBIMH 3a00JIEBaHUSIMU
nedeHu [610]. B HacTosiee Bpemst mpuoputet otaaercs mkane MELD-Na (cM. npunosxenue 1'8)
[611]. B pa3nu4HbBIX [IEHTPAX B JIUCT OKUIAHUS BKIIOYAIOT IMAIIMEHTOB C MTOKa3aTeJISIMU, HAUWHAS
¢ 15 GannoB u BbllIe. B cBs3M ¢ coxpaHsOmMMCs AePUIMTOM JOHOPCKUX OPraHOB, MPUTOTHBIX
JUIsl TPaHCIUTAHTAIlMKM, TPU MEHBLIMX 3HAYEHUAX IOKa3aTelel BKIIOYEHHE B JIUCT OXUAAHUS

Herenecoo0pasHo. B npuinokenuu npenctaBieHsl GopMyIibl pacdyera nokaszareneil. CymecTByoT
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JJICKTPOHHBIE  KaJBKYJSATOPBl JJIsi  ObIcTporo pacuera: http://transpl.moscow/calc/meld,
https://medicalc.pro/meld u np.

IToxazarens MELD He y4uThIBaeT BIMSHHS HA NIPOTHO3 JUIS KU3HU TAKUX OCJIOKHEHHUU
LTI, xkak pe3UuCTEHTHBIN aCUUT, PELUANBUPYIOIINE raCTPOMHTECTUHAIbHBIE KpoBOoTeueHus, [13.
[ToaTomMy paspaboTaHbl pa3iIuuHble cUCTeMbl Koppekuuu OamnoB MELD, omnpenensembie
JIOKQJIbHBIMHU PEKOMEHAALNSAMU TPaHCIIAaHTALIMOHHOTO LieHTpa [612, 613].

HenaBHo B HEKOTOpBIX CTpaHaX OOHOBUJIM OLIEHKY BBDKMBAEMOCTH B JIUCTE OXHUIAHUS
(MELD 3.0), BkiIlOYMB B HEE JOMOJHUTEIbHBIC MEpEeMEHHBbIC (B TOM YHCJIE IOJ U YPOBEHBb
anbOyMUHa B KPOBH) JUISI TTOBBIIEHUSI TOYHOCTH MMPOTHO3UPOBAHUS M YCTPAHEHUS! HEPABEHCTBA
MEXIy MY>XUYMHaMu | keHmmHamu [614, 615]. Iloka Her yOenUTENbHBIX JI0Ka3aTeIbCTB
IPEeUMYIIECTB 3TOH OLEHKH Ui Bcex nmarmenTtoB ¢ L{I1, Ho oHa nmpexacrasisiercss 000CHOBaHHOM
JU1sl ipuMeHeHus y skeHuH ¢ AUT [616].

e Pexomenayercs nmociae TII npoBoanTh AMArHOCTUKY penuauBa y nauueHTos ¢ AUL,

a takke BbisiBjieHue AUI de novo y penunuentoB, koropbiM TII BbIno/iHEHA MO

HHBIM NOKA3aHUSIM, COIJIACHO NPUHATON NP MCXO0HOM 3200/ 1eBAHUM: OIIpeeIeHre

YPOBHSI UMMYHOr/100yauHa G, ayroaHTures, MOP(OJIOrH4eCKOM HCCIeI0BAHNH

OmonTaTa nme4YeHHu ¢ HejbI0 CBOeBPEMEHHOI0 Ha3HAYeHud Jedyenus [1, 617].

YpoBenb  yOenutenbHocTH  pekomenganmuii  C  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTelbCTB 5).

Kommenmapuu: Hecmotpsi Ha To uto ycnemHas TII oGecrieunBaeT y10BI1€TBOPUTEIBHYIO
BBDKHMBAeMOCTh penunuenToB ¢ AUL, cneayeT yunThiBaTh BO3MOKHOCTD PELIUIUBOB 3a00JI€BaHUs
B TpaHcIutaHTarte [482].

Petmmue AUIL nocne TII onmpenensiercs kak MOBTOPHOE BOSHUKHOBEHHE 3a00JI€BaHUS B
TpaHcIiaHTate neyeHu. [1o JaHHBIM pa3NIuYHBIX 3apyOeKHbIX HCTOUHUKOB, AUD peruanBupyet
y 8-12% mnanuentoB B TeueHwe l-ro roga u'y 36-68% B Teuenuwe 5 mer mocne TII [1].
B poccuiickom KU, BxmrouaBmuM 21 perunueHTa TpaHCIUIAHTATa MEYEHH, 4acTOTa PELHINBa
oKasaJilach MeHbIe — Bcero 5% [618].

YacroTa peruIuBOB HE 3aBUCHUT OT TUIIA TPAHCIIIIAHTATa (POJCTBEHHBIN HITH TOCMEPTHBIN)
[619]. ®akTtopamu pucka peuuanBa AUI cuuTaroTcss MONOJ0M BO3pacT pELUIIUEHTA, BhICOKAs
UMMYHOJOrH4eckass akTuBHOCTh 10 TII, panuss ormena 'K (kak HecoOmiofeHHe pexnMa
JeYCHUS, TaK WM 10 PEKOMEHJAIlMW Bpaya), BBICOKHE THUTPHl ayToantuten mepex TII,
COIYTCTBYIOIIME AyTOMMMYHHBIE 3a00JIEBAaHUS, ACCOIMAIMS YEIIOBEYECKOTO JICHKOLUTAPHOTO
antureHa (HLA)-DR3 wu mnecoorBerctBue HLA-DR4 wu Tskenas HEKpoBOCHAIUTEIbHAS

AaKTUBHOCTH B 3KCIUIaHTUpOBaHHOU neuenu Bo Bpems TII [620, 621, 622].
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JlnarHocTtuka penuanBa JOCTATOYHO CJIOKHA B CBA3M C OTCYTCTBHUEM CIELU(PUUECKOTO
mapkepa. Kpome Toro, UCT MokeT MacKupoBaTh HEKOTOPbIE IPU3HAKU HCXOAHOTO 3a00JICBaHHUS.
Peungus AUI' y peuuMnueHTOB TpaHCIUIAHTaTa CiEIyeT 3alof03pUTh IPU IOBBILIEHUU
AKTUBHOCTH TPaHCAMUHA3, WJIU MOSBICHUN HEMOTUBUPOBAHHOW JIMXOPAIKHU, UM BOSHUKHOBEHUHU
c1abocT M YTOMIISIEMOCTH. PelKko peuuguB MOXKET MPOSBUTHCS BO3HUKHOBEHHEM TaKHX
CUMIITOMOB, KaK XeJITyXa, 00JIb B )KUBOTE, BBICBHIIIAHUS Ha KOXe, 00Jb B cycraBax [479, 623].

[TposiBnenus peunaua AUI nocne TIT Hecnienmpudnbl, 1 10100HBIE MOTYT HAOIIOIATHCS
npu apyrux ocioxHeHusx. O peruause AV MoXeT CBHIETENbCTBOBATH MOBBIINICHNUE YPOBHS
IgG (unu runeprammarioOynuHemus) BMecte ¢ BeisiBiieHneM AHA u (nnn) ATMA.

OcHoBHO# rucronaTojoruyeckoir ocodenHoctoio peuuanBa AUIDT nmocne TII sBasercs
BBIpQKEHHAs] AaKTUBHOCTh JUMQOLUUTAPHOTO TMEPUIOPTAIBHOTO Ipolecca ¢ HHPMIbTpAIUei
I1a3MaTHYEeCKUMU KJIeTKaMu B Ouomnrare medeHu wid Oe3 Hee. [Ipyrue mnaronoruueckue
W3MEHEHHUS BKJIIOYAIOT OCTPBIA JOJBKOBBIM TeMaTUT C OYaroBbIM HEKPO30M TenaTOILUTOB,
amuaoQuIbHBIE  Tenbla ¢ JUMQOIUIa3MOIMTAPHBIMH  KJIETKaMH, IICEBIOPO3ETKOBAHHE
reraTonruTOB, IEPUBEHYIIPHOE TUMQPOILIa3MOIUTAPHOE BOCTIAJICHUE M CIIMBHOM W MOCTOBHUIHBIN
HEKpo3 ¢ JuMoruiasMouuTapHoi UHOGUIbTpanuel (BbIpaKEHHAs HEKPOBOCHAIUTENbHAS
aKTHBHOCTH) [624, 625].

[Ipu mnomo3pennn Ha peruauB AWML mocne TII  HeoOXoauMo  MPOBOIUTH
mubdepeHIMaNbHyI0  JUAarHOCTUKY C  T-KJIIETOYHBIM  OTTOpPXKEHHEM,  JIEKApCTBEHHOM
rernaToTOKCUYHOCTBIO, de novo CTeaTorenaTuTOM, BUPYCHBIMH TelNaTUTaMH JUIs ONpeeNeHHs
TaKTUKHU JedyeHus [1].

Peungus AUT nocne TII TpeGyer HEMENIEHHOTO JIYEHHUS, TOCKOJIbKY OYTH MOJIOBUHA
CIIy4aeB yCTOWYMBBI K TEPANUU U MPUBOAAT K OTTOP)KEHUIO TpaHCIUIaHTaTa. B jerkux ciydasx
YBEJIMYMBAIOT 103kl ojiepskuBatomieit UCT, B TsokenbIX Ha3HauaeTcs MpeaHU30I0H** B 103€e He
menee 30 Mr/cyT u azatTuonpuH** 1—2 MI/KI/CyT C OCIEIYIOIUM ITOCTENIEHHBIM CHIDKEHUEM 103
npeaau3onona**  [471, 606, 623]. Moxer Takxke OBITh MCIOJb30BaHA KOMOWHAITUS
npeaau3onona** u MMO®O** [622, 623]. [Ipu ynyumeHun 1a00paTOPHBIX TOKa3aTelel J103a
npennusonona** cumxkaercsa 10 5—-10 mr B Teuenue 1-2 mec. [620]. B ciydasx ¢ Tsokenon
MIEYEHOYHON HEJI0CTaTOYHOCThIO MOKET MOoTpedoBaThcst moBTopHas TII, KOTOpyIO MpUXOIUTCS
BBITIOJTHATH Y 33—-60% maruenToB ¢ peuuausom AUI [480, 606].

[Ton AUT" de novo moHUMAIOT KOMIUIEKC KIIMHUYECKUX U JIaOOPATOPHBIX XapaKTEPUCTHK
AUl y nanuenTos, nepeHecmux TII mo npuuunam, otnuabiM oT AU u OTAUI. B cBoem
nocjaeaqHeM OOHOBJEHHMH pabouyasi rpynna bandd mo marojoruu amuioTpaHCIIAHTaTa TMEYCHH

npemioxuia 3aMmeHuTh TepMuH «AUT de novoy» Ha «o0oraiieHHoe TUIa3MaTHYECKUMU KIIETKaMU
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oTTop)KkeHUE» [626]. OTAenbHBIE aBTOPHI MPEJIaraloT UCMOJIb30BATh TEPMUH «IJIA3MOKJIECTOYHBIN
rernatut» [627].

AUI" de novo moxet pa3BuBarbes nocie TII, B Tom yucie y B3pocibix jui [627], B
OCOOCHHOCTH y PELMITUEHTOB, IEPEHECHINX TpaHCIUIaHTaluo 1Mo ooy [1bX u XxpoHuyeckoro
renaruta C [1]. Ilpennonaraemas yacrota AUI" de novo y B3pocnsix nocie TII cocransier 3% ¢
obmeit yacroroit 4 cimydast Ha 1000 nanuenTo-yer [628]. Pazsutne AUIL de novo He oka3biBaeT
BIIMSTHUS Ha JIOJITOCPOYHYIO BEDKMBAEMOCTH ManueHToB nocie TII, uto, BeposTHO, 0OBICHSETCS
s dextuBHbIM NeueHueM [479, 628]. ®akropamu pucka AUID de novo cumTaroTcs MOXKUION
BO3pacT JOHOpa IMEYEeHH, HECOOTBETCTBUE T'eHOTHNA t-riIyTaThuoH-S-TpaHcdepazsl (GSTT1)
JIOHOPA U PEIUTIUEHTA, UCTIOIh30BaHUE AaHTHIIMM(OIIUTAPHBIX aHTUTEI, Takposmmyca [606, 629].

Huarnoctuka AWD de novo anamormuna pumarnoctuke AUWUD [606]. OcHOBHBIMU
npenaparamu Juist aeueHuss AU de novo sBISrOTCSA MpeTHU30JI0H** 1 a3aTHONIPUH**, BO3MOXKHO,
npuMmeHenue MMO® [620].

e Pexomenayercsa mociae BoinojiHeHuss TII manmumentam ¢ AUL nis npeporBpameHust
pennuBa 3a00/IeBaHUSI M PeaKIUM OTTOP/KEHHS TPAHCILUIAHTATA IOCTENeHHOoe
CHUKEHHE CYTOYHOH /J03blI NPEeIHU30J0HA** MOJ KOHTPOJIeM Ja00pPaTOPHBIX
nokasareJieid cocronnusa neuenn [1, 482, 618, 623, 630].

YpoBenb  yOenuTelbHOCTH  pekoMeHaauuidi B (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJabCTB 3).

Kommenmapuu: PUCK OCTpOro U XpOHHMYECKOTO OTTOPKEHHS y MALIMEHTOB, MEPEHECIINX
TII neuenn npu AWI, Bblme, yeM y nanueHToB, KoTopbiM TII BbIlIONIHEHA O IpPyruM
nokazanusiM. 'K MoryT mpenoTBpamiaTh pa3BUTHE OTTOPKEHHS WU PELUIMBA B JOJITOCPOUHOU
NEPCIEeKTUBE, OJHAKO OOBIYHO MX /03y CHIDKAIOT, YTOOBl YMEHBIIUTh PUCK HHMEKIMH U
no0ouHbIX 3¢ dexToB. Bompoc o Tom, kak nonro cneayer npuHuMath ['K 1is npenoTBpaiieHus
OTTOPKEHUS U peruauBa y nauueHtoB ¢ AU, octaercs criopHbIM, TOCKOJIBKY HeocTtaTouno KU
no ponrocpounomy npumeHeHuto 'K mocne TII mpu AUT. B omnom KU 610 mokazano, 4to
nmuTenbHoe JedeHne ['K B HMBKHMX J103aX B COYETAaHMHM C JAPYTUMH HUMMYHOJICTIPECCAaHTaMU
cHmxkano yacrtotry peuunuBoB AMWIT [630]. B HemaBHux pekomenpauusx AASLD
MOJAYEPKUBACTCS, YTO JIaHHbIE, MOATBEPKAAIOIINE JoarocpoyHoe mnpumenenue ['K mng
MpeAoTBpaIieHus: oTTopkeHus nocie TII, moTepu TpaHCIIaHTaTa W PEIUANBA, OTPAHUYEHBI, a
TaKoe JICUeHHE He omnpanaHo. [loaTomy npennoxeHo nocreneHHo cHuxkath 103y ['K mocie TII
[623]. B pexomennaumsx EASL HeT ueTkux yka3zaHuil Ha TO, KaK A0JIT0 cieayeT npuHumars ['K
naupentam ¢ AUWD mocne TII [1]. B HammoHasibHOM pPYKOBOJCTBE YKa3bIBA€TCs, 4YTO

MCIIOJIb30BaHUE TIPEIHU30JIOHA B HU3KUX J103aX (MEHee 5 MT) 0JaroTBOPHO BIUSET Ha (DYHKIIUIO
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TPaHCIUIAHTATa B LIEJIOM, NPO(UIAKTUKY peLnIUBa U (MJIM) PEMUCCHIO OCHOBHOTO 3a00JIeBaHus,
nociysxupuero npuuuHoi TI1, a Takxke pa3BuTHE OCTPOro oTTOop KEHUS [631].

Tem He MeHee OKOHYATEJIbHO HE YCTAaHOBJIECHO, YTO KAaKOW-TMO0 MMMYHOCYIPECCHBHBIH
PEKHUM IPEANOYTUTENICH IS UIMTEIBHOIO BEJCHUS MALMEHTOB, IEPEHECIINX TPAHCIUIAHTALIUIO
no nosoxy AUI'. B cucrematnueckoM 0030pe M MeTaaHalIu3e HE JloKa3zaHa 3(PQPEeKTHUBHOCTH
BIUSHUSA BKItoueHUs HU3Kkux 103 ['K B pexxumel noanepxkusatomieid UCT Ha gacToTy penuivBoB
AWI mocne TII [471, 618].

AJNbTepHATUBHBIN MOAXO] 3aKJIIOYAETCS B TIIATEJIBHOM OTOOpE NAllMEHTOB C BBICOKUM
PHCKOM peluiuBa, uM J1ojokHa ObiTh yeunnena MCT, u oun posmkusl nonydats ['K purensao. 'K
CJIeTyeT MOCTEIIEHHO CHUXATh IIPU TILATEIbHOM HA0JII0/IEHUH C YYETOM PUCKa pa3BUTHUs 1uadeTa,
apTepuaNbHON THIIEPTEH3UH, THIIEPIUIHIEMIH U ocTeonopo3a [632]. [Toka He Oyner pa3paboTan
KOHKPETHBIN MapKep WM He OyzAeT pa3paboTaHa CcTaHIapTH3alMsl AUAarHOCTUKU peruansa AU
win de novo AUI, nponomkurtenbHOCTh ucnonb3oBaHus 'K ocraercs mpeameTrom criopos.
PanHsAs nuarHocTuka U KOppEeKLUs JICUEHNS UMEIOT )KM3HEHHO Ba)KHOE 3HAUEHUE MPU PELUINBE

AMUI', mockosibKy pHCK OTEPU TpaHCIIaHTaTa BeJauk [606].

4. MeguumnHCKAasi peadMIMTAIIUA U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeJIUIUHCKNE MOKA3AHUA U MPOTHBONOKA3AHUSA K IPUMEHEHUI0 METO10B
MeIUIUHCKOI peadWIuTaunu, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUM

NPUPOIHBIX Je4eOHbIX (PAKTOPOB

Crneuunduueckue mepsl peadbunuranuu npu AUL He pa3paboTaHsbl.

[Tpenmnonaraercs, 4To OOJIBIIMHCTBO MAI[MEHTOB C OCTPHIMH 3a00JIEBAHUAMU NEUYEHU U
X3I1 xopomo mepeHOoCAT yMepeHHyr (usnyeckyto Harpy3ky [633, 634]. Ilo naHHbIM
HKCIIEPUMEHTAIBHOM pabOThl HA JKUBOTHOM MoJeNd, (pU3HUECKUE YNPAKHEHUS MOTYT MEHSThH
BHYTPUIIEYCHOYHBI UMMYHHBIN (DEHOTHII, CO3/1aBast Cpelly, MEHEee BOCIIPUUMUHBYIO K OCTPOMY
nopakeHHto neveHu [635]. dusndeckue yrnpakHEHUs IPU ayTOUMMYHHBIX 3a00JI€BaHUSX MOTYT
OKa3bIBaTh IMO3UTUBHYIO posib [636], HO mpu AUNI' mux Bo3xelicTBue He u3ydanoch. BaxHoe
3HaYeHHE MOXET UMETh MICUXOJIOTHYECKask peaduInTaLus.

e PexoMeHnayercsi paccMOTpeTb HeO00XOAUMOCTh KOHCYJIbTALMM MeIHIHHCKOIO

ncuxosora y nanueHToB ¢ AUI ¢ nesabro ncuxosiornyeckoii peaduauranuu [637, 638,

639].

YpoBenb  yOenuTenbHOCTH pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH

JI0KAa3aTelbCTB 4).
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Kommenmapuu: KayectBo xu3Hu nanueHToB ¢ AUIDT CHMKEHO BHE 3aBUCHMOCTH OT
aKTUBHOCTH 3a0oseBanus [640].

[lcuxonorudeckass peaOWIMTAIlUS HANpaBlieHA HA CONHAIBHYI0 U TCUXHYECKYIO
aJlanTaIyio MAIMEeHTOB K 3a00JIEBaHUIO, €T0 JICUCHUIO U M3MEHEHHIO BCIICICTBHE TaKOro odpasa
)ku3HU. KimHuko-ricuxonorudeckas nmoMoinb nmpu AUDT MoxeT GraronpusaTHO CKa3bIBaThCS HA
MIPUBEP>KEHHOCTH MALIMEHTA K JICUCHHUIO.

OcoOeHHOCTH BEACHHUS TAlMEHTOB C TPEBOXKHO-JEMPECCUBHBIMU PacCTPONCTBAMH,
BosHuKaomumu Ha MWCT, Briaouas mMOTPeOHOCT, B TCUXHATPUUYECKOH  ITOMOIIIH,

paccMaTpuBalOTCs B pazzene S.

5. IIpodpunakTuka U AUCHAHCEPHOE HAOIIOIeHNEe, MeAMIIUHCKHE MIOKA3AHUS U

INPOTHBOIIOKA3aHUA K IPUMECHCHHUIO METO/10B HpO(l)I/IJIaKTI/IKI/I

5.1 llpodpunaakTuka

[Mpodunaktuka AUl He paspabortana. Pannee BbiiBieHne AW — 3TO CKpUHUHTOBBIC
oOcnenoBanus rpynn pucka AUI, koTopble BKIIOYAIOT MAIIMEHTOB, IEPEHECIINX OCTPbIe BUPYCHbIE
renatutel A u B, cTpagaromumx ayTOMMMYHHBIM TUPEOUIUTOM U APYTUMU UMMYHOOIIOCPEI0BaHHBIMU
3a0osieBanusMu [573], a Takke OKCHIIMH B TMepuojie mnepuMmeHomnay3sl [641]. HeoOxommma
MPOCBETUTENbCKAass paboTa cpeaw Bpadei, HAOMIOJAIOMIMX NAaIlMeHTOB Tpymmbel pucka AWID
(TeparneBTOB, Bpauel o01el NPakTUKH, NHPEKIIMOHUCTOB, SHJOKPHUHOJIOTOB U JP.).

B psine uccnenoBanuii TabakokypeHue oTHOCAT K pakropam pucka AUILT, ojHaKo 3TH TaHHbBIE
TpeOyroT npoBepku [642].

[Tpodpunaktuueckue mepornpuartus npu AWIT mpeamonaraioT Mepbl, HaIllpaBJICHHbIE Ha
npenoTBpanienue modounsix d¢dexros MCT, ux BIABICHHE U MPEIOTBPAILICHAE (KOHTPOIb PeKUMa
npuemMa, MpPaBWIBHOTO JIO3UPOBAHUS JICKAPCTBEHHBIX IIPENapaToB), a TaKKe CBOEBPEMEHHOE
BBISIBJICHHE JIOTIOJIHUTEIBHBIX (PAKTOPOB, CIOCOOCTBYIOIMX YyxXyamenuto tedenus AU u ux
KOPPEKIIMIO: HaunHatoulelcs qekomnencanuu L1, HOBbIX OCJI0KHEHUI U HEAOCTATOYHOCTH MUTaHMUS.

Cpoku 51a0OpaTOpHBIX M  HHCTPYMEHTAIBHBIX MCCIIEJOBAaHUM, HANpaBICHHbIX Ha
NpOQHUIAKTHKY OCIOKHEHUHN U KOHTPOJIb Hall 3 PEKTUBHOCTHIO JICUCHUS, YKa3aHbl B Ta0II. 2.

Tabmuua 2. OpueHTHPOBOYHBIE CPOKH MTPOBEACHHUS JTA0OPATOPHBIX U HHCTPYMEHTAIBHBIX

MCCIIeI0BaHMM Ha (POHE JICUCHUS

[TokaszaTenn ITepuon MHIAYKIMOHHOM | [lepuon nmoanepxuBaroien Tepannn
TEpaNuu (mocne  MOCTHXKEHMS  IOJHOTO

OMOXMMHYECKOTO OTBETA)
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Kmuanueckuit  anamms | Yepes 7 aneit, nanee 1 pas B | 1 pa3 B 3—6 mec.*
KpOBU 2 Hen., pganee — 1 pa3 B

1 Mmec. B 3aBUCUMOCTH OT

UCXOJHOTO  COCTOSIHHUS H

OTBETa Ha TEPaIuio
buoxumuueckuit UYepes 7 nueit, nanee 1 pa3 B | 1 pa3 B 3—6 mec.*

aHaJIU3 KPOBU

2 wen., nanee — 1 pa3 B
1 Mec. B 3aBUCHMOCTH OT
UCXOJHOTO  COCTOSIHHSI U

OTBETa Ha TEPAIHIO

CoiBopotounsiii IgG

UYepes 4 Hen. u 6 mec.

1 pa3 B 3—6 mec.

DnacToMeTpus IeYeHU

Jo naznauenus UCT (mpu

AJIT <5 BI'H)

UYepes 6 mec. nocne navyasa UCT,

nanee — 1 pa3 B ron

Y31 Opro1Hoit

IIOJIOCTH

Jo naznauenus UCT

Cxpununr '[P kaxaeie 6 mec. npu

Hanuuuu 11

buorncusg neuenn

Jo naznauenns UCT

[ToBTOpHOE IIPOBEJICHUE pu

HaJIMYUM TOKa3aHUH  (BO3MOXHO
MIPOBEACHUE ITPU OTCYTCTBUH OTBETA,
HEIOJIHOM

OTBCTC, nepenq

wianupoBanreM otMeHsl CT)

OcmoTtp odramsmonora

1 pa3 Brozg

Pentrenosckas ITepen mavanom UCT 1 pa3 B 1-3 roxa npu tepanuu I'K (B
JIEHCUTOMETPHS 3aBUCHMOCTH oT WCXOJIHBIX
KOCTHOM TKaHHU MOKa3aTeei)

@mooporpadus  umu | [lepen nauanom UCT 1 pa3 BTOq

peHTresorpadus

OpraHoB IpPyAHOMU

KJIETKH (JIETKUX)
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* IIpu LIIT kpaTHOCTH OLIEHKU CHIBOPOTOYHBIX MoKa3aresnel onpezaensercs KP «Pubdpos u nuppo3

INCYCHN» .

5.1.1 lIpodnaakTHKA OCJOKHEHUN Tepanuu

e Pexomennyercs ¢ manuentamu ¢ AUI npoBoauTh 0eceay 0 He0OX0AUMOCTH CTPOIOro
co0JII0IeHNSl PesKMMA JIeYeHNs H 00CyK1aTh BO3MOKHbIe odouHbie 3¢ dexTnl UCT
U NYyTH HUX NPeoJoJieHUsl ISl YJyYlIeHUs] NPHUBEPKEHHOCTH K JIEYeHHID U
npopuIaAKTHKH 0CI0KHeHul [643, 644].

YpoBenb  yOenureqnbHOcTH  pexoMeHganuii C  (ypoBeHb  J0CTOBEPHOCTH
J0KA3aTeNbCTB 5).

Kommenmapuu: Y mnaumentoB ¢ AWIT T1peOyercs CBOEBPEMEHHO BBISBIATH
NOTEHLUaIbHbIEe (PAaKTOPHI PUCKA PA3BUTHS OCIIOKHEHUM TOITOCPOYHOIO JICUEHUS U YCTPAHSIThH
JUISl YJIyYIIEHHUs] IPUBEPKEHHOCTU K Tepanuu U nporHosza [645, 646]. Tak, mouyTu moJoOBHHA
NAIMEHTOB CTPAIAIOT OT Pa3BUTHSI KOCMETHYECKUX Ae(ekToB u oxupenus npu npueme 'K [647],
YTO B PSJIE CIIy4aeB MPUBOJUT K CHUIKEHUIO TIPUBEPKEHHOCTH K JieueHuto. Y 5-20% marueHToB
¢ AUI' na Ttepanuum ['K mnosBasioTcs Takue OCIOXKHEHHMS, Kak IICMX03, KaTapakTa,
OCTEOINOPETHUECKUE TEepesIoOMbl TO3BOHKOB, cuHApoM KymmHra, a crepouaHslii auader
JUArHOCTUPYIOT Y KaXKA0ro nsToro nauueHTa [373, 374].

Heo0xo1uMo moBbIIIaTh OCBEIOMIIEHHOCTD MAIIMEHTOB O OOJIE3HU U Tepamuu, JUIsl TOrO
4TOOBl TAIMEHTHl TOHUMAIM HE TOJIBKO BO3MOXXHBIE MTOOOYHBIE 3(()EKTH JEeKapCTBEHHBIX
CPENCTB, HO M IPEUMYILIECTBA JOCTUKEHHUS TEPAIIEBTUUECKON PEMUCCUU U CPAaBHUTEIIbHBIE PUCKH,
CBSI3aHHBIE C HeaJleKBaTHBIM JieueHueM [648]. Colmtoaenne pexxuma rnpuemMa JIEKapCcTB PeKo
oOcyxJaeTcsi ¢ TMalleHTaM{, M Bpaud MOTYT OBITh HEIOCTATOYHO OCBEJOMJIEHBI 00 3TOH
npobneme. HecoOmronenue 103 M pexuma JieueHHs sBIsSETCS OOBIYHBIM SIBICHHUEM CpeIu
MAIUEHTOB C XPOHUYECKUMHU 3a00IeBaHUSIMH, OCOOCHHO MOJIOJIOTO BO3pAacTa M MOAPOCTKOB [643,
648]. [ToaToMy HEOOXOUMO yIesATh 0c000€ BHUMAHUE MOJIOABIM MAIIMEHTaM JIJIsi 00eCTICUCHHS
MIPUBEPKEHHOCTH K JICUEHUIO.

e Pexomenayercsi npu nogospennu Ha pasputue Ha pone UCT, riarouaromen I'K,
TPEBOKHO-/ICNIPECCHUBHBIX  PACCTPOMCTB HanpaBuThb mnamuenta ¢ AHWNIT Ha
KOHCYJIbTALMIO BPaya-NMCUXHATPA JJIs1 UX CBOEBPEMEHHOI0 BbISIBJICHUS U JIeYeHU,
a Tak:ke paccmorperh koppekuuio 103 I'K [186, 643, 644, 649].

YpoBenb  yOenurteqnbHocTH  pekoMeHaamuii C  (YypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJabCTB 5).
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Kommenmapuu: 1lpumenenne I'K u apyrux uMmmyHoaenpeccanToB y namueHto ¢ AU
CBSI3aHO C PUCKAMHU Pa3BUTHUS TPEBOXKHBIX COCTOSTHUM U JICTIPECCUU, YXYIIICHHEM KaueCTBa )KU3HU
HE3aBHCHMO OT THUIIA CTepPOMJIa, 03kl M Omoxumudeckoro orsera [650, 651]. Jlempeccust u
TPEBOKHBIC COCTOSHUS Yallle BCTpevaroTcs y nanueHToB ¢ AUI, yem B oOmieit nonyssmun [640,
643], rmaBHBIM 00pa30M H3-3a OIMACEHUU MO TOBOJIY IporpeccupoBaHus 3aboieBanus [650].
Henpeccust yMepeHHOU CTENEHU U Tshkenas otmevaetrcs y 19 u 10% naiueHToB COOTBETCTBEHHO
U KOppelnupyeT ¢ (U3HYECKON yTOMIISIEMOCThIO. TpeBora MpEeHMMYIIECTBEHHO CBsi3aHa C
320y XJICHUAMH O TPHUPOJAE U Hcxonax 3aboneBaHus W ero JedeHud. KomOMHHpOBaHHbBIE
ekl menpeccun, TpeBorm U cBsizaHHON ¢ 'K sMormoHanbHON JTaOMIBHOCTH MOTYT
npeapacIonaratb K HeCOOJI0ICHUIO PeKUMA JICUCHHUS, BJIUSATh Ha PE3yJIbTaThl JICUCHUSI, KAU€CTBO
YKU3HU U MIPUBEP>KEHHOCTD K Tepanuu [640, 652].

BrlnonHeHne CKpUHUHIOBBIX TECTOB JJIs BBISIBJICHUS IPU3HAKOB TPEBOT'H U JICIIPECCUU U
MOJKET OBITh MOJIE3HO MPU OMPENEICHUU MAlUEHTOB, TPEOYIOIIMX OCMOTpa Bpada-IcUXUaTpa
[638, 639].

e PexoMeHnayercsi mpoBoauTh KOHTpPoJbHOe Y3U opraHoB OproOmHON 10JIOCTH
(KoMILIEKCHOE) KaxKkabIe 6 Mec. 1J1s1 cBoeBpeMeHHOro BoisiBjeHus ['LP y ciaexyrommux
rpynn nanueHtoB ¢ AUI: a) ¢ III; 0) ¢ LIl B pgedwore 3adoseBanus,
perpeccupoBaBmuM Ha ¢oHe Jseuvenusi; B) 0e3 LIl u ¢ gonmoJHUTEIBLHBIMH
¢axropamu pucka I'IP [1, 84, 87, 653, 654].

YpoBenb  yOenurtenbHOCTH  pekoMeHgauumid B (ypoBeHb  10CTOBEPHOCTH
A0KA3aTeNbCTB 2).

Kommenmapuu: B cucremarnueckoM o030pe M MeTaHanuse, oneHuBaronmm 25 KU u
6528 mamnueHToB, HAOMIONABIIMXCS B TEYEHHWE MEIWAHHOTO Iepuoaa § JeT, MoKaszarelb
3a0oaeBaeMocT '[P y maruentoB ¢ AUT cocrasun 3,06 Ha 1000 nanueHTo-1eT, a y NarieHTOB C
IIIT mpu moctanoBke auarHo3a AUTT — 10,07 va 1000 naruenTo-neT. [IpakTuiecky Bce MAMEHTHI C
'[P 1 AUI" nmenu npusHaku LI 1o uinm Bo Bpems nuaroctuxu I'LP. ITpu stom puck I'LIP, no-
BuaMMoMYy, Hke y mauuenTos ¢ AU u L{IT ¢ AU no cpaBrenuro ¢ nanuentamu ¢ LI mpu BupycHbIx
renatutax u [1bX [84].

Hpyroit cuctematudeckuii 0030p, BmodaBmwuii 11 KW u 8460 mammentoB ¢ AUl u
cpemHuM mepuo oM Habmoaenus okoJio 10 net, mokazan yactoty ['TIP y maruenToB ¢ AUT 5,1—
6,2%. IIpu stom y nauurentoB ¢ AUT" u LI BeisiBnenue '[P Bapsuposano ot 0,2 no 12,3%, a
nonst '[P y marmmentoB ¢ AUT 6e3 LIIT 6pina onenena B 1,03% [86].

[To nanHBIM HEegaBHETO HabOMIOaTeTbHOTO MHOTOIIEHTpOBOTO KU 1428 maninentos ¢ AUT,
BKJIFOUEHHBIX B perpocnekTuBHbIN peructp IAIHG B EBpone u Kanane, y 1,7% u3 Hux passuics
'[P, moka3arens 3a0oneBaemoctu coctaBui 1,44 cmyudas Ha 1000 manmento-net. IIpu sToM
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KyMyJisiTuBHas 3a0oseBaeMoctb ['LIP yBennumBanacek ¢ Teuenuem Bpemenu (0,6% 3a 5 ner, 0,9%
3a 10 ner, 2,7% 3a 20 nert u 6,6% 3a 30 et HabmoaeHUs) [87].

B psine uccnenoBanuii oueHuBanuch npeaukTopsl pazsutus I'LP npu AUT.

OcHoBHBIM (pakTopoM pucka pasputus ['TIP sBisercs LIIT npu nocranoBke nuarno3a AUIT
W €ro pa3BUTHE B mpoiiecce JieueHus [87, 655, 656, 657, 658]. Tak, y naliueHTOB, Y KOTOPBIX
pazBuics LI1 Bo Bpems HaGmroaeHus, 3aboneBaeMocts I[P Takke moBbIIanachk: KyMyJISTUBHAS
3aboneBaemocth ['IIP coctaBuna 2,6; 4,6; 5,6 u 6,6% uepe3 5, 10, 15 u 20 et nocine pa3BUTUA
LI coorBeTcTBeHHO [87].

BrisiBeHsl  HE3aBUCHMMBIE — JOMOJHHUTENbHBIE (akTopsl pucka paszputus [1IP.
B ynomsinyrom Bbiue wMHoroueHtpoBoM KWy manmentoB ¢ AUI, BkIlOueHHBIX B
perpocnektuBHbli peructp IAIHG, nHe3aBucumbpiMu ¢akropamu pucka paszsutus ['LIP nHa
ucxogHoM yposse, kpome LI1 (otHOCcHuTenbHBIN puck (OP) 3,17), Obun oxupenne (OP 2,94) u
Hanuuue nepekpectoro cuapoma [ICX/AUT (OP 5,18) [87].

®akrTopom pucka pa3sutus ['1IP, BeposiTHO, SBISETCS COXpPAHEHHE WM BO30OHOBIIEHUE
aktuBHocT AUI'. Tak, B ssmoHckol koropre gaktopom pucka paszsutus I'LIP npu AUI, kpome
LI, mpu nocranoBke nuarnoza AV Obu1 anomanbeHblil ypoBenb AJIT [657]. Kpome Toro, puck
pazsutus '[P noBblmancs y nanueHToB ¢ MHOKECTBEHHBIMU peruauBamMu [645], B ToM 4uciie Ha
done Tepanuu ['K [656]. Cama o cede UCT npoaomkuTenbHOCTEIO 3 To1a U OoJiee OnpeIeNsiiach
kak Qakrtop pucka pazsutusa ['TIP [656]. [Io HEKOTOPBIM JaHHBIM, (paKTOpaMH pUCKA Pa3BUTHUS
I'IP npu AUT sBrsiroTes ctapiuii Bozpact [659, 660] u npoaomKUTeIbHOCTE 3a0051€BaHus, IPU
3ToM AI'MA-NI03UTUBHOCTb CHIDKaIa BeposATHOCTH pazButust AUI [660]. B oTnenbHbIX paboTax
puck I'IIP Opin1 moseimien y myxuuH ¢ AUD [656], B Ipyrux — MOJOBBIX pPa3IU4YUil HE
Ha0roMaoch [658].

V3U neuenu 1 pa3z B 6 Mec. — OCHOBHOW CKPUHUHTOBBIA MeTOl BhisiBiIeHUs: ['LIP [653].
B meraanammze mokazano, uyto mnpu LI VY3 BesBaser moOyro cramguto [IP ¢
YyBCTBUTEIHHOCTHIO 84%, HO paHHIOIO0 cTaauto ['TIP — ¢ uyBCTBUTETHEHOCTHIO TOMBKO 47% [661].

ApyruM BO3MOXHBIM METOAOM CBO€BpeMeHHOro BbIABiIeHus ['L[P cumraercs
onpenenenue anbda-peronporenHa — Haubosiee MIUPOKO HCIOIB3YEMOT0 CHIBOPOTOYHOTO
onyxosiesoro mapkepa I'LIP. Ilpu stom cnenyer yuurtbiBath, uro I'LIP MoxkeT mporekaTth 0e3
noBbllieHUsT  anbda-peronporenHna [662]. [lo maHHBIM MeTaaHalKM3a, OLIEHUBAIOLIETO
BO3MOXKHOCTH paHHero BoisBieHuss [1IP mpu III, mobaBnenwe omnpenenenus anbda-

¢deronporenna k Y3U noBpiaeT 4yBCTBUTEIBHOCTD JUATHOCTUKH, HO CHIDKAET CIIECIU(PHUUHOCTh

[661].
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KW, oueHMBaBIIMX OINEpPAMOHHBIE XapaKTEPUCTUKHU PA3JIMYHBIX METOJOB PaHHEro
BoisiBsieHus I[P umenno mnpu AWI, nHe mnpoBommnock. CorjiacHO JaHHBIM IIBEICKHUX
UCCIIeIOBaTeNeH, XOTs pUCK renaTtoomimapHoro paka npu AVI ObuT NOBBIIIEH, OJIHAKO OH HIDKE
MoKasaresiei, Mpu KOTOPBIX CKPUHUHTOBOE HaOmiogeHue 3a mauueHtamu c L[I1 cuwmrtaercs
sKoHOMHUYeCKH Y (HEeKTUBHBIM [663]. TeM He MeHee Bce BeAyIHe renaToJIOrHYeCKue aCCOIUAINH
peKoMeHyI0T ocyliecTBisITh ckpunuHr 'IIP y manmuentoB ¢ AU uw UII [1, 1], a APASL —
HaOoieHue ¢ Touku 3peHust BoisiBieHus '[P y Bcex nanuentos ¢ AUI" u ctporoe HabmoaeHue
y nauureHToB ¢ LI1, crapiiero Bo3pacra win ¢ MHOKECTBEHHbIMU penuauBamu AWIL [135].

e Pexomenayercs mpoBoauth Oeceay ¢ manmentamu ¢ AU, nonyyaromumu UCT, o

Mepax NPOoPUIAKTHKH PAKa KOKM U He00XO0JAMMOCTH BBINOJHEHHS PeKOMeHIaluil

110 CKPHHHMHIY BHelle4YeHOYHBIX 3JI0KA4eCTBEHHBIX HOBOOOPAa30BAHMIA 11l CHUKEHH S

PHCKA X Pa3BUTHS U CBOEBPEMEHHOI0 BhisiBJIeHMs [1, 653, 654, 664].

YpoBenb  yOenurTenbHOCTH  pekoMeHgauumid B (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJabCTB 3).

Kommenmapuu: AVII' cBsi3aH C TOBBIIIEHHBIM PHUCKOM pa3BUTUS BHENEUEHOYHBIX
3JI0KaYECTBEHHBIX OIlyxoJiel [663, 665, 666].

Oxono 5% mponeueHHbIx mnanueHToB ¢ AMI  3a0oneBaroT BHENEYEHOUYHBIMU
3JI0KAYECTBEHHBIMU HOBOOOpPA30BaHMAMU M3 pPA3IMYHbIX THUIIOB KIETOK (LIeiika MaTKH,
nuMdarrueckas TKaHb, MOJIOYHAs Kejle3a, MOUYEBOW My3bIpb, MSATKHE TKAaHH U KOxka) [667].
HemenaHoMHBI pak KOXM sBIseTcd HaubOosiee vacTbiM [668], a cTaHAapTH3MPOBAHHBIN
K03 duureHT 3a00eBaeMOCTH JJs1 BHENEUEHOYHBIX 3JI0KAYeCTBEHHBIX HOBOOOpa30BaHUM
cocrasisieT 2,7 (95% AU 1,8-3,9) [669].

B pamMkax o0611eHamoHaIbHOTO MIBEICKOT0 MOMYJISIIUOHHOIO KOTOPTHOI'O UCCIIEI0BaHUs,
BKJIt04aBIIero 5268 B3pocibix ¢ AUI, nokaszaHa cBsi3b ¢ HeMeJIaHOMHBIM pakoM Koxu (OP 2,69)
u mumdomoii (OP 1,89). Ananus ciaydaeB y OpaTbeB U cecTep Jajl aHaJOIMYHbIE OIIEHKH PUCKa
pasBuTus r06oro Buga paka (OP 1,84) u I'T[P (OP 23,10) [665].

OTH PUCKHU OMNPABIBIBAIOT CTPATETUU MPO(UIAKTUKH, KOTOPbIE BKIIIOYAIOT COOJIIOICHUE
CTaHJApPTHBIX MEpP IO BBISIBICHHUIO BHENEUYEHOUHOM 3J10KauecTBEHHOCTH. [l mepBUYHON
npopMIAKTUKA HEMEJTAHOMHOI'O paka KOXXKH TpeOyeTcs YMEHbBIIUTh BO3JEHCTBUE COJHEYHOTO
CBETa Ha KOXY, B IMEPBYIO ouepenb M30eratb MUKOBBIX YacOB COJHEYHOH aKTHBHOCTH U HE
npuderarh K HICKyCcCTBEHHOMY 3arapy. CienyeTr nuHGOpMUPOBATH MAIIMEHTOB O BPE/IEe Upe3MEPHOI
MHCOJISILIAY, HEOOXOIMMOCTH 00paIaTh BHUMaHUE HA U3MEHEHUS KOKU U TPH BBISBICHUU JTIOOBIX

U3MEHEeHMH oOpararees K gepmaroiory [1, 654, 664].
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e Pexomennyercsa manmuentam ¢ AUIL, noayvawmum UCT, srawuawmyw 'K, nas
CBOEBPEMEHHOI0 BbISIBJIEHHS] KATAPaKThl M TIJIAYKOMbI BBINOJHATH €XKeroJIHbIi
ocmoTp odraabmodiora [1, 670].

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3ATEJNbCTB —

5).

Kommenmapuu: B mynstunentpoom KU, BrirouaBmieM 476 maiueHTOB CO CPEIHUM
cpokoM HaOmoneHus 13 ner (auanason 1-40 ner), katapakra pasBuiach y 9% NalueHTOB B
cpenHeM B Bo3pacte 66 ser (ot 36 mo 86 ner). Jlo3bpl mpeaHu3oHa (MpeaHU30J0HA)™*,
MPEBBILIAIOIINE 5 MI/JICHb, MTOBBIIIATH BEPOSITHOCTh PA3BUTHS KaTapaKThl C y4ETOM IPUMEHEHUS
Oyneconuaa, moysia U Bo3pacta Ha ToT MoMmeHT. Hammume LI1 He yBenmumBanio BepOATHOCTH
passurtus katapakthl (OILL 0,7). DddexT npenqauzonona** Ha BEpOATHOCTh Pa3BUTHS KATAPAKTHI
coxpansiics B Tedenue | roma. Ilpumenenue OyaecoHuma™* Takke MOBBIIIANIO BEPOSTHOCTH
pa3BUTHUSA KaTapakThl, 3TOT 3(PPeKT He 3aBUCEN OT MPUMEHEHHUS MpeIHn30Ha (TPEeHNU30JI0HA) B
teueHue npeapiaymux 1-3 et [399, 669].

e Pexomenayercsa nmanuentam ¢ AUI nepen nayanom repanuu I'K, a rakike Ha pone
HUCT, Brawuawmein I'K, npoBogurs aktuBHblii MOHMUTOpUHr MIIKT metomom
PEHTICHOCHCUTOMETPUH  (PEHTICHOACHCUTOMETPUS  NMOSCHHUYHOIO  OTAe/A
NMO3BOHOYHHMKA, PEHTIeHOJECHCUTOMETPHUSI NPOKCUMAJIBLHOIO oOTAeda OeJpeHHOM
KocTH) Kaxabie 1-3 roga (B 3aBucuMoctu oT 6a3oBoro 3nauyenus MIIKT), a Takixe
OLICHMBATH PHCKHM OCTEONOPETHYECKHUX MEPeJOMOB € MOMOIIBI0 MPOrHOCTHYECKOI0
uHcTpyMenTa FRAX ni1s1 cBoeBpeMeHHOr0 BbIABJICHHA ocTeonopo3a [365, 671, 672,
673, 674].

YpoBenb  yOeautenbHOCTHM  pekoMenaaumii B (ypoBeHb  J0cTOBepHOCTH
A0KA3aTeNbCTB 3).

Kommenmapuu: Octeonopo3 — paclpoCcTpaHEHHOE BHENEUEHOYHOE ocnokHeHne AUT.
BospacTHoe yxynmeHne MHUKpOapXUTEKTYphl KOPTHKAIbHOW KOCTH, CKOpPEE BCEro, SBIISETCS
OCHOBHBIM (PaKTOpPOM, CIIOCOOCTBYIOLINM Ha0JII01a€MOMY MOBBILICHUIO PUCKA TIEPETIOMOB Y ATHX
MalueHToB [672].

[Toutn 20% mnamuentoB ¢ AUIT crapme 50 ner mmeror ocreomopo3. M3BecTHO, 4TO
OCHOBHBIMH (PaKTOpaMU pUCKa OCTEONOPO3a CUUTAIOTCA: MPOLUTBIN WK JuIUTenbHbIN pueM ['K,
MOCTMEHONAY3aJIbHbI  CTaTyCc, HU3KOIHEpreTHueckue (MalloTpaBMaTUYHbIE) TEpPEIOMbl B
MPOLLIOM U Bo3pacT (>65 ner s keHiuH U >70 ner ans myxuuH) [675]. K HezaBUcHUMBIM
¢dakxTopamu pucka ocreonoposa npu AL oTHOCAT: MOKMIION BO3pacT, AMUTenbHOCTh pueMa ['K

(>90 mec.), UMT < 23 kr/m? u ¢pubpo3 neuenu (;xecTkoCTh neyenu npu T > § kIla) [671].
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OCHOBHBIM HHCTPYMEHTAJIbHBIM METOJOM JUArHOCTUKH OCTEOIOpO3a  SIBISAETCS
u3mepene MIIKT meTonoM peHTreHOAEHCUTOMETPUM (ABYIHEPreTHUECKOW pPEHTI€HOBCKOMN
abcopoumomerpun, DEXA) [675]. Oumenka MIIKT ¢ m0OMOIIBIO JIBYXIHEPreTHUYECKON
PEHTTeHOBCKOM abcopOIMOMETPUH MOSICHUYHBIX [TO3BOHKOB U Oeziep y MaueHToB ¢ paKkTopaMu
pHUCKa 0CTEONOP03a JIOJKHA MPOBOAUTHCSA UCXOJHO U Kaxable 1-3 rosia y B3pOoCibIX MalMEHTOB,
UMEIOIUX (PaKTOPBI PHCKa OCTEONOPO3a.

s OLEeHKM BEPOATHOCTH IIEpelioMa Yy IalMeHTa, NpuHUMaromero cucreMusle ['K,
IIOMUMO JIEHCUTOMETPHH, PEKOMEHTyeTCsl WCII0JIb30BAThH croco6 FRAX
(https://frax.shef.ac.uk/FRAX/tool.aspx?lang=rs) [675]. D10 MeTox MNPOTHO3UPOBAHUS
BEPOSITHOCTH OCTEOTIOPETUYECKHUX TIEPEIIOMOB HAa OCHOBE OIICHKH KIIMHUYECKUX (PAKTOPOB pHCKa
¢ yaetoM MIIKT u 6e3 Hero B oOmacTu mieiiku Oeapa MO JaHHBIM PEHTTCHOACHCUTOMETPHH.
FRAX omnpenensier abCOMIOTHBIN PUCK MepesioMa y MY>KUHH U xKeHIIUH ctapiie 40 neT (y >KeHIIHH
B MIOCTMEHOMNAay3e) B TeueHue Ommkaiimux 10 met. OH paccUUTHIBAETCS OTACIBHO A KaXKIOU
cTpanbl, U1 Poccun — 1o Mozenu, anpoOrupoBaHHOM Ha poccuiickoi nomyssiiuu. [Ipu BeIcOKMX
puckax mnepenoMoB 1o FRAX pemenue Bompoca O NPOTHBOOCTEONOPETHYECKOW TEpanvu
MIPOBOJIUTCS BHE 3aBUCUMOCTHU OT JIAHHBIX PEHTTE€HOICHCUTOMETPHUHU.

EASL pexomennyer mnpoBoauth wucciaenoBanue DEXA y mnanmentoB ¢ X3II co
cienytomen yactotoii: 1 pa3s B 2-3 roja — npu HOpMaJIbHOM 3HaueHUH T-score > —1,5; Kaxpie
1-2 roga — npu ocreonenuu T-score <—1,.5 u > —2,5; exxerogHo — npu ocreornopose T-score <
—2,5 [365]. OnHaKo KOHKPETHBIX AAHHBIX, MOJITBEPKAAIOIINX 3Ty PEKOMEHAALNIO UMEHHO MpPH
AUT, uer.

[Tpu BeisiBeHuu cHmkenuss MIIKT nanpHeimas kpaTHOCTb 00CiIeTOBaHUS OTIPEIEISETCS
KP «Octeonopo3 u ocreonmarun». CorjlacHO UM, MPOBEIEHUE JBYXdHEPreTH4eCKOn
pentrenoneHcuromerpun (DEXA) mosicHMUHOro OT/Aena MO3BOHOYHHMKA M MPOKCUMAIbHOTO
otaena OepeHHON KOCTH y TAllMEHTOB C paHee YCTAaHOBJIEHHBIM OCTEOIOPO30M BBIMOIHSAETCS C
BPEMEHHBIM UHTEPBAJIOM He MeHee 12 Mec. OT epBoro uccienoBanus [674].

e Pexomenayercs mamuentam ¢ AMUI, moayyarommm rtepanurw I'K, npuaumate B
npopmiakTuieckux no3ax xodexkanabunudepoa (400-800 ME/cyr) m mpemaparsi
kaapuusa (1000-1200 mr/cyr), a npu pa3sBUTHM HEAOCTATOYHOCTH/IedpuuMTA
BUTaMHHA D ocyniecTBISTE KOPPEKUMIO I CHHKEHUS pUCKA 0C10KHeHuit [1, 365,
676, 677, 678, 679].

YpoBenb  yOenurteqnbHocTH  pekoMeHaamuii C  (YypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJabCTB 2).
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Kommenmapuu: Octeonopo3, Bbi3BaHHbIM I'K, sBngercs oxpHoit wu3 HaumOosee
pacnpocTpaHeHHbIX (opMm Meraboauueckoro 3aboneBaHus kocrell. Ilpumenenue 'K sBisercs
3HaYUMBIM (PAaKTOPOM pHUCKA DPAa3BUTHUS BTOPUYHOTO OCTEONopo3a y mamueHtoB ¢ AMUI.
VY nmanueHToB, KOTOpbIe MojiydaroT Bbicokue m03bl ['K (cyrounas no3a 15 mr um Oornee,
KyMYJISITUBHAS J103a OoJiee 1 1), CYIIEeCTBEHHO MOBBIIIACTCS PUCK IepeoMoB [365].

Pexomennyercs npu pacuere 10-1leTHEH BEPOATHOCTH PAa3BUTUS MATOJIOIMUYECKHUX
nepenomoB (FRAX) y manneHToB, NpUHUMAIONIMX NPEeAHU30I0OH** B Teuenue 3 mec. u Oonee,
YBEJIMYUTH UHAUBUIyaJIbHBIN 1M0Ka3aTesab Ha 15% B CBSI3U C MOBBIIIEHHBIM PUCKOM BEPOSTHOCTH
nepenoma [674].

Kpome Toro, cunraercst, 4T0 ypoBEeHb KalblUs SBISIETCS (PaKTOPOM PEreHepanny NeueHH
[680].

HccnenoBanre OMOXMMHUYECKUX IapaMeTpOB KPOBHU: YpOBHEH OOIIEro KaibIus,
kpeatuHuHa (¢ pacuerom CK®d), Heopranuueckoro docdopa, riaokosbl, aktuBHocTu LD cnenyer
IIPOBOAMTH BCEM NAI[MEHTAM C BIIEPBbIE YCTAHOBJIEHHBIM JIMarHO30M OCTEOIOPO3a, a TAKXKE MpU
Hed(pPEeKTUBHOCTH paHee Ha3HAUYEHHOW Tepanmuu ¢ Heibio AuddepeHInanbHOl THarHOCTUKU C
JPYTMMHU IPUYMHAMU TOBBILIEHHON XPYIIKOCTHU cKeneTa [674].

[IpumeHeHne mpemapaToB Kalblldsg U XoJeKanpliudepona sl MNPOQPHUIAKTUKH
OCTEONOopo3a MOJJACPKHUBACTCS  pe3yJbTaTaMU  JMHJIEMUOJIOTUYECKUX  HCCIEOBAaHUN  C
JIOKa3aHHBIMH CHHIKEHHWEM WJIM OOpaTUMOCTBIO €CTECTBEHHOW yTpaThl KOCTHOW TKaHu [674].
[Torpebnenue kanpuus (1000-1200 mr/nens) u Butamuna D (He menee 400—-800 ME/nens), B ToMm
YHCIIEe 32 CYET PalMOHAIBHOIO MHUTAHMS, PEKOMEHIYyeTcs manueHtam, nomyyatomuMm 'K [675,
681]. Oxgnako ucciaenoBaHUM, MOATBEPKIAIOIIMX WM OMPOBEPTaAIOIINX 3TU MPEAJIOKEHUS TIPU
neuenun AUT', HEe TpOBOAMIIOCH.

EASL npeanaraer oueHuBaTh ChIBOPOTOYHBbIM ypoBeHb 25(OH)D u noGaBusth
nepopanbHblii BuTamMuH D manuentam ¢ X311 npu mokazatene <20 Hr/mi (10 TOCTHKEHUS YPOBHS
>30 ur/mn) [365]. AASLD pexomeHiyeT nanueHnrtam, nomaydaromum tepanuio 'K, npunumats B
npodumakTuyeckux no3ax npemnapatsl ButamuHa D (400-800 ME/cyT) u xanbuus (1000-1200
mr/cyT) [1].

Mertaananu3 PKU no nmpodunakTiuke v J€4EHUIO OCTEONOPO3a Y MAIIHEHTOB, OJTYYaBIINX
'K, ¢ moMoIipi0 akTUBHBIX aHAJIOTOB BHUTamMuHa D3 TpoaeMOHCTpHUpOBan OJIArOTPUSITHOE
BO3/ICIICTBIE Ha MUHEPAIbHYIO MJIOTHOCTh KOCTEM M CHHM)KEHHE PUCKA MEPEIOMOB MO3BOHKOB
(OP 0,56) [682].

OcHOBOI MPOGUIAKTUKY U JICUCHHUS] OCTEOIOPO3a SBIAIOTCS U3MEHEHHUsT 00pasa )KU3HU:

nuTaHue, (Gusnueckas aKTMBHOCTb W NPEIOTBpAlLICHUE NajeHUi. PerymspHble ynpaxxHEHUs C
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BECOBOM HAarpy3Koil MOTyT IOMOYb KOHTPOJIMPOBATh MAacCy Teja U YCTPAHUTh HENOJBHKHOCTh
KaK NpPUYMHY elle OoJiblliel MmoTepu KOCTHOM Maccwl [674, 681], ynydinas ycTOWYHMBOCTH
NAIMEHTOB K OCTEONOpO3y M CHIDKas PHUCKH IEpPeIoMOB, OJHAKO Haubosiee >¢p¢eKTUBHBIC
BapUaHThl (U3MYECKON aKTUBHOCTH JIJIS OTOH IeJId He onpeneeHsl [683].

e Pexomennyercs nanuentam ¢ AUI paccMoTpeTs onpeesienne coaepkanusi 00uero
25(OH)D B cbIBOpPOTKe KPOBH /sl BBISIBJICHHSI U CBOCBPEMEHHOHl KOppeKIHH
HeJ0CTATOYHOCTH Win Aedpunuta Butamuna D [681, 684, 685, 686].

YpoBenb yOeauTebHOCTH  pexkoMeHgauuii B (ypoBeHb  /10CTOBEpPHOCTH
J0KA3aTeJIbCTB 2).

Kommenmapuu: 1lpu psge KIMHUYECKHX COCTOSHUU  (MpUEM  OMpPEACIICHHBIX
JIEKapCTBEHHBIX MpernaparoB, Takux kak 'K, Huskuii cunre3 Butamuna 25(OH)D, napymenus
GyHKIIUM eYeHH) caeIyeT OlleHuBaTh cratyc Butamuna D [687].

Jedunut Butamuaa D 00bIYHO NMPUCYTCTBYET Yy MAIIHEHTOB C KMMYHOOIIOCPEIOBAHHBIMU
3a00j1eBaHUSIMH IIeueHH, B ToM umucie ¢ AMI, mMoxkeT OBITh CBSI3aH C THCTOJIOTHYECKOM
AKTUBHOCTBIO, IPOrpeccCUpyoUM (UOpPO30M IIeUeHHU U OTCYTCTBUEM oTBeTa Ha I K-Tepanuto npu
AUI [676].

Henocratounocts ButammHa D (ceiBopoTouHbslii ypoBeHb 25(OH)D < 29 ur/mum)
BcTpeuaercss y 68—81% mnauuenroB ¢ AUD [684], a nedunut BuramuHa D (cbhIBOpOTOUHBIN
ypoBerb 25(OH)D < 20 ur/mn) — B 20% cayuaeB [685]. Tsokensiii neguuut ButamuHa D
SBJISIETCS HETaTUBHBIM MIPOrHOCTHYEeCKUM OnomMapkepom ripu AUI [684, 685, 688]. Otu naHHble
OTIpeNieN 0T NOTPeOHOCTH B o1ieHKe YpoBHA 25(OH)D B chIBOpOTKE KpOBH Y BCEX MAIIEHTOB IpU
MIOCTaHOBKE JJMarHo3a 1 HE0OX0IMMOCTh KOPPEKIMH BUTaMKUHA D M0 KIMHUYECKUM MTOKa3aHUSM.

He wuccnenoBanuch onTUMalibHblE CpPOKM KOHTpousist cbiBopoToyHoro 25(OH)D.
[Tpenmonaraercd, 4YTo OH JOJDKEH ONPENENATHCA IPU IIOCTAHOBKE JAMarHo3a. PyTuHHOe
JUHAMUYecKoe uccienoBanne koHueHTpauuu 25(OH)D mpu mpueme xonekanbiidepona He
pexomenayetcs. [loBropHas onenka ypoBHs 25(OH)D pekoMmenmayeTcst y MallueHTOB ¢ HCXOAHBIM
TSOKENBIM J1e(pUUIUTOM BUTaMUHA D (MM COXpaHSIOUIMMCS] PUCKOM TSDKEIOro AeQuiuTa) uepes
812 Hen., y OCTaJbHBIX NAIMEHTOB — HE paHee ueM uepe3 6 mec. nedeHud. OmnpenencHue
25(OH)D mnocne mnpuMeHEHHs NpenapaToB HAaTUBHOIO BUTaMMHAa D B nedeOHBIX J103ax
PEKOMEHIyeTCsl MPOBOJUTh KaKk MHUHUMYM 4epe3 TpHU JHS C MOMEHTa MOCIEAHEro Mpuema
npenaparta. [Ipu onpenenennn yposHeit 25(OH)D B nuHamuke peKOMEHIyeTcs UCIOJb30BaHUE

OJHOTO U TOTO ke MeToa [686, 689].

114



e Pexomenayercs npu  BbisiBJeHHM ocTeomopo3a mnpu AHWNIT  npoBoauth
NPOTHBOOCTEONIOPEeTHYECKOE JIeYeHHE ¢ LeJbI0 CHH)KEHHSI PHCKAa IepeoMOB
COBMECTHO ¢ BPaYOM-3HJI0KpPHUHOJI0roM [671, 674, 690, 691, 692, 693, 694, 695].
YpoBenb yOeaurTeqabHocTH  pekoMeHgaumid C  (YpoBeHb  /I0CTOBEPHOCTH

J0KAa3aTelbCTB 4).

Kommenmapuu: EASL pekoMeHIyeT B JICUEHUH OCTEONEHUHU U octeonoposa npu AUT
ucnoip3oBath npenaparbl Kaiubiusa (1000-1200 mr/cyt), Butamuaa D (400-800 ME/cyT wim
260 MKr/Kaxkaple 2 Hell.) A MOAEPKaHus UX HOPMaJIbHOTO YPOBHS, a OudochoHatsl (a Takxke
HOBBIEC MPOTHUBOOCTEONOPETHUECKHUE JIEKAPCTBEHHBIE CPENICTBA) — JJIsl JICUEHHUSI OCTEeOInopo3a
[365].

buchochonarer (KOppeKTOpbl MeTabOIM3Ma KOCTHOH W XPSAIIECBOW TKAHW) SIBISIFOTCS
AHTUKATa0OIMUYECKUMHU perapaTaMu, KOTOPbIE YBEIHMUMBAIOT MACCy KOCTEH U CHIKAIOT YaCTOTY
MEpPeIOMOB  TPU  TOCTMEHOINAy3aJbHOM OCTeOonopo3e. MHOTOUMCICHHBIE HCCIIEeI0BaHUS
NOATBEPKIAIOT () (HEKTUBHOCTH X MPUMEHEHUS B CHIDKEHUH PUCKA TIEPEIIOMOB Y JKEHIINUH KaK C
OCTEOIOPO30M, TaK U C OCTEOIEHUEH B MocTMeHomay3e [674, 675, 681, 696, 697, 698]. Ho ux
s dextuBHOCTs ipu AU3IL, kpome 16X, He MOTHOCTBIO OMpe/ieieHa B OCHOBHOM H3-32 OYEHb
OTPAaHUUYEHHOTO KOJMYECTBA HCCIIEIOBaHUM, BKIIOUYABIIMX HEOONBIIOE KOJIMYECTBO MAIMEHTOB
[699, 700, 701]. DTuapoHar, aneHapOHAT U HOAHIPOHAT YBEIIMUMUBAIOT MACCy KOCTEH Y MAIIIEHTOB
¢ I[IbX, ¥ pe3yabTarsl y 3TUX NAIHEHTOB aHAJIOTUYHBI PE3YJIbTAaTaM y AIHEHTOB C OCTEONOPO30M,
CBSI3aHHBIM C Ipyrumu npuunHamu [702, 703, 704].

AMepuKaHCKasi TracTpo3HTeposiorndeckas accoruanus (American Gastroenterological
Association, AGA) pexomenayet oucdochoHaTsl Ui NPOPHIAKTUKHI U JIEYEHHUS] 0CTE0Nopo3a y
NAlMEHTOB C MW3BECTHBIM OCTEONOPO30M, II€peioMaMH BCJIEICTBUE XPYNKOCTH WM Ha
mtensHol Tepanuu 'K (ypoBenb yOemuTenbHOCTH pekoMeHmanuii D — mpu 3a0oneBaHUsIX
NIEYEHU, A — OTHOCHUTEIBHO CHM)KEHHS DPHUCKa IEPEIOMOB Y JKCHIIMH B IOCTMEHOINAY3€ U
NePEIOMOB MTO3BOHKOB Y MY>KUMH C OCTEOIIOPO30M U ManueHToB, npunuMaromux ['K) [694].

bucdocdonarsl mokazanu ONpeNeNeHHYI0 TOJOXKUTEIbHYIO pOJIb Y TAaleHTOB C
octeonopo3oM. briarompusatHeie 3G (GEKThl ObUTH 3apEeTUCTPUPOBAHBI TMPH  HCIOJIB30BAHUU
30JIEIPOHOBOM KHCIIOTHI M €XEHEAEIbHM IpHUEME alleHJApoHaTa. Tak, 30J1eIpOHOBasi KUCIOTa
CHIKAeT MeTa00JIM3M KOCTEH ¥ MIPUBOJIUT K CHIKEHUIO YacTOTHI TIEPEJIOMOB y TaniueHToB [705,
706].

Cepbe3Hbix T000YHBIX 3()(heKTOB He HabII0JaI0Ch, U TOTEHIUATbHbIE BpeJHbIE (D (HEKTHI

6uchoconaToB He OBLIHM 3apETUCTPUPOBAHBI Y TanneHToB ¢ X3I1.

115



Mertaananu3 mokaszain s¢dextuBHocTs B yayumenun MIIKT npu I'K-unaynupoBanHOM
0CTeomnopo3e He TONbKO OuchochoHaTOB, HO W TepumapaTuaa u jneHocymada [707]. HemaBHO
AMepUKaHCKasi accolanus KIMHUYECKUX OSHAOKPHHOJIOTOB / AMEpHKaHCKas KOJUICTHSA
supokpuHosioruu (AACE/ACE) pekoMeH10BaIu IeHOCYyMad B KaueCcTBE Tepanuu |-il IMHUM JU1s
MAlMEHTOB C BBICOKMM PUCKOM IIEPEIOMOB U TEM, KOTOPbIE HE MOTYT UCIIOJIb30BaTh IIEPOPATIBLHYIO
teparmro  [708]. Ony6nukoBaHo mpocnektuBHoe KU sddextuBHOCTH W Oe3omacHOCTH
neHocymaba B tedenne 12 mec. mpu X311, B Tom gucne npu AUT [691, 692]. He6onbmoe KU no
NPUMEHEHHIO JeHOCyMala IMOKa3zajo YJIy4lIeHHe IUIOTHOCTH KocTedl y mamnuentoB ¢ AWI,
neuyennbix 'K [709].

Onnako HEO0OXOAUMBI JaTbHEHIIne MCCIICI0BAHUS o ONTUMAIHHOU
IIPOTUBOOCTEONOPETUYECKOM Tepanuu npu AU

e Pexomenayercss BbInoJIHeHHe 330(paroracrpoayoneHockonuu a0 Havaaa HCT
nanuentam ¢ AUI, umeromum ¢akTopsl pucka pa3BUTHS IPO3UBHO-SI3BEHHBIX

NMOpakeHuil M KpoBoTedeHWil (a3BeHHast OojiesHb (SIB) M (WiIM) Kesya04HO-

KHMIIEeYHOe KPOBOTEeYeHHe B aHaMHe3e), a TaKiKe MOJy4alollUM HecCTepOMIHbIe

nporuBoBocnagureabubie mnpenaparsl (HIIBII) mo moBoay comyrcTBYyHOIIHX

3200JIeBAaHHI € LEJIBIO NPEIOTBPALLCHHUS JKeJYyJ0YHO-KHIIEYHBIX 0CJI0KHeHNH [468,

710].

YpoBenb  yOenutenbHocTH  pekomeHgamuii  C  (YypoBeHb  /10CTOBEPHOCTH
A0KA3aTeNbCTB 3).

Kommenmapuu: CylecTByIOT INPOTHBOPEUMBBLIE JaHHBIE OTHOCUTENBHO pucka b
JKETyJIKa WU IBEHAILIATUIIEPCTHON KUIIKY Y TAalMEHTOB, nonydaromux ['K. /[Ba Meraananusa He
oOHapyxunu noselieHHoro prucka SIb npu npueme I'K, B To Bpems kak apyroi nokasan, uyto b
aBisieTcst peakum ocnoxkaenueM 'K, Bcrpeuatommmces y 0,4—1,8% mauuentos [711, 712, 713]. B
KU («cmyd4ait — KOHTpPOIIB») HE BBISBICHO MOBBIIIEHHOTO pUCKa pa3Butus Sb mpu moboii no3e
WM mpoaoinkuTenpbHocTr Tepanuu ['K [714].

Coueranue Ttepanuu 'K ¢ HIIBII pesko ysemnuuBaer puck Ab [715]. Tak, B KU
(«cimydaif — KOHTPOI»b) HAOIIOJAIOCh 3HAYUTENFHOE TOBBIIIICHHE PUCKA PA3BUTHSI SI3B CPEIU
MAIMEeHTOB, IPUHUMABIIUX Ty komOuHarwmio (OP 4,4) [711].

Meraananu3 71 PKU noka3zan HU3Kui, HO HE3aBUCUMBIN PUCK KPOBOTEUEHUS, BBI3BAHHOTO
'K [712]. YV nanuenToB, npuHuMaBLInX Bbicokue 10361 'K, OP pa3Butus xenyn04HOo-KUIIEUHbIX
KpoBoTeueHH OblT HemHoro moBeimieH (OP 1,89) [716]. Meraananus, CpaBHHMBArOIIHIA
npumenenne ['K ¢ turane6o, BBISSBMII TOBBINICHHBINH PUCK KPOBOTEUEHUS WM Tepdopaiu,

OTPAaHUYEHHBIN TOJBKO TOCHUTAIU3UPOBAHHBIMU TanueHtamu [717]. Meraananus JIBOWHBIX
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cinensix PKU, cpaBamBaromux 'K um mmane6o w BrimrowaBmmii 159 KU (33 253 manuenta),
nokazayn, 4yro ['K mMoBbIIAIOT pUCK pa3BUTHUS JKETyAOYHO-KUIIEYHOTO KPOBOTEUYEHHS WIIU
nepdoparmn Ha 40% TPEHMYIIECTBEHHO Y TOCHUTAIM3HPOBAHHBIX MAIlMEHTOB, a B
aMOyJIaTOPHBIX YCIOBHUSAX OH HE SBJSICTCS CTATUCTHYECKU 3HAYUMBIM [717].

[Taimentam, KOTOpbIM HeoOxoaumo npuHUMaTh KomOuHamuio ['K wu  HIIBII,
pPEKOMEHIyeTCsl Ha3HayaTh MHrHOuTOphl npoToHHOM nmommnsl (MIIII). V nmanuenToB ¢ apyrumu
¢dakTopamu pucka b (SIb B aHamHe3e, rocnuTanuzanus, MpPUEM IPYTHX YJIbLEPOT€HHBIX
JIEKapCTBEHHBIX CPEJICTB U T. I1.), cieayeT paccMoTpeTs HazHaueHue MIIII. Tem, kTo npuHuMaeT
'K 6e3 HIIBII u He umeeT apyrux ¢akTopoB pucka, pyTuHHOe ucnoib3oBanue WUIIIl ne
pexomenayetcs [710].

Takum o0pa3om, MpopUIAKTHIECKOe HAa3HAUYEHUE aHTHCEKPETOPHBIX CPEJCTB Ha dTare
WHAYKIIMOHHOW Tepanuy MOoKa3aHo JUIIb MallMeHTaM C MOBBIIICHHBIM PUCKOM S3BO00Opa30BaHUS.
Opnnako, AASLD pekomenayetr npu naunuanuu tepanuu AU naznauats ['K ogqHOBpemMeHHO ¢
aHTanuaamu [1]. B To e BpeMs crioCOOHOCTh aHTAlUI0B IPEaYNpexIaTh A3B000pa30BaHUE B
KKT comuurenpHa [718] m oHM He BXomAT B pekoMmeHmanuu mo mnpodunaktuke HIIBII-
ractporatuii  [720]. MWIIII 3ddekTuBHO NpeaoTBpaIlalOT — IOSBICHHE  IOBPEKICHHMA
TaCTPOMHTECTUHAIBHON CIM3UCTON 000J04YKM Ha (pOHE MpreMa MOTEHIIUAIBHO YJIbIIEPOTeHHBIX
npemnapatos [720].

e Pexomenayercs mposeneHue 330¢aroracrpoayoneHockonuu nanpuenrtam ¢ AU u
JKeCTKOCTHIO MevyeHu mo AaHHbiM TJ >20 klla, niam koaumyecTBOM TPOMOOUMTOB B
nepudepnyeckoii kpoBu mMenee <150x107/1, nian noxasanubiv LT 1051 BBISIBJICHUS
BAPUKO3HO-PACIIMPEHHBIX BeH TMHUIIEBOJA M KeJyAKa ¢W OIeHKH pHCKa
KpoBoTedeHnmii [97].

YpoBenb  yOenurtenbHocTH  pexoMeHgamuii C  (ypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJbCTB 5).

Kommenmapuu: Koucencyc «baBeno VII» pexkoMeHayer i CBOEBPEMEHHOTO
BBISIBJICHUS KIIMHUYECKU 3HAYNMBIX MposiBlieHn# [1I" BEIMOMHATE 330(]aroractpoayoaeHOCKOTHIO
narueHTaMm ¢ L1 1 )xecTkocThio meueHu o AanHeiM T3 >20 kI 1a nin konnyecTBOM TPOMOOIIUTOB
B nepudepuueckoii kposu Meree <150x10°/1 [97]. Dra pekomenganus otHocutes K LITT mroGoit
stmosiornv, AWI' B cragum LII; npyrux nmoporoBbIX MOKa3areiaed, Ha OCHOBAHMM KOTOPBIX
PEKOMEHIyeTCsl CKPUHUHT BAPUKO3HOT'O PACIIMPEHUs BEH MUIIEBO/Ia, HE pa3paboTaHo.

e Pexomenayercs mnpu BaknuHanum mnamueHToB ¢ AUWUIT (B cooTBercTBMH C
HAIIMOHAJBHBIM  KajleHJapeM MNpPo(UIAKTHYEeCKMX NPHUBHBOK, KajeHIapeM

npoxbnﬂaRanecxnx NPUBHUBOK II0 J3NMHACMHYECCKHUM l'lOKa3aHI/IHMI/I) ¢ HIeJabro
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CHUUKeHHMsI pucKa ee Hed(pPekTUBHOCTH BHINOJHATL BakuuHauuw 10 UCT wiam B
nepuoa mnoaaepxusawmeii UCT, kpome ciydaeB, TpeOyHOIIMX HEOTJIOKHOMN
BakuuHanuu [1, 172, 174, 721, 722, 723].

YpoBenb yOeauTebHOCTH  pekoMeHgauuii B  (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeJabCTB 3).

Kommenmapuu: Tlammentsr ¢ X3IT u HII wnm 6e3 L1 HaxomsaTcs B rpyIme pucka
pPa3BUTHS TEYCHOYHOM JEKOMIICHCAIIMM TPH 3apXCHUHM BHUPYCHBIMU WIH OaKTepUaNbHBIMU
uHpexkuusamMu. Hexoropble nHGEKIMOHHBIE 3a001€BaHus, NPO(PUIAKTHKA KOTOPBIX BO3MOXKHA C
IOMOILBIO BAaKIMHALMK, MOTYT OBbITH OoJjiee pPacHpOCTPaHEHbl MM NPOTEKATh TsKeIee Y
nanurentoB ¢ X3II, B Tom umcne Ha cramuu LI, u y peuunuento mocie TII, yem cpenu
HacelleHuss B uHenoM [722, 724]. Psaa KOHCYJbTaTUBHBIX KOMWUTETOB IO HUMMYHM3AlUM B
KIIMHUYECKON IIPAKTHKE B HACTOSIIEE BpPEMs PEKOMEHIYIOT BakuuHauuio npu X3II mporus
Bupyca remnatuta A (HAV), BI'B, rpumnmna, mHeBMOKOKKa, OMOSICHIBAIOIIETO JIMIIIasl, CTONOHSKA,
mudrepun, xoxmoma U SARS-CoV-2 [723, 725]. BakuuHanuio XenaTeabHO MPOBOAMTH 10
nayana UCT [726].

Cucremaruueckuii 0630p u MetaaHanus 12 KU, mocBsilieHHBIX BaKLUMHALUKA IPOTUB
rpunna npu X311, nokaszanu, 4To ypoBeHb cepokoHBepcun coctaBmil ~80% amns mramma A/HiN;
u ~87% nuist mramMma B. XoTs He ObUIO CYIIECTBEHHOTO BIUSHUS HA CMEPTHOCTh OT BCEX MPUYMH,
BaKI[MHAIIMA CHU3WJIA MOTPEOHOCTh B rocnuTanu3anuu Ha 27% [727].

BocnpuumMuuBOCTE 'y MallMEHTOB € AayTOMMMYHHBIMH 3a00JI€BAHHSMH IE€YEHU K
UH(EKIMH, BbI3BaHHOM BupycoM renaruta A (BI'A) u Bupycom renatura B (BI'B), coctaBuina 51
1 86% COOTBETCTBEHHO, a YacToTa MHpUIMpoBaHus cocrasuna 1,3 (st BI'A) u 1,4 (ana BI'B)
Ha 1000 genoBeko-ner [721].

[TaruenTam, HesamuieHHbIM OT uH(peknuii, Be3BaHHBIX BI'A u BI'B, cnenyer mo
BO3MOXHOCTH TpoiiTu BakuuHaiuio nepea MCT. 3amuTHble aHTUTENA BBIPAOATHIBAIOTCS Y BCEX
MAIMEHTOB, BaKUMHUPOBaHHBIX OT BI'A, 'y 76% mnanueHnToB, BakiiMHUpOBaHHBIX OT BI'B, npu
ATOM HeyJlauM BaKI[MHAIMK B OCHOBHOM IpunuckiBatotcs Biausauto UCT [721, 723].

He Obuto oOHapyxeHO yOenuTenbHOW CBS3M MEXIy BaKIIMHAIMEH IMPOTHB BHUpYca
renatutTa B M BO3HMKHOBEHHWEM AayTOMMMYHHBIX 3a00JIEBaHHIl: TOJBKO OJHO HCCIEIOBaHHE
MO0KA3aJI0 TMOBBIIIEHHBIH PUCK MEXAy MMMYHM3AIMel MpOoTHB remnatuta B M ayTOMMMYyHHBIM
3abomeBanueM [728, 729].

VHakTUBUPOBAHHBIE BAKIMHBI MPEANOYTUTEIbHEE IKUBBIX OCIAOJCHHBIM JIMIIaM,
nonyvaromuM Bbeicokue a03bl MCT, wu3-3a pucka pacmpocTpaHeHus wuHpekuuu (ckopee,

NOTEHIMAJIBLHOT0, TOCKOJIBKY MOJTOOHBIX CIy4aeB 3aperucTpUpoBaHo mMajo) [723, 725, 730].
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5.2 HabGJ1oaenue

e PexoMenayercsi mocie JOCTH:KEHHS MOJHOTo Ouoxumudeckoro orsera Ha UCT y
nanueHToB ¢ AUI BBINOJIHATH peryJisipHblii KOHTPOJIb J1a00PaTOPHBIX NOKAa3aTeJIel
AKTUBHOCTH 3200J1eBaHUA U 0€30MACHOCTH JIeYeHHUs, BKIIOYAIOIIUI aHAJIU3 KPOBH
OMOXMMUYECKUIl ol01eTepaneBTHY eCKU ]| HCCJIeI0BaAHNE YPOBHS
HMMYHOIJ100y/imHa G B KpOBHM 1A oleHKHU 3¢ PexTuBHOCTH jNeyenus [1, 1, 135, 373,
374].

YpoBenb yOeauTebHOCTH  pexkoMeHgauuii B (ypoBeHb  /10CTOBEpPHOCTH
J0KAa3aTeJbCTB 3).

Kommenmapuu: OntuManbHble CPOKH KOHTPOJISL TaOOPATOPHBIX U MHCTPYMEHTAIBHBIX
noKasaresnel akTMBHOCTH 3abojieBaHus He u3ydanuch B KM. M3 nmaboparopHbix mokasareneit
TpeOyeTcsi MOHUTOPUHI KIMHUYECKOTO aHajh3a KPOBH, aHalIHM3a KPOBU OMOXMMHYECKOTO
(o6LeTEepaneBTUYECKOrO) M YPOBHA WMMyHornobynuHa G B KpoBW. Wccnepyemble
napameTpbl 6uoxmmuyeckoro (obLieTepaneBTUYECKOr0) aHanmsa KpoBWM  [OJDKHbI
o6sa3aTenbHo BKNtoYaTb AJIT, ACT, 06wmin 6ununpy6omH, LLL®, kpeaTuHuH, rnoko3y, MHO. OHu
MOryT 6biTb AOMOJSHEHbl APYrMMM nokasaTensaMm 6e30nacHOCTM B 3aBUCUMOCTM OT
Ha3HayeHHbIX NIeKapCTBEHHbIX CPeACTB.

OpUEHTUPOBOYHbIE CPOKW KOHTpPONsA NabopaTopHbIX W WHCTPYMEHTasbHbIX
nokasaTefnied ykasaHbl B Tabn. 2. Bonpocbl KOHTpons nabopaToOpHbIX MapamMeTpoB Yy
nauneHTOoB, He AOCTUrUNX OTBETAa Ha Tepanuto, paccMaTpuBalroTca B pasgene «JleyeHue».

OTAenbHyto NpobaeMy NpeacTaBnsieT pUCK aKTUBaALMK NaTEHTHbIX MHPEKLNA npu
NCT. Bonpocbl peaktuBaumn BI'B paccmoTpeHbl B pasfene 3.2.6.8.1. B pervoHax c
BbICOKOM pacnpoCTpaHEeHHOCTbIO Ty6epKyesa LenecobpaseH CKPUHWUHE Ha ero laTeHTHble
dopmbl  go Hayana npumeHenua WCT. CornacHo [pukasy MwuHucTepcTBa
3apaBooxpaHeHus P® ot 21.03.2017 N2 124H «O6 yTBeEpXAEHUM nopsgka M CPOKOB
nposefeHns NpoPuUNaKkTUY4eCKUX MeaULNHCKUX OCMOTPOB rpaXxaaH B Lensx BbiBNEHUSA
Ty6epKynesa» (C UBMeHeHUsIMK 1 flonosiHeHnamMu) oT 19.11.2020), B3pocible, nonydyatoLme
K n UCT, go/mKHbl NpoxoanTb npodunaktuyeckmne ocMoTtpbl 1 pas B rog [731].

e He pexomMeHnayercsi AJisi KOHTPOJS HAJ AKTHBHOCTHbIO 3a00JieBaHMsl TMOBTOPHOE
onpeaecjicHue HMCXO0AHO BbISABJICHHBIX aYTOAHTHUTE]A B IIEPHOA Haﬁ.monemm 3a
B3pociabiMu nauuentamm ¢ AUI [1, 234].

YpoBenb  yOenurtenbHocTH  pexoMeHgamuii C  (ypoBeHb  J0CTOBEPHOCTH

JI0KAa3aTeabCTB 4).
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Kommenmapuu: OtaenbHbIe TeaToIOTHYeCKUe aCCOUaluy, TIOMUMO PYTHHHBIX TECTOB,
MpeAJiaraloT BBINOJHATh KOHTPOJIb ayToaHTuTen kKaxable 3 Mmec. [135]. Tutpel ayroanTuTen
AT'MA u anti-LKM-1 y neteii OpueHTHPOBOYHO OTPAXKAIOT TSHKECTh 3a00JI€BaHUS U PEAKIUIO HA
nedyerue [349], HO y B3pOCIBIX OHH OYEHB CIa00 KOPPEIMPYIOT C aKTHBHOCTHIO 3a00JI€BaHMUsI,
KIIMHUYECKUM TEYCHHEM U OTBETOM Ha jiedeHue [315], mosToMy HET HEOOXOUMOCTH PETYIISIPHO
KOHTPOJIMPOBATh 3TOT napamerp [1].

K uckiao4eHusIM MOXKHO OTHECTH CUTYallUH CYLUIECTBEHHOI'O M3MEHEHUS KIMHUYECKUX
MPOSIBIICHUH, a TaK)Ke CIydau UCXOJIHO cepoHeraTuBHOro AUI', mocKoIbKy ayToaHTUTENa MOTYT
MOSIBUTHCSI B JaJIbHEHIIIEM U OKOHYATEJIbHO MOATBEPAUTh auarHos3 [1, 234, 733]. Kpome Toro,
MIOBTOPHOE ONpEENICHHE ayTOAHTHTENI MOXKET TpeboBarbes mpu auddepeHnnanu HCTHHHOTO
AUT u JIN-AIIT" [356]. Ho B 3TuX ciiyyasix MOBTOPHOE OMPEAEICHUS ayTOAHTUTEN HANPaBICHO
HE Ha KOHTPOJIb aKTUBHOCTHU 3a00JIEBaHUs, 4 HA yTOYHEHUE JHArHo3a.

e Pexomenayercs mpu AHNI' mnocie ormenbt HUCT o0ecnedutrh MOKM3HEHHOE

Ha0J/110/leHHe, BKJIIOYAI0IIlee AHATH3 KPOBU OMOXMMHYECKHUIl o01eTepaneBTHYECKUH

(AJIT, ACT, o6muii 6umpy0uH) U Mcciael0BaHUE YPOBHA UMMYHOIJ00yanna G B

KPOBH € MEPUOAMYHOCTHIO 1 pa3 B 3 Mec. B TeueHHe MepBoro rojaa u 1 pas B 6 mec. B

NOCJIeAYIOIHe ToAbl [JIsi CBOCBPEMEHHOIO BbisiBJeHust penuauBa AHWUI mu

nasnauenus UCT [1, 135, 308].

YpoBenb  yOegutenbHOCTHM  pekoMenaaumii B (ypoBeHb  /0cTOBepHOCTH
A0KA3aTeNbCTB 3).

Kommenmapuu: Penunus wyamie BCero BO3HHMKAeT B Te4eHHE |-ro rojma mocie
MPEKpPALIEHUS TepaIlui, HO MOXKET Pa3BUTHCS U CITyCTS MHOTHE IOl U AecatuieTus [424, 442].
Tax, o faHHBIM MYJIbTHIIEHTpOBOTO peTpocnekTuBHoro KU1, uepes rox nocie ormensl UCT 59%
nanueHToB TpeOyroT nosTopHoro HazHaueHus VICT, a yepe3 2 u 3 roaa ux a0 yBeJINYUBAETCS
no 73 n 81% cooreerctBeHHO [427]. IloaToMy maumentsl ¢ AU mocne npekpamenus UCT
HY)KJAIOTCS B TIOCTOSIHHOM MHOTOJIeTHEM HaOmrofeHuu. OnTUMalbHas 4acToTa KOHTPOJBHBIX
oOcnenoBanuil He onpezaensiiack B KU, HO, MCX0As M3 CPOKOB PELUANBOB, MPEATIONATaeTCs, YTO
nabopaTopHbIi MOHHUTOpUHT (ompenenenue akTuBHocTH AJIT u ypoBus IgG) npomxen
BBITIOJHATBHCS KaXKble 3 Mec. B TeUeHUE | roaa mocie OTMEHBI TEPAINU, a Jajlee — Kaxzable 6
Mmec. Ilpu cpaBHeHMM JaOOPATOPHBIX JAHHBIX M TUCTOJOTUYECKUX XapaKTEPUCTHUK COCTOSHUS
MeYEeHU OBLIO MOKa3aHo, YTO MAI[MEHTHI, Y KOTOPBIX 3TH J1a0OpaTOPHBIE MMOKA3aTeIN HaXOAUIUCh
B Ipeaeniax peepeHTHhIX 3HaYeHUH, UIMEIOT HU3KUW PHCK mporpeccupoBanus ¢pudposa [142].

JucnancepHoe HaOMI0I€HUE TOIHKHO MTPOBOINUTHCS B TEUEHUE BCEH JKU3HU.
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e Pexomenayercs mnamueHTaM €O CHOHTaHHOW pemuccueir AUI (orcyrcrBuem
AKTHBHOCTH COIJIACHO KJIMHUYECKHM, JIA0OpPaTOPHbIM U MOP(OJIOrHYeCKUM
AaHHBIM) 0e3 Tsizke10ro pudposa u LI npoBoguTh AUHAMKYECKOe HAOM0AeHue 1 pa3
B 3 Mec. (aHaJu3 KpoBH Omoxumuuyeckuii odmerepaneBTudeckuii — AJIT, ACT,
o0mmii OMJIMpyOMH M HCCJIeJ0BAHUE YPOBHSI MMMYHOIJI00yJuHAa G B KPOBH) JIsl
CBOEBPEMEHHOI0 BbIAIBJIEHUS] AKTUBHOCTH 3a00J1eBanus u Ha3Hayenuss UCT [1, 308].
YpoBenb  yOenurteqnbHocTH  pekoMeHganmuii C  (ypoBeHb  J0CTOBEPHOCTH

J0KAa3aTeabCTB 3).

Kommenmapuu: AUTI" moxet nebrotupoBats nossiienreM aktuBHoctu AJIT u ACT co
CIIOHTaHHOW HopManu3anueil. [1o JaHHBIM PETPOCTIEKTUBHOIO aHAJIM3a CEpPUM ciayyaes, y 18%
nanpentoB ¢ AW B anamHe3e wumeeTcs MOJOOHBIA SMHU30/ TOBBIIIEHUS AaKTUBHOCTHU
CBIBOPOTOUYHBIX TpPaHCaAaMHUHA3, KOTOPBIM pa3pelinics CIOHTaHHO. [Ipu 3TOM nepuon BpemeHH,
pa3leAIONINNA JBE BCIBIIIKH, COCTaBJIsT OT 4 Mec. 10 23 et (B cpeaHeM — 10 mec.), a marueHThbl
CO CIIOHTAHHOM HOpMalIM3allMeld TpaHCAaMUHA3 TPU PEaKTUBAIMU MpoIllecca HMMeNIn OoJiee
BbICOKYI0 akTUBHOCTb AJIT B chiBopoTKe, Xyxe orBeuanu Ha UCT u vame nyxnanucs B TI1 [734].
[ToaToMy CIIOHTaHHOE BBI3ZOPOBIEHUE HE JOJDKHO BBOJIUTH B 3a0yKIACHHE, a BO3ZMOXKHOCTh
pEaKTUBAIlMU Tpollecca OIpeaensieT HEOoOXOAMMOCTh TIIATENbHOTO HAOMIOJAEHHUS 3a JSTOU
KaTeropueu narueHToB.

K mammenTam co CriOHTaHHON PEMHCCHEH ClieyeT OTHECTH JIUI] C TaHHBIMUA O HAJIMYUU
AUI (BeposiTHBIN niu onpeaeneHublii AUID coracHo BbllieyKa3aHHBIM KPUTEPUSAM IMAarHo3a) u
OTCYTCTBHEM MPHU3HAKOB aKTUBHOCTU 3a00JEBAHUS COTJIACHO KIMHUYECKHUM, JIA0OPATOPHBIM U
rucroiorndeckuM naHHbiM (MU'A < 3 GamnoB). Takue manmueHTbl HYKIAIOTCS B aKTHUBHOM
JTUHAMUYECKOM HaOMIOJeHUU (Kaxaple 3 Mec.) IJisi CBOEBPEMEHHOTO BBISIBIICHUS AKTHBAIIUU
3aboneBanus U HazHaueHus VICT [1, 308]. MckmoueHrueM OyayT sSBIATbCS Cly4yad CIIOHTaHHOM
pEMHCCHH Y TAIIMEHTa B COYETaHUH C BbIpaxxeHHBIM prbpo3om (F3) u LII. V Takux manueHTOB
cienyer paccMoTpeTh HazHadeHue MCT, MOCKOIbKy peakTHBalKs IPOLEcca MOKET IPUBECTH K
owIcTpoil nexomnencaruu [1, 308].

e Pexomenayercss BbinojiHenne TD medyenu nmammentam ¢ AUL piasi MmoHMTOpHMHra
TeyeHUs: 3a00/1eBaHMS, OUEHKH BBIPA:KEHHOCTH (uOP03a M KOHTPOJA HAA €ro
nporpeccueii/perpeccueii Npu J10CTYNNHOCTH YKa3aHHOT0 MeTO/1a He paHee, YeM Yepe3
6 mec. or Hayasaa UCT, a B naabHeiimiem — 1 pa3 B rox [1, 168, 269, 272, 273].
YpoBenb  yOenuTenbHOCTH  pekoMeHgauumid B (ypoBeHb  10CTOBEPHOCTH

JA0Ka3aTeJabCTB 2).
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Kommenmapuu: B peTpocnieKTHBHOM uccienoBaHuu [272] Obuta oleHeHa B oOmmiei
cioxknoctu 131 6uomncus neuenn y 60 mauuentoB ¢ AUL u 6onee 900 TD y 125 nmanmeHToB ¢
AUI'. B rpymme mnamuentoB ¢ AWNI ¢ momHOM OMOXMMHYECKOW peMHUCCHEH IOKa3aHO
CTaTHUCTUYECKM 3HAYMMOE CHIDKEHHE JKECTKOCTH meudeHu (—7,5% B roj), 4To yka3blBaeT Ha
BO3MOXXHOCTh KOHTPOJIUPOBATh perpeccuto pudposa ¢ momomnisio T3.

YMeHblIEHHE KECTKOCTM II€YEHH, OLEHEHHOe MeTofoM T3, Koppenupyer c
OMOXMMHUYECKUM OTBETOM, perpeccueii ¢pudposa u 01aronpusaTHEIM IPOrHO30M IIPH OLIEHKE Yepes
6 mec. ot Havana MCT [272]. Onnako pe3ynbTaThl TO He KOPPETUPYIOT C UCXOAO0M MOCTIE OTMEHBI
JICYEHUS] U C TUCTOJIOTMYECKUM MCCIEIOBAHUEM JJIsl MPOTHO3UPOBAHUS YCTOMYMBOM PEMUCCUU
HocJie JIeYeHusl, U poiab TO B IPOTHO3UPOBAHUU PELUINBA HEU3BECTHA.

VYcuneHnue BOCHAIMTENBHOM AaKTUBHOCTH, KakK IPaBWJIO, OTPAXXKAETCS IOBBIIICHUEM
akTUBHOCTH AJIT B ChIBOPOTKE KPOBH M MOKET MPUBOAUTH K MOBBIIIEHUIO KECTKOCTU MEYEHU
npu TO [734, 735]. B 3ToM cityyae CHUXKAEeTCsl JOCTOBEPHOCTh METO/A, TAK KAK MOBBIIICHHbIE
MIOKA3aTeNIH JKECTKOCTH HE COOTBETCTBYIOT pa3pabOTaHHBIM KPUTEPHSIM JJIi UCTUHHOW OLICHKU
craguu ¢udpo3a. [loaTomy pekoMeHIyeTcs BBIMONHATH 1D uepe3 6 Mec. JICUCHHs, KOTIa
BOCTIAJIUTENIbHBIC TPOILIECCHl B TMEYeHU OyayT MOAaBIEHbI M MOTYT OBITh MOJy4YeHBI Ooisee
JIOCTOBEPHBIE JaHHBIE O BbIpakKeHHOCTH (ubpo3a u npu ycnoBuu aktuBHoctu AJIT < 5 BI'H
[269].

e Pexomenayercsi npoBenenue 31acromerpuu neyenu 2D-SWE nanmmnentam ¢ AUT pas
MOHUTOPHUHIAa Te4yeHUsi 3a00/1eBaHMs, KOHTPOJIS HaJ Mporpeccueii/perpeccueit
¢pudpo3a npu HegocTtynmHocTH T M JOCTYNHOCTH YKa3aHHOTO MeToaa [275].
YpoBenb  yOenutenbHocTH  pekomengamuii  C  (YypoBeHb  /10CTOBEPHOCTH

JA0Ka3aTeJabCTB 4).

Kommenmapuu: Otnnunsie or TO MeTo bl 351acTorpaduu noka HeI0CTaTOYHO U3y4aIuCh
y nauuenToB ¢ AUI [736, 737, 738], HO MOTYT OBITh HCIIOJIB30BaHbI IpU HeAocTynmHocTH T3. Tak,
B PETPOCIIEKTUBHOM HcclefoBaHuM, BkimrodaBmeMm 103 manuenta ¢ AUIT, %eCTKOCTh MeueHu
ounenuBanack 2D-SWE snactomerpueit. AUROC mnpu BbISIBI€HHUH 3HaYUTeNbHOTO (udpo3a,
Tspxenoro pubposa u L1 cocrasunu 0,84; 0,84 u 0,94, a moporoBsie 3HAUEHUS )KECTKOCTH NIEYCHU
JUIs TIPOTHO3MPOBAHUS 3HAYMTEIbHOTrO (hrubposa, Tsokenoro ¢ubdbpoza u LIT — 10,0; 15,8 u
19,3 kIla coorBercTBeHHO. ITockonbky 2D-SWE snacTomerpus nedeHu siBIsIeTCS allbTEpHATUBON
T3, To BEIOOP CPOKOB ee npoBeAeHUs OyneT aHaoruyeH TO.

[Tpu nammuun LI y manmenta ¢ AU HaGmoneHne ¥ nNpoQUIaKTHUECKUE MEPOTIPUSATHH
JOJKHBI TPOBOAUTHCS Kak Jutst manuenTa ¢ L{I1 cormacuo aevictBytonmm KP «uppos u pudpos

INCYCHN» .
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6. Opranusanus oka3aHusi MeIUIUHCKOH MOMOIIH

6.1 Iloxka3zaHus 1J1s1 IKCTPEHHON IrOCIHUTAJU3AUMU B MEUIIMHCKYIO OpraHU3alHI0 MPU
AUl

— OTAMUI ¢ nmpuszHakaMu HapacTarolei oCTpoi NEYeHOYHON HE0CTaTOYHOCTH

— nexomneHcupoBanHsblid L1 ¢ ocnoxuenusmu I u (unu) ¢ mpu3HakaMu BBIPXKEHHOU
WIM HapacTalllell IEeYEeHOYHOM HEJOCTaTOYHOCTH, TpPeOYIOIMMU  He3aMeUIUTEIbHON
KOpPPEKIMHU, B TOM YHKCJIE ¢ BbIpakeHHo [19.

o Pexomenayercs rOCIUTAJIN3UPOBATH MalHeHToB c OTAUT H
aekomneHcupoBaHHbIM LI ¢ ociioxkHenusivmu III" 1 (Mi1M) npU3HAKAMH BBIPAKEHHOH

WIH HApacTawileil MmeYeHOYHOH HeJOCTATOYHOCTH JIA olOecnevyeHUsi JedYeHusl M

MOCTOATHHOI0 Habaenusn [739, 740].

YpoBenb  yOenurtenbHocTH — pekoMeHganumii C  (ypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeabCTB 4).

6.2 Iloka3zanusi 1JIs MJIAHOBOI TOCHMTAJU3ANMH B MEIMIMHCKYI OpPraHU3aLUI0 IPU
AUl

— nebror wm peruauB AW ¢ mpu3HakamMu TEYCHOYHOH HEAOCTATOYHOCTH HITU
BBIPOKEHHBIMU KIIMHUYECKUMU WJIH JTA0OPATOPHBIMU MTPOSIBJICHUSIMU;

— He3((HEeKTUBHOCTH TEpanuu Ha aMOyJIaTOPHOM JTarle;

— HEOOXOAMMOCTh MPOBEACHHS AUATHOCTUYECKUX MPOLETYp, KOTOPhIE HE MOTYT OBITh
BBITIOJTHEHBI B aMOYJIaTOPHOM MOPSAKE (HarpuMep, OUOTICHS TTEYeHH ),

— HEOOXOUMOCTH MPOBeAeHUs TU(hHepeHITNATBEHO-TUATHOCTHIECKUX MEPOTIPUSITHI JTIsT
WCKIIFOUECHHS JAPYTUX MPUYUH TOPAKEHUS] TIEYCHH, KOTOpPhIE HE MOTYT OBITH BBIMOJHEHBI B
aMOyJIaTOpHOM HOpsAKe (Hanmpumep, OHOIICUs TICUYEHN );

— HEOOXOJMMOCTh JCKaNlalluy 7103 MPEernapaToB WK Mepexo/a Ha CIEAYIOIYI0 JTUHUIO
JedYeHus, TpeOyromee KPYriIoCyTOYHOTO JTUHAMHYECKOTO HAOMIOJCHUS, JTUOO HEBO3MOXXHOCTH
BBITIOJTHEHHS] aKTUBHOTO TMHAMUYECKOTO HAOI0IEHUS B aMOyIaTOPHOM TIOPSIJIKE;

— nexomnencauus LII ¢ ocnoxkuenussmu III" 1 meyeHOUYHOM HENOCTAaTOYHOCTBHIO, HE
TpeOyIOIMMH He3aMeITUTETFHOW KOPPEKIIHH;

— couetanue AUID ¢ apyruMu COCTOSIHHMSIMHU, OCJIOXKHSIOIIMMH TE€UEHHE 3a00JIeBaHMS,
TPEOYIOMMUMH  MYJIbTHAUCIUIUIMHAPHOTO BEACHHUS TAalUeHTa © (WIM) KPYTJIOCYTOYHOTO
HAOJIIOIEHNS;

— nopo3penue Ha AUL de novo y maniueHToB, MepeHECIINX TPAHCILIAHTAIMIO TICUYSHHU.

6.3 Iloxka3aHus K BBINMUCKE NALMEHTA U3 MEeAUIMHCKON OPraHu3alu

— YCTOIYMBOE CHUKEHHUE KIMHUKO-Ia00paTOPHBIX MPU3HAKOB aKTUBHOCTH 3a00JIEBaHUS;
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— KOMIICHCALIMsl Pa3BUBIIMXCS OCIIOKHEHHUH, ITOCIIY KMBILINUX IPUYNHON TOCIIUTAIIN3ALIN;

— OTCYTCTBHE TSKEJBIX TOOOYHBIX 3((HEKTOB CKOPPEKTUPOBAHHOTO Kypca IMPOBOJUMOM
Tepanuy;

— BO3MOJKHOCTb II€POPAJIBHOIO IIPUEMa JICKAPCTBEHHBIX CPEACTB M OTCYTCTBHE
HEO0XOIMMOCTH MX MMApEHTEPATIbHOI0 IPUMEHEHUS Ha PETYJISIPHON OCHOBE.

6.4 nble opranu3aliioHHbIC TEXHOJIOTHH

OnuaeMuonoruueckass 0e30MacHOCTh  IMAllMeHTa BBICOKAs, OJHAKO HE0O0XOIUMO
YUUTBIBaTh UMMYHOCYNPECCUBHBIA 3((eKT 0a30BbIX CPEJCTB JICYEHUS U IOBBIILIEHHBIH PUCK
OaKTepHaIbHBIX U TPUOKOBBIX MH(EKINI, KOHTAarHO3HOCTh KOTOPBIX 3aBUCUT OT BO30YIUTENS.

KoHcynpTanuu 1pyrux cnenuairncToB:

— peBMAaToJIOT (MPU COYETAHUU C APYTHMHU ayTOUMMYHHBIMH 3a00JI€BaHUSIMH);

— JepMaToior (Ipy HAIMYMK KOXKHBIX IPOSBIECHUH U OLeHKH uX cBs3u ¢ AUID win
BepU(UKaALUU COMYTCTBYIOLIETO KOXKHOTO 3a00ieBaHMsl, He cBA3aHHOrO ¢ AUI);

— SHJIOKPUHOJIOT (IIpY MOJI0O3PEHUH HAa Ay TOUMMYHHBIN THPEOUINT);

— odranemonor (auddepeHnuanpHplii auardo3 ¢ bB, mpu coderanum ¢ ApyruMu
ayTOMMMYHHBIMH 3a00JI€BaHUSMH );

— HeBpomnaTojior (auddepeHnuanbHblii AMarHo3 ¢ bB, mpu codetaHun ¢ IpyruMu
ayTOUMMYHHBIMU 3a00JIEBAaHUSMH ),

— XUpypr Ha ctaguu aekomneHcupoBanHoro LI (cneuunanuct no neyenuto I1IN);

— XHPYpPI-TPAaHCILIAHTOJIOr Ha cTaauu gexomneHcupoBanHoro LI wim mpu OTAUD
(pemenue Bonpoca o TII);

— (¢TU3nMaTp B peruoHax C BBICOKOM pacHpOCTPaHEHHOCTbIO TyOepKyje3a — BCeM
nanueHTam nepes HazHadueHneM VICT u reHHO-MH)XeHEepHON OMOJI0rHYecKOol Tepanuy;

— ncuxuatp (MpH MOJI03PEHUH Ha pa3BUTHE TPEBOKHBIX U JIEIPECCUBHBIX PACCTPONUCTB);

— ]MenHuHHCKHﬁ NCcUXoJor (IIpU MOTPEOHOCTH B OKAa3aHUU MEIMKO-TICHUXOJIOTHYECKOM

niomor). K]

7. JonmosHuTeabHast nHGpopManus (B TOM 4Yucje (PaKTOPbl, BJIUAIOIINE HA

HCXO0/1 3200/1€BAHUS UJIM COCTOSTHUSA)

OTtcyTcTBYyeT.

Kpurepuu oueHKH KayecTBa MeIULMHCKON MOMOIIH
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Ne | Kputepuii kauecTBa Ouenka
BbIIIOJIHCHUS
1 |[BeimonHen mnpuem (OCMOTpP, KOHCYJbTalMs) Bpaya-racTposHteposioral Jla/mer
[IepPBUYHBII

2 | IIpoBenen oOmmii (KITMHUYECKUI) aHAIU3 KPOBU Ha/uer

3 | [IpoBenen Ouoxumuyeckuid oOuieTepaneBTHUECKU aHanu3 Kposu | Jla/mHer
(rmovaromuii AJIT, ACT, I®, I'TT, oOumwmii OmiupyOuH U ero
bpakumn, obmui 6enok, anbOyMHH, TIIOKO3Y, KPEaTHMHHUH, HATpUH,
KaJIuin

4 | IlpoBemen ananmu3 KpoBH — KoaryjJorpamma c omnpeaencHuem | Jla/aer
nokazareneii: MHO, npoTpoMOMHOBBI HHIEKC, MPOTPOMOUMHOBOE
BpeMsi

5 | IIpoBeneHo uccieAOBaHWE YpPOBHS HMMYHOTrI00ynumHOB kiacca G u | [la/mer
(wn) y-r7I00YJIMHOB B CBIBOPOTKE KPOBHU

6 | [IpoBeneHo omnpeeeHne CoNEpPKaHUs CHIBOPOTOYHBIX ayToaHTUTeN ¢ | Jla/HeT
nomoiiesio Merona HPU®: AHA, antu-LKM-1, ATMA, AMA

7 | llpu oTpunaTeIbHOM pe3yJIbTaTe BBIABJICHUS ayTOAHTUTEN ¢ Tomoibio | la/mer
HPU® nposeneno onpenenenue coaepxanus antu-SLA/LP u antu-LC-
1, aHTUTEN K UTOIIa3Me HEUTPOPHUIIOB B KPOBH

8 | IIpu oTcyTcTBHM MPOTUBOMOKA3aHUI MpoBeaeHa Ouoricus neueHu 1o | Ha/aer
HazHauenus UCT

9 | Bemmonueno Y3U opranoB OproirHOi MoJI0CTH (KOMILIEKCHOE) Ha/uer

10 | BepositHocte  nmarno3a  AWIT  omeneHa mo  ympouleHHbIM | Jla/HeT
muarnoctuueckuM kputepusim IAIHG (E.M. Hennes ¢ coast., 2008),
BKJTFOYAIOIITUM HaJIMYHE ayTOAHTUTEN, YPOBEHh UMMYyHOTI00yMHa G B
KpPOBH, UCKIIFOUEHUE BUPYCHBIX T€MAaTUTOB M THUCTOJIOTHYECKYIO OTICHKY
OuomnTaTa MeYCHH

11 | BoimonHeHa rocrnutanu3aiys rnamyueHTa ¢ ocTpbiM TsokensiM AU unum | Jla/mer

nexomneHcupoBanHbIM L1 u ocnoxuenusimu 117 1 (mnn) ¢ npusHakamu

BBIPAKEHHOW MJIM HApACTAIOIIEHN EYEHOYHOW HETOCTATOYHOCTH

125




12

[Ipu aktuBHOM AWI Haznauena MCT (koMOuHanus mpeIHU30JI0HA U

a3aTuoIIpyHA WK aJIbTCPHATUBHLIC CXGMBI)

Jla/Het
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Hpunoxenne Al. CocraB padoyeil rpynnsl o paspadoTrke u nepecMoTpy

KJIMHUYECKUX PeKOMEeH Al

PykoBoauTesb paboueii rpynmnbi:

1.

HNBamxun Bragumup TpodpumoBuy — 1-p Men. Hayk, nmpodeccop, akagemuk PAH, 3aB.
Kaeapoil NponeneBTUKH BHYTPEHHUX OOJe3HEH, racTpOIHTEPOJOIMH M IeNaTOJOrHU
Nuctutyta kimHuueckod wmemunumabl uMmenn H.B. CxiudocoBckoro ®I'AOY BO
«lIepBblii MOCKOBCKHI TOCYJapCTBEHHBIM MEIMIMHCKUNA yHUBepcuTeT umMeHu HW.M.
CeuenoBa» MumnznpaBa Poccun (CeuenoBckuil yHuBepcuteT), npesunaeHt POIINII,

npe3uaeHt PI'A. KoHpaukT nHTEpecoB OTCYTCTBYET.

CopykoBoauresin pado4eii rpynnbi:

2. Jlpankuna Oxcana MuxaiijijoBHa — 1-p Men. Hayk, npodeccop, akamemuk PAH,

nupektop PI'bY «HarmonanbHbI MEIULIMHCKHUI HCCIIEI0BATENbCKUN UEHTP TEPANIUU U
npodunakTuyecko MmeauuHel»y Munsapasa Poccun, npesunent POITHU3. Kondnukr
MUHTEPECOB OTCYTCTBYET.

JInna Anexcanap MuxailyioBU4 — J1-p MeJ. HayK, npodeccop, WICH-KOPPECTIOHACHT
PAH, aupexkrop ®I'BHY «HayuHo-uccnenoBaTenbCKiii HHCTUTYT PEBMATOJIOTMH HM.
B.A. HaconoBoit», 3aB. kadeapoir peBmarosorun PI'BOY JIIO «Poccuiickas
MEIUIUHCKAs aKaJeMUsl HEMPEPbIBHOTO PO ecCHOHATBHOIO 00pa3oBaHus» MuUH3IpaBa
Poccun, unen [lpaBnenus u [Ipesuanyma APP. KoHGIMKT HHTEPECOB OTCYTCTBYET.
Haconos EBrenuii JIbBoBUY — 1-p Mel. Hayk, npodeccop, akagemuk PAH, HayuHbIil
pyxosogutens PI'BHY «HayuHo-uccnenoBaTenbCkuii HTHCTUTYT PEBMATOJIOIMH UM. B.A.

HaconoBoit», npe3uaent APP. KoHuUKT HHTEpECOB OTCYTCTBYET.

Cexperapuar padoueii rpynnbi:

5.

7.

Bunnunkas Ejnena BaaguMmupoBHa — 1-p Mell. HayK, 3aB. oTesioM renatosnoruu ['bY3
«MOCKOBCKMI KJIMHUYECKUN HayyHO-NpakTuueckuii neHtp umenn A.C. JlormHosa
JlenapramenTa 31paBooxpaneHus ropojaa Mocksb. KoH(DIUKT HHTEpECOB OTCYTCTBYET.
NBamkun Koncrantun BaammmupoBunuy — 1-p Mmea. Hayk, npodeccop kadeapbl
MPOTIEICBTHUKNA BHYTPEHHUX OO0JIe3HEH, TacTpPOIHTEPOJIOTUN U TrenaTtojorun MHCTHTYTA
knuHndeckod Meaunuael umMeHn H.B. Ckmudocockoro ®I'AOY BO «Ilepssiii
MoOCKOBCKUI TOCYAapCTBEHHBIM MEIUUMHCKHI yHuUBepcuteT umeHu WM.M. CedenoBa»
MunznapaBa Poccun (CeuenoBckuii YHUBepcuteT). KOHGIMKT HHTEPECOB OTCYTCTBYET

Paiixeabcon Kapuna JleonunoBHa — 1-p Me. Hayk, mpodeccop HaydHo-KITHHUYECKOTO

u OGp&SOB&TCHBHOFO HOCHTpa TAaCTPOSHTCPOJIOTUH U TICHATOJOTMHU MCECAHUIUHCKOTO
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uHctutyta PI'BOY BO «Cankr-IlerepOyprckuid rocy1apCTBEHHBIH YHUBEPCUTETY,
npodeccop kadeapsl odmell BpaueOHON npakTuku (cemeitnoit meauuunel) ®I'BOY BO
«Ilepsbiit Cankt-IleTepOyprckuii rocyapCTBEHHBI MEAWLIMHCKUN YHHUBEPCUTET HM.
akan. WL.II. T1aBnoBay Mun3zapaBa Poccuu. KoHGIUKT HHTEPECOB OTCYTCTBYET.

Canpsiep KOumst I'puropbeBHa — KaHJ. MEJ. HAyK, CTaplIMil HAYyYHBIA COTPYJIHHK
OT/IeNla TemaToJIOTHH, Bpad IEHTpa AWArHOCTUKW 3aboneBanmii medenn [BY3
«MOCKOBCKMI KJIIMHUYECKUN HayyHO-IpakTuueckuii uneHtp umenn A.C. Jlorumnosa

JenapramenTa 3apaBooxpanenus ropojaa Mocksb». KoH(IUKT HHTEpEecOB OTCYTCTBYET.

PaGouas rpynmna:

9.

10.

11.

12.

13.

14

15.

AobnyaranueBa /luana WasgapoBHa — 1-p Mmen. Hayk, mpodeccop, 3aB. Kadeapoi
rociutasibHor Tepanuu DPI'BOY BO «Ka3zanckuil TOCyHapCTBEHHBIM MEIUIIMHCKUAN
yHuBepcute™» Munsnpasa Poccuu. KoHQIIUKT HHTEpECOB OTCYTCTBYET.

Abnypaxmanos [zkamana TunoBuy — 1-p Meq. Hayk, mpodeccop kadeapbl BHyTPEHHUX,
npodeccuoHasibHbIX OosiesHedt u peBmarosniorun GI'AOY BO «IlepBoiit MockoBckuii
roCy/1apCTBEHHbIH MenuUMHCKUM yHuBepcuTeT uMeHu W.M. CeuenoBa» MuH3npasa
Poccun (CeuenoBckuii ynusepcuret). KoHQIUKT HHTEpeCcOB OTCYTCTBYET.
Auexcanaposa Enena HukonaeBHa — 1-p Mea1. HayK, 3aB. JabopaTopHel KIMHUYECKO
ummyHosoruu I'bY3 «MockoBCKU KIMHUYECKUH HAay4YHO-IPAKTUUECKUN LEHTP UMEHU
A.C. JlormnoBa [lemaprameHTa 3apaBooxpaHeHusi ropoga MockBe. KoHpaukt
UHTEPECOB OTCYTCTBYET.

AimxanoB Pycnan borpamoBmy — 1-p Men. Hayk, 3aB. OTA. XHUPYpPrHYECKON
TpaHCIUIaHTOJIOTUM OpraHoB M TkaHed, ['BY3 «MockoBckuii KIMHUYECKHH Hay4dHO-
npaktuueckuii nentp umeHu A.C. JlormHoBa [lemapTameHTa 37paBOOXpaHEHHS TOpoja
Mocksb. KOHQIUKT HHTEPECOB OTCYTCTBYET.

bakyaun HWrops T'ennaabeBud — 1-p Men. Hayk, npodeccop, 3aB. Kadeapoit
MPONEAEBTUKN BHYTPEHHUX OoJe3Hel, ractposHTeposnioruu u aueronoruu um. C.M.
Poicca ®I'BOY BO «CeBepo-3anagHbiii roCy1apCTBEHHBIM MEIUIIMHCKUIT YHUBEPCUTET
umenu 1. U. MeunukoBa» Munzapasa Poccun. KoHGIHKT HHTEPECOB OTCYTCTBYET.
Bankux Cepreii HukonaeBu4 — 1-p Mez. HayK, BeAyIIUi Hay4HbIH cCOTpyAHUK LleHTpa
IuarHocTuku 3aboneBanuil medeHH [BY3 «MoOCKOBCKHIT KIWHUYECKUA HAyIHO-
npaktuyeckuil ueHtp umenn A.C. JlorunoBa» [lemaprameHTa 3ApaBOOXpaHEHUSI TOPOJa
Mocksby. KOHQIUKT HHTEPECOB OTCYTCTBYET.

ByeBepoB Auekceii OQueroBu4 — a-p MeA. Hayk, Ipodeccop Kypca «rernaToJoTHsD,

BEYLMI Hay4dHbIl coTpyaHUK otaeneHus renatoigoruu ['bY3 MO «MockoBckuii
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16.

17.

18.

19.

20.

21

22.

23.

00JJaCTHOM  HAyYHO-UCCIICIOBATEIbCKUN  KIMHUYECKMH  MHCTUTYT uM. M.O.
Bnagumupckoro». KoHpaukT uHTEpEecOB OTCYTCTBYET.

BopooneB Cepreii JleonnnoBu4 — kanj. Mea. Hayk, aupekrop OO0 «HaunoHanbHbIN
IEHTP KJIMHUYECKOWM MOPQOJOTHUECKOW JIUArHOCTUKM», Bulle-pesuaeHt POOIL.
KoH(pauKT HHTEpECOB OTCYTCTBYET.

I'epacumoBa Ouibra AHaTo/IbeBHA — JI-p MEJ. HAayK, BEAYIUUH HAY4YHBIA COTPYIHUK
OTJeNa TPAHCIUIAHTALMM M KJIETOYHBIX TEXHOJOTHM, PYyKOBOJIUTENIb aMOyJaTOPHOTO
[IEHTpa TPAHCILIAHTOJIOTHH, renaTosioruu U Hedposnorun PI'BY «Poccuiickuii Hay4IHBIN
LEHTP PaJUOJIOTUU U XUPYPTHUUECKUX TEXHOJIOrMM uMeHu akanemuka A.M. I'panoBa»
Munzapasa Poccun. KoHQIHMKT HHTEPECOB OTCYTCTBYET.

I'peunminnkoBa Bacuiamca PomaHoBHa — accucTeHT Kadeapbl MpOIEAeBTUKU
BHYTPEHHUX OOJe3HEel, raCTPOIHTEPOJIOTUU M Temaronoru WHCTUTyTa KIMHUYECKOU
memuimabl umean H.B. CxmudocoBckoro PI'AOY BO «llepBbiit  MockoBckuid
roCy/apCTBEHHbIH MenuUMHCKUM yHuBepcuteT umeHu W.M. CeuenoBa» MuH3npasa
Poccun (CeuenoBckuii YauBepcureT). KOHQIUKT HHTEPECOB OTCYTCTBYET

Joarymmna Avacracuss WibHUHUYHA — J-p MEJ. HayK, 3aB. Kapeapoil roCIUuTaNIbHON
tepaun  PI'BOY  BO  «lOxHO-Ypasnbckuii  roCyapCTBEHHBI — MEIUIMHCKUI
yHuBepcute™ Munszapasa Poccuu. KoH(MIUKT HHTEPECOB OTCYTCTBYET.

KapxoBa Mapusa CepreeBHa — KaHJA. MeJ. HayK, 3aB. OTJEJICHHEM TeNaTOJIOTUU
KJIMHUKM TPOTNEEBTUKH BHYTPEHHUX OO0JIe3HEH, racTpOIHTEpOJOTHH U TenaToJIOrHU
umenu B.X. Bacunenko YKbB Ne 2 ®I'AOY BO «Ilepsriii MockoBCKHIA rOCYJapCTBEHHBIN
MeauuMHCkUi yHuBepcutetr umenu M.M. CeuenoBa» Munsapasa Poccun (CeueHoBCKUi

VYuusepcurer). KoHQIUKT HHTEPECOB OTCYTCTBYET.

. KypasiaeBa Mapusi CepreeBHa — KaHJ. M€Jl. HayK, JIOLEHT Kadeapbl NPONeJeBTUKH

BHYTpPEHHUX Ooe3Heil, ractposnTeposoruu u guerosnoruu um. C.M. Peicca ®T'5OY BO
«CeBepo-3anaHbplii TOCYIApCTBEHHBIA MEIUUIMHCKHN yHUBepcuTeT wumenu .M.
MeunukoBa» Munsnpasa Poccun. KoHQIUKT HHTEpECOB OTCYTCTBYET.

HNnbyenxo Jlroamuiaa FOpbeBHa — 1-p Mell. Hayk, npodeccop kadeapsl TOCIUTATBHOMI
Tepanuu uMeHu akaaemuka [.M. CropoxakoBa MHCTUTyTa KIMHUYECKONW MEIMIIMHBI
OI'AOY BO «Poccuiickuii HallMOHAJLHBI HCCIEHOBATEIILCKUNA  MEIUIIMHCKUN
yHuBepcurera umeHu H.M. IluporoBa» MunsnpaBa Poccun. Kondaukt wmHTEpecon
OTCYTCTBYET.

Kapes Baagum EBrenbeBny — 1-p MeJl. HayK, 3aB. HAyYHO-UCCIIEOBATENBLCKUM OTIEIOM

naToMopQoJI0rHH, 3aB. Jaboparopueii maromopdonoruu kKMuHUKH PI'BY «DenepanbHblii
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24.

25.

26.

27

28.

29.

30.

Hay4YHO-KJIMHUYECKHH IHEeHTp WHOEKIMOHHBIX Oose3nein»y ®MBA Poccun, mpodeccop
HayuHo-knnHHYecKOro u 00pa30BaTeIbHOTO IEHTPA FACTPOIHTEPOIOTUN U T'eTIaTOIOTHH
menunuHckoro uHcTUTyra ®I'BOY BO «Cankr-IlerepOyprckuil  rocyaapCTBEHHBIH
yHuBepcuteT». KoH(MINMKT HHTEpECOB OTCYTCTBYET.

Kasipurckass Upuna JIbBoBHA — 1-p Mea. Hayk, npod., 3aB. Kadeapoil Tepamuw,
racTPO’IHTEPOJIOTUH, KAPAUOJIOTHH ¥ O0IIeH BpaueOHOM MPAKTUKHU (CEMEHHON METUITUHBI)
MeauuuHckord akagemun umenn C.M. T'eoprueckoro ®I'AOY BO «KpsiMckuii
dbenepanbuplii  yHHBepcuTeT wuMmeHn B.M. Bepnanckoro». KoudaukT wuHTEpecoB
OTCYTCTBYET.

Kopouanckass Hatanbs BceBoniogoBHa — 1-p men. Hayk, npodeccop @I'bOY BO
«KyObaHckmii TOCYZapCTBEHHBI MEIWIMHCKHIA YyHUBEpcuTeT» MuHzapaBa Poccum.
KoH(pauKT HHTEpECOB OTCYTCTBYET.

KpaBuyk FOpuii AsnexkceeBu4 — 1-p Mez. Hayk, nmpodeccop PI'BBOY BO «Boenno-
meaunuHcKas akagemus uMm. C.M. Kuposa» Muno6opons! Poccnn. Kordumkt uatepecos

OTCYTCTBYET.

. KyuepsiBbiii IOpuii AJiekcaHAPOBMY — KaHJA. MEJ. HayK, JOLEHT, 3aB. OTACIICHUEM

ractposHTeposnorun AO «MnpuHckas 6onbHULA». KOHGIUKT HHTEPECOB OTCYTCTBYET.
Jlanun Cepreii BiagumMupoBu4 — KaHJI. MeJl. HayK, 3aB. JJaOOopaTOpUE TUArHOCTHKU
ayTOMMMYHHBIX 3aboneBanuii Hayuno-meTtoguueckoro nentpa MunszapaBa Poccun no
monekyispaot  MmeauumHe  ®I'BOY  BO  «llepseiii  Cankr-IlerepOyprekuii
roCyJapCTBEHHBbIM MeIUUMHCKUN yHuBepcureT um. akan. W.II. Ilasnosa» MuH3npasa
Poccun. Kondaukt uHTEpECOB OTCYTCTBYET.

JIuB3an Mapust AHaToJibeBHA — JI-p MeJl. HayK, pod., wieH-kopp. PAH, pexrop, 3aB.
kadenpoit ¢dakynapTerckoi Tepanuu u TactposHTeposnorun DPIBOY BO «Owmckwii
rOCYJapCTBEHHBbI MEIULMHCKUN yHUBepcuTeT» MuH3apaBa Poccuu, pykoBOAMTEIb
rpynnel - «Hayka»  HaydHO-oOpa3oBaTenpHOro  MeaMIMHCKoro  kimacrepa COO
«Cubupckuii», rnaBHbI BHeMTaTHBIN crienuanuct-tepaneBT M3 PO no COO. Konpauxr
UHTEPECOB OTCYTCTBYET.

Hamnnckaa Mapus FOppeBHa — KaHJ. MeJl. HayK, JOLEHT Kadeapbl MPONEIeBTUKH
BHYTPEHHUX OOJIe3HEH, raCTPOIHTEPOJOTUU M Temnarosoru WHCTUTyTa KIMHUYECKOM
memuinabl umean H.B. CxmudocoBckoro PI'AOY BO «IlepBwiit  MockoBckuit
rOCy/apCTBEHHBIH MenUUMHCKUM yHuBepcuTeT uMeHu M.M. CeuenoBa» MuH3npasa

Poccun (CeuenoBckuii YauBepcureT). KOHQIUKT HHTEPECOB OTCYTCTBYET.
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31.

32.

33.

34.

35.

36.

37.

Mapuenko Haraabs BajnepbeBHa — KaH/. MeJ. HayK, Bpad-racTposHteposor ®I'bY
«Poccuiickuii Hay4HBIM LEHTP PAJUOJIOTMM M XUPYPrUYECKUX TEXHOJIOTUHA HMEHU
akagemuka A.M. I'panoBa» MunzapaBa Poccuu, nornent HaydyHo-KIMHHUYECKOTO WU
00pa30BaTENLHOTrO LIEHTPA FACTPOIHTEPOJIOTHH U FENaTOIOTMH MEIUIIMHCKOIO HHCTUTYTa
OI'BOY BO «Cankr-IlerepOyprckuii rocynapcTBEHHBINH yHUBepcuTeT». KoOHGIUKT
UHTEPECOB OTCYTCTBYET.

MacassHuekuii  Astexkceit  JleonmaoBud — 1-p Med. Hayk, 3aBenyrommii HUJI
peBmatosiorud W uMMyHomnarojoruu  DPI'BY  «HanuoHanbHblid  MEAUIMHCKUN
uccienoBarenbckuil meHtp uM. B.A. AnmaszoBa» MunszapaBa Poccum, npodeccop
HayuHo-kn1HMYecKoro u 00pa3oBaTENbHOIO LIEHTPA TaCTPOIHTEPOJIOTUU U TE€NIATOJIOTUU
meauuuHckoro uHctutyra ®I'BOY BO «Cankr-IletepOyprckuil  rocyapcTBEHHBIN
YHUBEpCUTET», HayuHblld KOHCYJIbTaHT PI'BHY «HayuyHo-nccnenoBaTenbCKkuii MHCTUTYT
pesmarosoruu uM. B.A. HaconoBoit». KoH(IMKT nHTEpecoB 0TCYyTCTBYET.

Huxkutun Hropy I'enHaabeBH4 — a-p MeA. Hayk, npodeccop, 3aB. Kadempoii
rocriutanbHON Tepammu uM. akaa. [.M. Cropoxkakoa yiedebHOTO (hakynprera ®TAOY
BO «Poccuiickuii HauMOHaJIbHBIA MCCIEIOBATEIbCKUM MEIUUUHCKUI yHUBEPCUTET
umenu H.W. ITuporosa» Munzapasa Poccun. KoHQIMKT HHTEPECOB OTCYTCTBYET.
HexpacoBa Tarbsna IlerpoBHa — KaHJ. Mel. HayK, JOUEHT MIHCTUTYTa KIIMHUYECKON
Mopdosorur U 1upposoit martomorun DPIAOY BO  «llepBeiit  MockoBckuit
roCy/apCTBEHHBI MENUIMHCKUN yHUBepcuTeT nMenu .M. CeuenoBa» Munzapasa PO
(CeuenoBckuii YausepcureT). KOHQIUKT MHTEPECOB OTCYTCTBYET.

IMazenko Exarepuna BiuaguMupoBHa — KaHA. M. HAayK, MJAIIIUMKA HAy4YHbBINA
COTPYJIHUK TaCTPO’HTEPOJIOTUU U Tenarosornu MeaunuHckoro uneruryra ®I'bOY BO
«Cankr-IletepOyprckuii  rocyaapcTBeHHBIH  yHHBepcuTeT». KOHQIMKT HHTepecoB
OTCYTCTBYET.

IpamuoBa Mapus KoHCTaHTMHOBHA — KaHJ. MeJA. HaykK, naoueHt Haydno-
KIIMHUYECKOTO0 W 00pa3oBaTeNbHOTO IIEHTpa TacTPOIHTEPOJOTUHM M TIenaToJIOTUHU
menunuHckoro uHctutyra ®I'BOY BO «Cankr-IlerepOyprckuil  rocyapcTBEHHBIH
yHHuBepcuTeT». KOH(PIUKT HHTEpecoB OTCYTCTBYET.

OxoButniii Cepreii BaaammupoBnu — 1-p Men. Hayk, mpodeccop, 3aB. kadeapoit
dapmakonorun u kauHUYeckon dapmakonorun @I'BOY BO «Cankrt-IletepOyprekuit
rOCyJapCTBEHHBIN XUMHKO-(hapMalleBTHUECKU yHUBepcuTeT» MunzapaBa Poccun,

npodeccop HaydHO-KIMHUYECKOT0 U 00pa30BaTENbHOTO LEHTpPA TacTPOIHTEPOJIOTHU H
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38.

39.

40.

41.

42.

43.

44,

renatosioruy  MeaunuHckoro uHctUTyTa @DOI'BOY BO  «Cankr-IletepOyprekuit
rOCyJIapCTBEHHBIN YHHUBEpCUTET». KOHPIUKT HHTEPECOB OTCYTCTBYET.

CaiipyrnunoB Papuk TI'aaumssiHoBHY — 1-p Men. Hayk, npodeccop Kazanckoii
roCyJIapCcTBEHHON MeaumnuHcKkon akamemun — ¢umnania GI'bOY IO «Poccwuiickas
MEIMIUHCKAs aKaJeMUsl HEIPEPbIBHOIO MPO(EeCCHOHAILHOIO 00pa3oBaHus» MUH3IpaBa
Poccun. KoH(paUKT HHTEPECOB OTCYTCTBYET.

CammeB Kupniua I'epMaHoBHY — KaHI. MEJA. HayK, MJIaJLIMI Hay4yHBIH COTPYIHHUK
IlenTpa nmuarnoctuku 3aboseBanuii neueHu I'bY3 «MoCKOBCKUN KIIMHUYECKUA HAYYIHO-
npaktuaeckuid neHTp umeHu A.C. JlornHoBa /lenmaprameHTa 31paBOOXpaHEHHUs Topoa
Mocksby. KOHQIUKT HHTEPECOB OTCYTCTBYET.

Cka3piBaeBa Exarepmna BacuibeBHa — KaHA. Mel. HayK, JIOUEHT Kadeapsl
IPONEIEeBTUKN BHYTPEHHUX OOJe3HEH, racTposHTepojoruu u aueronorud um. C.M.
Pricca ®I'BOY BO «CeBepo-3anaanblii roCy1apCTBEHHbI MEIUIIMHCKUN YHUBEPCUTET
umenu 1.M. MeunnkoBa» Mun3apasa Poccun. KoHMIMKT HHTEPECOB OTCYTCTBYET.
Crotkun Biaagumup EBrenbeBu4 — j1-p Mea. Hayk, nmpogeccop Kadeapsl XUpyprau ¢
KypCaMH OHKOJIOTMH, aHECTE3UOJIOTUN U PEAHUMATOJIOTHH, SHAOCKOIIUH, XUPYPTUIECKOU
NATOJIOTUH, KIMHUYECKON TPAHCIIJIAHTOJIOTMM M opraHHoro noHopcrsa UIIIIO OI'BY
«l'ocynapcTBeHHBII HayuHbld LeHTp Poccuiickon ®enepaunn — DenepanbHbIi
MeAMIMHCKUI Onodusnyeckuil HayuHblid neHTp uM A. W. bypnazsnay ®MBA Poccun,
BEJYIIMI Hay4HbI COTPYIHHUK OTHE]eHMs TpaHciaHTauuu nedeHu ['bY3 «Hayuno-
UCCIIEIOBATEeIbCKUI  MHCTUTYT ckopod momomu uMm. H.B. Ckmaudocosckoro
JenapramenTa 3paBooxpaHeHus roposa MockBbl»y. KOHQIIMKT HHTEpPECOB OTCYTCTBYET.
XaiimenoBa Tarbsina FOpbeBHAa — KaH/A. MeJ. HayK, 3aB. OTJCJICHHEM 3a00JI€BaHUIA
neyeHn ['BY3 «MoOCKOBCKMI KIMHUYECKUI HAy4YHO-IPAKTHYeCKUHA 1eHTp umeHu A.C.
JlornHoBa JlemapTrameHTa 3/ApaBoOXpaHeHUs ropoga MockBbel». KoHQIUKT nHTEepecoB
OTCYTCTBYET.

Xomepuku Cepreii 'epmanoBuY — 1-p MeI. HayK, Tpodeccop maroMopQoIorHIecKoro
otneneHus ' bY3 «MockoBCckH KIMHUYECKUI HaydyHO-TIpaKTUYecKuil ieHTp nuMeHu A.C.
JlornHoBa JlemapTrameHTa 3/1paBoOXpaHeHUs ropoga MockBbl». KoHQIUKT MHTEpecoB
OTCYTCTBYET.

IlentyinHna AnHa ®apoKoBHA — KaHJ. MeJ. HayK, BEQyIINA HAay4HbI COTPYAHHK,
PYKOBOJUTEIb nabopaTtopuu JKCIIEPUMEHTAIILHON u npopHIAKTHIECKOM

TaCTPOOHTCPOJIOTHUN OTACIA (I)yHI[aMeHTaHLHBIX U TIPUKIAAHBIX AaCIICKTOB OXUPCHUA
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45.

OI'bY «HamumonanpHbIH MEIUIIMHCKUN  UCCIAEAOBATEIbCKUA LEHTPp TEpanuu |
npodumakTuaeckoi MmequuHby Mun3apaBa Poccuu. KoH(GIHKT HHTEpECOB OTCYTCTBYET.
IMupoxosa Enena HukonaeBHa — 1-p Mea. HayK, mpodeccop Kadeapbl MporeIeBTUKH
BHYTPEHHUX OO0JIE3HEH, racTPOIHTEPOJIOTHH M TenaToJIOTMu MHCTUTyTa KIMHUYECKOU
mequiuabl umean H.B. Cxmudocockoro PI'AOY BO  «IlepBbiit  MockoBCKHiA
roCy/apCTBEHHbIH MenuUMHCKUM yHuBepcuTeT uMeHu M.M. CeuenoBa» MuH3npasa

Poccun (CeuenoBckuii YaupepcureT). KOHQIUKT HHTEPECOB OTCYTCTBYET.
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Ipuaoxenune A2. Merogosoruss  pa3padoTKM  KIMHUYECKHX

peKoOMeHaauui

KP no okazanuro MeaguuuHcKkou noMomu nanreHram ¢ AVI cocraBieHsl B COOTBETCTBUU
¢ TpeboBaHusMH 1o pazpadborke KP menunuuckuMu npodeccuoHaIbHBIME HEKOMMEPUYECKUMU
opraHu3anusaMu, yactb 2 crateu 76 ®epepanbHoro 3akoHa or 21.11.2011 Ne 323-@3 «O0
OCHOBAaxX OXpaHbl 370pOBbsA IpaxkaaH B Poccuiickonn ®Penepaumm», npuxkaa MunHHCTEpCTBa
snpaBooxpaneHus Poccutickoit @enepanun ot 28.02.2019 Ne 1031 «O06 yTBEpKIeHUN TOPSIKA U
CPOKOB pDa3palOTKU KIMHMYECKUX PEKOMEHAAlWH, UX TMepecMOTpa, TUMOBOH (HOPMBI
KIIMHUYECKUX pEKOMEHJAnuMid U TpeOOBaHMM K HX CTPYKType, COCTaBy U Hay4yHOH
000CHOBAaHHOCTH, BKIIFOYaeMOW B KIIMHUYECKUE PEKOMEHIANN HHPOPMAIHI (C H3MEHESHUSIMHU
ot 28.09.2023).

KP ocHOBaHbI Ha JOKa3aTeJIbHOM KJIMHUYECKOM OIBITE, OMUCHIBAIOIIEM JCHCTBUS Bpaya,
Mo AMarHocTuke, nuddepeHuanbHON TUarHoCTUKE, JICYSHHUIO, peaduInuTaluid U NpodUITaKTHKE
AUT.

IleaeBasi avIMTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMIA:

1. Bpau-ractposHTEpOIIOr.

2. Bpau-tepanesr.

3. Bpau o0weit npakTuku (ceMeiiHbIi Bpay).

4. Bpau-peBMaroior.

5. Bpaunm Japyrux CHeUMaTbHOCTEH, 3aHUMAloLIMecs JUAarHOCTUKOM U BEICHHEM
narueHToB ¢ AUI, a Takke acCOMUPOBAHHBIMU 1 KOMOPOUIHBIMU 3a00JIEBAaHUSIMHU.

MenuuuHCcKUM paOOTHUKAM CJEAYyeT TPUIEPKUBATHCA JIAHHBIX PEKOMEHJAIN B
Mpouecce NMPUHATUA KIMHUYECKUX pelieHuid. B To ke BpeMs pEeKOMEHIAIMU HE 3aMEHSIIOT
JUYHYIO OTBETCTBEHHOCTh METUIIMHCKUX PAOOTHUKOB MPU MPUHATUN KIMHHUYECKHUX PELICHHH ¢
y4eTOM HWHAMBHUIYAIbHBIX OocoOeHHocTel Teuenuss AWI m MHeHus mnanueHToB. Hacrosimue
PEKOMEHJAIUN YYHUTHIBAIOT HAKOIUICHHBIM POCCUUCKUN WU MEXIYHApOJHBIA OINBIT BEACHUS
nanueHToB ¢ AU u Oasupyrorcs Ha cornamennn crenuanuctoB [3], KP  kpymHBIX
renarojJoruiyeckux accouuanui [1, 2, 137, 138].

Ta6auua 1. Illxana oreHku ypoBHel 10cToBepHOCTH JokazarenbeTs (Y J]) ams mertooB

JUAarHoCTUKH (I[I/Ial"HOCTI/I'-IeCKI/IX BMCIIATEJIb CTB)

Y Pacummdponka

1 Cucremarnueckrue 0030pbl MCCIEOBAHUN C KOHTpOJIEM pedepeHCHBIM METOAOM HIIU
CHUCTeMaTHYeCKHil 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCICAOBAHUHA C
IIPUMEHEHUEM METaaHaIn3a
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OTtnenbHbIE HMCCIEIOBAHUS C KOHTPOJEM pePepeHCHBIM METOJIOM WM OTACIbHBIE
PaHIOMHU3UPOBAHHBIC KIMHUYECKUE WCCICAOBAaHUS W CHCTEMAaTHYeCKue 0030pHbI
UCCIIEIOBaHMIA J1I000T0 AM3aiiHa, 3a UCKIIOUYEHHEM PaHAOMU3UPOBAHHBIX KIMHUYECKHX
UCCIICIOBAaHUH, C TPUMEHEHHEM MeTaaHaln3a

I/ICCJ'IG,I[OBaHI/IH 0e3 IMOCJIICA0OBATCIIBHOI'O KOHTPOJIA pe(bepeHCHBIM METOJAOM HIJIN
ucciaeagoBaHuss C pe(bepeHCHHM METOJAOM, HE MABIIOIIUMCA HE3aBUCUMBIM OT
HCCIICAYEMOI'0 ME€TOJa, WKW HEPAHAOMHU3IUPOBAHHBIC CPABHUTCIBHBIC HCCIICIOBAaHNUsA, B
TOM YHCJIE KOI'OPTHBIC

HeCpaBHI/ITeJIBHBIe HCCiIca0BaHusd, OIMMCAHNEC KIIMHUYCCKOIO CiIy4as

Hmeercs auinbs 000CHOBaHHE MEXaHU3Ma IIGIZCTBPISI HJIM MHCHUC SKCIICPTOB

Ta6auuna 2. [llkana orieHKH ypoBHEH 10CTOBepHOCTH A0Kka3arenscTB (Y /1) nns metonos

PO UIAKTUKH, JICUCHUS ¥ peadrIuTauu (MpoQriIakTHIECKUX, JICUSOHBIX, peaOUIUTAIIMOHHBIX

BMEULIATEIbCTB)

YA

Pacimmgposka

1

Cucrematnueckuii 0630p PKU ¢ npuMeHeHneM MeTaaHainsza

Otnensupie PKUM 1 cucrematnueckue 0030pbl HCClIEAOBaHMM r000ro ausaiiHa, 3a
nckioyenneM PKH, ¢ npuMeHeHneM MeTaaHainsa

3 HepaHI[OMI/ISI/IpOBaHHLIC CPaBHHUTCIIbHBIC UCCIICA0BAHNMA, B TOM YHCJIC KOT'OPTHLIC

4 HeCpaBHI/ITCJII)HI)Ie HCCIICO0BaHUs, OIMMMCAHUC KIIMHUYCCKOro Ciiy4das HWJIM CCPUU CIIydacB,
HNCCICIOBAHUSA «cnyqaﬁ — KOHTPOJIb»

5 HNmeercs nmumb 00OCHOBaHHWE MEXaHU3Ma JIENCTBUS BMeEIIaTeIbCTBA (,Z[OKHHHH‘IGCKI/IC

I/ICCJ'IGJIOBaHI/Iﬂ) HJIM MHCHHE SKCIICPTOB

Tab6auna 3. Illkana omeHku ypoBHe yOeaurenbHocTH pekoMenpatmit (YVYP) s

METOJI0B NPO(MUIAKTUKH, JTUArHOCTHKH, JIEYeHHs U peaduiaurauuu (mpouaaKTHYECKUX,

JTUAarHOCTUYECKUX, JICUEOHBIX, PEaOMIINTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacmugposka

A

CunpHas pexkoMeHJalus (Bce paccMarpuBaeMmble KpuTepuu 3(P(HEKTUBHOCTH
(ucXompl) SBISIOTCS BaXXHBIMH, BCE MCCIEJOBAHUS MMEIOT BBICOKOE HIIH
YAOBJIETBOPUTEIILHOE  METOJIOJIOTMYECKOe  KauecTBO, WX  BBIBOJABI IO
MHTEPECYIOIIMM HCX0aM SIBIISIFOTCS] COINIACOBAHHBIMHU )

VYcnoBHas pekoMeHJanus (He Bce paccMaTpuBaeMble KpUTepuH 3()(PEeKTUBHOCTH
(McXompbl) SIBIISIOTCS BaXXHBIMHM, HE BCE HCCIEIOBAaHHMS HMMEIOT BBICOKOE WIIH
YOBJIETBOPUTEIILHOE METOAO0JOTHYECKOe KayecTBO M (WJIM) HUX BBIBOABI IIO
MHTEPECYIOIIUM HCX0JIaM HE SIBJISIIOTCS COTTIACOBAHHBIMHU )

Cnabast pekoMeHanus (OTCYTCTBUE JT0KA3aTEIHCTB HAJJIS)KAIIET0 KauyecTBa (BCe
paccMaTpuBaeMbie Kputepuu dPQPEeKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE UCCIIENOBAHUA NMEIT HU3KOE METOHOJIOTHUECKOE KAY€CTBO U MX BEIBOJBI I10
WHTEPECYIOIINM UCX0JIaM HE SIBJISIOTCSI COTTIACOBAHHBIMHU )

IHopsiiok 00HOBIEeHNS KINHUYECKHX PEeKOMEHaluii

Mexanusm oOHoBneHust KP npeycMaTprBaeT uX CHCTEMAaTHUECKYIO aKTyalnu3aliio — He

PEXKE 4YeM OAWH pa3 B TpH IroAa, a TaKXKC IIpHU IMOABJICHHHW HOBBIX AJAaHHBIX C ITO3UIHUU
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JOKa3aTeNbHONM MEIULMHBI [0 BONPOCAaM JAMArHOCTUKH, JIEYEHHUS, MNPOPUIAKTUKH U
peabuIuTal KOHKPETHBIX 3a00JIeBaHMI, HATMUYUU OOOCHOBAHHBIX JOMOJHEHUI/3aMEUaHu K

panee ytBepkaeHHbIM KP, HO He yaie 1 pa3a B 6 mec.
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Ipunoxkenue A3. CipaBo4HbIe MAaTepHAJIbl, BKJIKYas COOTBETCTBHE

NMOKA3aHUH K NIPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U

03 JICKAPCTBCHHLIX MpenapaToB, HHCTPYKIMHA IO MPUMEHCHHUTO

JIEKApPCTBEHHOT0 Mpenapara

[annsie KP pazpaOoTanbl ¢ yueToM cleayooluX HOPMAaTUBHO-TIPABOBbIX JOKYMEHTOB:

1. ®denepanbubiii 3akoH Poccumiickoit @enepamuu ot 21.11.2011 Ne 323-d3 «O6

OCHOBAX OXpaHbl 3J0pOBbs Tpak/iaH B Poccuiickoit denepannny.

2. [Tpuxa3z MunucrepcTBa 3npaBooxpanenus Poccuiickoit ®@enepanuu ot 13.10.2017

Ne 804n (c m3zmenenusimu ot 12.07.2018) «OO yTBepKIE€HUUM HOMEHKJIATYpPbhl MEAMIIMHCKHX

YCIYT».

3. [Ipuka3z MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepanun ot 05.03.2020

Ne 1481 «O BHecenuum wusmenenudt B pasgen II “Homenkimatypa MeAMUIMHCKUX yCiIyr”

HOMEHKJIATypbl ~ MEAMIMHCKUX  YCIYr,  YTBEpXKJIEHHOM  mpukazom  MuHHcTepcTBa
3apaBooxpanenus Poccuiickoit @enepannu ot 13.10.2017 Ne 804n».
OcHoBHBIC Ipenaparsl A1 HMMYHOCyNIpeccuBHOM Tepanuu AU
HanmenoBanue IIyTe Ho3a Jlua | Coo | Ilokazanus ans | OcHOBHBIE
npenapara BBEJICH us TBET | IPUMEHEHHUS B IIPOTUBOIOKA3
us TE€pa | CTBU | COOTBETCTBHH C | aHHUS CO
oM | € MHCTPYKLHEH CTOPOHBI
uner | ['PJIC 3a0o0JieBaHus
pyKIL NIEYEHU
uu
(Ip
JIC)
[Mpenauzonon** | Baytpu | 1-1,5 l-a | Ja Ocrtpprii —
BEHHO | MI/KT/CyT TeraTuT
Bnytps | 1-1,5 l-a | Ja Bocnanenue —
MI/KT/CYyT MIEYEHU
(remarur)
Azaruonpun™* Bnytps | 1,0-2,5 I-a | [a AyTonmMMyHHBIN | [lekoMIieHcHp
MI/KT/CyT XPOHUYECKHUI oBanHbIl LI1;
AKTUBHBIN OCTpBII
IeIaTUT Tsokensii AU
MuxkodeHnonara Buytps | 1-2 r/cyt -1 | Her | — Octpsiii
ModeTun# Tsokensii AU
Byneconug** BuyTtps | 9 mr/cyt 2-9 | Ja AUT Ge3 Octpbiit
THUCTOJIOTHYECKH | TSKEIbIN
X IIPU3HAKOB AUT, 1T
111
MepxkanTtonypus# | Baytps | 0,5-1 2-9 | Her |— —
MI/KT/CYT
[Muknocniopus# BuyTtps | 2 mMr/kr 2 3-1 | Her |— —
pasa B JIcHb,
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LeneBast
KOHIIEHTpaIl
Us B KPOBU
100-200
HI/MII,
Takponumyc# Baytps | 0,1 mr/kr2 |3-1 | Her | — —
pasa B JI€Hb
(mms
MIPOJIOHTHP
OBaHHOU
¢dopmsl 1
pas B JICHB),
LeneBast
KOHIIEHTpaIl
Us B KPOBU
6—8 Hr/mn
** JlexapcTBeHHBIN mnpenapat, Bxonamuid B Pacniopstkenue [IpaBurensctBa PO ot 12.10.2019

Ne 2406-p (pen. ot 09.06.2023) «OO0 yTBepX IACHHH TEPEYHS >KU3HCHHO HEOOXOIUMBIX U
BR)XHEUIIMX JICKAPCTBEHHBIX NPENApaToOB, a TAKXKE MEPEUHEH JIGKAPCTBEHHBIX NPENapaToB JUIs
MEIUIUHCKOTO TPUMEHEHUS W MHHUMAIILHOTO AaCCOPTUMEHTa JICKAPCTBEHHBIX IpEnapaTos,
HEOOXOIUMBIX JIJISl OKa3aHUsI MEIUIIMHCKON TIOMOIIIN.

# IlpuMeHeHWE  JIEKapCTBEHHOTO  Tperapara B COOTBETCTBHH C  TOKa3aTeNIsIMHU
(XapakTepuCTUKaMH), HE YyKa3aHHBIMH B HHCTPYKIMH 1O ero npumeHeHuto (off-label),

ocyuecTBisieTcs corniacHo PenepanbHoro 3akoHa ot 21.11.2011 Ne 323-D3 ¢ u3aMeHeHUsIMU.
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Ipunoxenue b. Anropurmsl JeiicTBUIl Bpadya

ITono3penne na AU’

Jlaﬁopa'ropme HCCTIe/I0BaHNA

T1gG W/
1y-TI00yIHHE

Hcxmouenie
IIc
(AHI'/IIBX)

|

Omnenka mo

TATHG 2008 r.
| BeposTHBIit/
Bo3MOoKHBIT
v
PaccmoTpers Houck apyroro

Pacemotpers
nc

P HCYHOK Bbl1. AJ'IFOpI/ITM JAUArHOCTUKHU dyTOUMMYHHOT'O I'CIIaTUTa

Cokparienus:

AI'MA — anTuTesna K riIagKuM MBIIIIAM

AHA (HEp-2) — anTtunykieapssle antutena Ha HEp-2-kietkax

anTu-LC-1 — aHTHTENA K IUTO30JIBHOMY aHTUTEHY |-ro THNa

aHTH-LKM-1 — anTHTENa K MUKpOCOMaM NEYEHHU-NI0YEK 1-ro Thna

aHTU-SLA/LP — anTuTena Kk pacTBOpUMOMY aHTUT€HY NI€UEHHU / IEYEHOYHO-TAHKPEATHIECKOMY
AHTUTEHY

NCT — umMMyHOCYNIpECCUBHAs Tepanus

[NIBX — nepBu4HbIN OUIHAPHBIN XOJAHTUT

I1C — nepekpecTHBIN CUHAPOM

[NICX — nepBUYHBIN CKIEPO3UPYIOLIUI XOIAHTUT

IAIHG — International AutoImmune Hepatitis Group (MexayHapoHas pabodasi TpyIimna 1o
ayTOUMMYHHOMY T'€IaTHUTY)

IgG — nummyHorno6ynmun G

pAHLIA — nepunykieapHble aHTUHEUTPOPHIIbHBIE IUTOMIA3MATUYECKUE aHTUTENA
VYcioBHBIE 0003HAYEHUS: TPEK 3€IEHOr0 1IBeTa — OOIIMIA 11 BCEX MallueHTOB, TPEK
OpaHKEeBOT0 LIBETa — MOJATBEPKIAIOIINE PE3YJIbTAThl, TPEK YUEPHOTO [[BETA — OTPUIIATEIbHbIE
pE3yJIbTaThl, HEUCKIIFYAIOIINE AUATHO3, TPEK CUHETO 1IBETA — BO3MOXKEH IIEPEKPECTHBIIN
CUHJPOM.
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Henepmocmmcrblne;(ocrynnona

—

HuayKnHoHHas Tepanusa:
1-a auBENS Tepanuu

npexnamzonoH (0,5-1 Mr/kr/eyT) + asaTnonpu (1-2 Mr/Kr/cyT)
i npeganzonoH (0,5-1 Mr/kr/cyr) + Mukoderonara moderiu (1-2 r/cyt)

B HHAHBHIYaITBHO HOI[UG]JEHI{EIK Jo3ax

JimrensHas
HCT

1 THHHHA Tepanan

2-51 THHHA Tep =|J OrcyTcTBHE 0TBETA |7

—| HenocraTounsiii oTBeT*

VrounmTs

KOMILIAEHTHOCTh

Hckmouenne

TIePEKPeCTHOr0 CHHIpOMa

I

HenepeRoCHMOCTE/HENOCTYIHOCTE 3-51 IMERS
2 THHEHA TepaANHH Tepanun

!

JI ToaHbIH GHOXHMHYECKHIT 0TBET |—

TopnepRuBAOMAN TEPATHA:

MHHIMATEHO 3(heKTHBHEIe IO IePKIBAIONIIe
10351 TPeIHI30I0HA It a3aTHonpiHEa (1w MM®)

i

IlomHETi OnOXIMITIECKTI OTBET
(B TeueHne 2-x yiet)

!

4

| Ormena HCT l—-l Peunus |

i

Tloxarsrennoe
= Pemncena AHI
HaOmMOIeHIIe

Hermounte apyrue
TIPHYHHE]

Pucynok B2. Anroputm umMmMmyHocynpeccuBHor Tepanuu AUT

* HpI/I HEAOCTATOYHOM OTBCTC Ha TCPAITHUIO Y ITAIIUCHTOB, ITOJYYAOIMIUX a3aTHOIIPUH, OIIPEACIIUTD

YPOBEHb €0 METa0OJUTOB B KPOBU (IIPU IOCTYITHOCTU METO/A) JUIsl OLIEHKH MPUBEPKEHHOCTH K

JJCYCHUIO M OIITHMAaJIbHOI'O Hon6opa AO03bI, 4 TAKKC PACCMOTPETH BO3MOXKHOCTH KOPPCKIHNHU

MeTabosr3Ma rpernapara #auionypuHoioM B go3e 100 mr/cyT.

Coxkpamennsa: AUI" — ayronmmynHsii renatut; UCT — umMmyHOCyIIpeccuBHas Tepanusl.
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Y cTaHOBIEHHBIN

nmuarao3 AUT

A 4

I1®>2 BITH, w/wiu I'TT>5 BITH
w/umu AUT+HSK

Y

MPXIIT', AMA, anTurena k gp-210
1 sp-100, Gnorcus meueHN

BrisiBienne npu3Hakos
[T6X w/mm [ICX+AUT

Y

KonTpons B | |
JHHAMIHKe

JledeHne B COOTBETCTBHH C JOMHHHPYIOIIHM
MOpP(OIOTHIECKHM IaTTEPHOM
C y4eTOM KJIHHHYEeCKHX JaHHBIX

I
v
AWT/TICX AWT/TIBX

Y

Paccmotpers HCT:
mpeaHn3010H 0,5 MI/KT/cyT A 4
u azatnonpud 50-75 mr/cyT Paccmotpets ICT
+VIXK 15-20 mr/kr/cyT +VJIXK 13-15 mr/kr/cyT

Pucynoxk b3. Anroputm obcnenoBanus nammenta ¢ AV u xonectazom 1u00 S3BEHHBIM KOJIUTOM
Cokpamennsa: AUIT — ayronmmyHnHbil renatut; BIIH — Bepxuuii npenen Hopmer, [TT —
rammMa-riaytamuntpancdepasa; UCT — nmmyHocymnpeccuBHas Tepanust; MPXIIIT — marnuTHO-
pe3oHaHCHas xonaHruonankpearorpadus; [1bX — nepBuunslii Ounuapusiii xonanrut; [1CX —
MEepBUYHBIN ckiepo3upytomuii xonanrut; Y XK — ypconesokcuxoneBas kuciora; IO —
mienovyHast pocdoraza; AK — s3Bennbld KOMUT; AMA — aHTUMUTOXOHJIpPHAIBHBIC aHTHUTEIA;

anturena sp-100, gp-210 — ayroanturena k 6enky sp-100, rmukonporenny gp-210.
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Ocrpsbiil Taxeabid AAT

ITH u II3 3-4 cT.

A 4

Onenxa MELD o mauana HCT

CpO";Ih‘ +
MELD > 15
_/ =

HCT: npenanzoaoH

€ y4eTOM PHCKOB ero Ha3HaueHHs B
HHHITHUPYIOMmEH 103e 1-1,5 MI/Kr

(BHYTPHBEHHO HIIH IIEPOPaJIBHO)
v l
Ounenxa MELD Ha 3-i1 1 7-11 IeHpb Tepamnin 1
[IPH YXY/IIIEHHH COCTOSHIA (OTMOTHHTEIFHO
Ha 3-i1 geHp Bo3MOKHO oneHHTE SURFASA)

OreHka oTBeTa
Ha JedeHHe

MELD = 15
SURFASA > 1,75

ITonyuen oTeeT
Ha HCT

IIponokenne
HCT

Pucynok b4. Anroputm Taktuku BeneHus nauuenta c OTAUT

Coxkpamenus: [TH — neuenounast HenocratouHocts; [19 — neuenounas sHuedanonarus; TIT —
Tpa"cmanTanys nedenu; UCT — ummyHocynpeccuBHas tepanusi; MELD — monens oueHku
TepMHHANIBHOU cTaguu 3aboneBanuil nedenn; SURFASA — cucrema juis nmporHo3npoBaHus

OTBE€Ta Ha FK-Teparm}o Y NAaUEHTOB C TAXKEJIBIM OCTPEIM aYyTOMMMYHHBIM I'€IIaTUTOM.

Hpuaoxenue B. Undopmauus 14 nanueHra
VBaxaembiit manueHT! AyrouMmmyHHBIM rematutr (AWUI) — »3T0 3aboneBanue, mpu
KOTOPOM HMMMYHHAasl CHCT€Ma OpraHu3Ma IO He 10 KOHIA M3BECTHBIM MPUYMHAM HAYUHAET
BOCTIPUHUMATh COOCTBEHHBIC KIETKM TEUEHU KaK 4y>KepOJHbIe, BBIPAOATHIBATH MPOTHB HHX
aHTUTEJA, BBI3BIBATH BOCTIAJICHWE W B KOHEYHOM cueTe moBpexaeHue. AUIT Oe3 neuenus
BBI3BIBACT THOETh TMEYCHOUYHBIX KJIETOK, pa3BuTHE (PuOpo3a medeHu (oOpazoBaHHEe pyOIIOBOMH

TKAaHW) ¥ IPUBOAUT K LIUPPO3Y U IE€YEHOYHON HEAOCTATOYHOCTH.
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Jleuenne AUNI" y OonpImIMHCTBA MAIlMEHTOB TpeOyeT MHOTOJETHEro, WHOTAA
NIO)KU3HEHHOI'O IIpHEMa JIEKapCTB, IOAABIAIOIIMX HMMMYHHYI aTaKy Ha TKaHU II€YEHU
(MMMyHOCYIIpeCCHBHAsl Tepamus). OJTO JICYeHHE B MOJABIIAIONIEM OOJIBIIMHCTBE CIIydacB
IPEJOTBPALIAET Pa3BUTHE LIMPPO3a U TEPMUHAIBHON CTauu 3a00JIeBaHMs [1€YEHH, a 3a4acTyI0 U
obecnieunBaeT oOpaTHoe pa3BuTHE (UOPO3a M BOCCTAHOBJICHHE NEUEHOYHOM TKAaHM, YTO HAET
BO3MOXHOCTh MPOXKHUTH JONTYI0 U TOJTHOICHHYIO XH3Hb, @ TaKXKe HU30eKaTh WHBAIWU3AIHH.
Ecnu panpme AU cumrtancs 3aboneBaHueM, OBICTPO MPHUBOISAIINM K CMEPTH, TO B TIOCJICIHUC
JECATWIETUS IPOJOJLKUTEIBHOCTD KU3HU NanuueHToB ¢ AWI He oTim4aercs OT NOMyJIAIHOHHON
(Hacenenus B uenom). JKenuwnsl ¢ AT npu xopolieM oTBeTe Ha JIEYeHHEe MOTYT IUIaHUPOBATh
OepeMEeHHOCTh U POJIUTH 3JJ0POBOro pedeHKa (IIPUEM OCHOBHBIX IIPENapaToB, UCIOJIb3YEMBIX B
JICYCHUH, 32 UCKITIoueHneM MM®, He mpOTUBOMOKa3aH IPH 3a4aTHH U BO BPEMsi OEPEMEHHOCTH ).
Ha ¢one tepanuu BO3MOXHO pPa3BUTHE HEKOTOPBIX OCIOXXHEHUH (MHGpEKIUH, yMEHbLICHUS
MIIKT u gp.), no3TOMY €e IpoBeAeHne TpeOyeT perysipHOro HabJ0eHNs Y Bpaya U KOHTPOJIS.

Hayyno o00OCHOBaHHBIX JaHHBIX, CBHICTEIbCTBYIOIIMX O TOM, YTO Kakas-JIubo
KOHKpeTHas auera y nanueHToB ¢ AWUI ynydmaeT teyenue u ucxon, He nonydeHo. Hekoropsie
JMEeTUYECKHEe OrpaHUuEHHsI TPEOYIOTCS TOJIBKO NallMEeHTaM C JEKOMIIEHCHPOBAaHHBIM LIUPPO30M, B
OCTaJIbHBIX CIy4yassX BO3MOXHO OOBIYHOE COaJlaHCUPOBAHHOE NHUTAHUWE M JOCTaTOYHAs
¢duznyeckas akTUBHOCTb.

Cnenyer u30erarb JIOOBIX BO3EHCTBHI, KOTOpPbIE MOTYT AKTUBUPOBATh HMMYHHYIO
CHCTEMY U NPHUBECTU K HEKOHTPOJIUPYEMOMY TECUEHHIO 3a00s1eBaHus (JIEKAPCTBEHHBIX CPENICTB U
OMOJIOTNYECKH aKTUBHBIX 100aBOK ¢ MMMYHOCTUMYJIUPYIOLIUM 3(PPEKTOM, TI€KapCTBEHHBIX TPAB,
JUINTEIbHONW MHCOJISIUHU, HEKOTOPBIX (PU3HOTEPANIEBTUYECKUX MTPOLIEYP).

Crporoe BbIIOJHEHUE BpauyeOHbBIX PEKOMEHIALUN U PErysipHOe BpaueOHOe HaOII0IeHue

SABJIAOTCA 3aJIOTOM YCIICHIHOI'O JICYHCHU .
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Hpunoxenue I'1-T'9. IlIkanbl OeHKH, ONPOCHUKH U APYTrHe OLIEHOYHbIE
HHCTPYMEHTBI COCTOSTHUSA MALMEHTA, IPUBEeHHbIEe B KINHUYECKHX

PEKOMEHIAAIIUAX
Ipuioxkenne I'l. Ilepecmorpennasi cucrema quarnoctuku AU MexxkayHapoaHoi rpynnsbl
no usyuenno AUI' (IAITHG), 1999.
HasBanue Ha pycckoMm s3bike: Ilepecmorpennas cucrema quarHoctuku AU MexnyHapoaHoi
rpynsl o u3ydennro AUD (IAIHG), 1999.
OpurunanbpHOe Ha3BaHue: Revised scoring system for diagnosis of autoimmune hepatitis.
Hcrtounuk: Alvarez F., Berg P.A., Bianchi F.B., Bianchi L., Burroughs A.K., Cancado E.L. et al.
International Autoimmune Hepatitis Group Report: review of criteria for diagnosis of autoimmune
hepatitis. J Hepatol. 1999;31(5):929-938. https://doi.org/10.1016/s0168-8278(99)80297-9.
Tum: mKana OUEHKHU.
Haznauenue: quarnoctuka AUT.

Conepsxanue (11abyioH):

IIpuznak banner
Kenckuit nou +2
Cootnomenne H[D:ACT (unu AJIT):

<1,5 +2
1,5-3,0 0
>3,0 -2
y-rno6ynunsl unu IgG (Beime BI'H):

>2,0 +3
1,5-2,0 +2
1,0-1,5 +1
<1,0 0
AH®, ATMA unmu antu-LKM1:

>1:80 +3
1:80 +2
1:40 +1
<1:40 0
[TozutuBHbIe AMA —4
Cpennee norpebiaenue ankorous (r/cyr):

<25 +2
>60 -2
Mapkepbl BUPYCHBIX T€IIaTHTOB:

[TonoxxurenpHbIC -3
OtpunarenbHble +3
Hcnonbs3oBanue nekapCTB:

a -4
Her +1
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['ucronornueckue naHHbIE:

NutepdeiicHplii TenaTuT +3
JInmponnazmMonuTapHas HHPUIbTPAHS +1
Pozerku +1
Hu oaun 13 BhIIenepeuncaeHHbIX -5
bunuaphubie n3amMeHeHus -3
Jlpyrue 0coOeHHOCTH -3
Jlpyroe ayrouMMmyHHOe 3a00JIeBaHNE y MAallMEHTa WKW POJACTBEHHUKOB 1-ii cTeneHu +2
poJicTBa

Kirou (uaTepnperarus):

® uarHo3 «ompexaeneHubii AUl — > 15 6anios;

o «BeposTHbIl AU — 10-15 Gaos.

[Mpumevanus: AUIT — ayroummyHnHblid renatut, L[® — menounas ¢ocdaraza, ACT —
acnapraTaMuHoTpaHcamuHasa, AJIT — amanmnamuHoTpancamuHasza, AHA — aHTuHyKII€apHbIe
antutena, AI'MA — anTuTena K INIaJkUM MblaMm, adturena, antu-LKM — anTutena x
MHUKpOCOMaM TieueHn/mouek, AMA — aHTUMHTOXOHIpHaibHbIe aHTUTeNna, B[H — Bepxnss
IpaHULla HOPMBI.

Ipunoxenne I'2. Ynpomennoie kputepun Aiasi auarnoctuku AU, pexomeHnayembie K
npuMeHeHHuo MexyHapoaHoi paboueil rpynmnoii no ayroummyHHoMy renatuty (IAIHG)
Ha3Banue Ha pycckoM si3bIke: YTPOIIEHHbIE KpUTEpUHU i quarHoctuku AUT.

OpurunansHoe Ha3zBanue: Simplified criteria for the diagnosis of autoimmune hepatitis.
Hctounuk: Hennes E.M., Zeniya M., Czaja A.J., Parés A., Dalekos G.N., Krawitt E.L. et al.
Simplified criteria for the diagnosis of autoimmune hepatitis. Hepatology. 2008;48(1):169-176.
https://doi.org/10.1002/hep.22322.

Tun (MoAYepKHYTh): IIKaJIa OLEHKH.

Haznauenwue: nuarsoctuka AUI.

Conepsxanne (1m1aby1oH):

Kpurepuii baisl

[ToBbIIIeHNE YPOBHS CHIBOPOTOYHOTO UMMYHOTIIOOY IHHA G
>16 r/n1
>18,5 r/n

N —

Ilo3uTuBHEBIE AyTOAHTUTEIIA:

AHA, ATMA wu antu-LKM > 1 : 40 (HPUD) 1
AHA, ATMA wmu antu-LKM > 1 : 80 (HPHU®) unm antu-SLA (SEPSECS) + 2
I'ucronornueckas kapTuHa:

He npotuBopeunt auarnozy AUI" (Bozmoxusiii AUT) 1
XapaktepHa s AUL (Bepostabiii AUD) 2

OTcyTcTBHE BUPYCHOIO renaTHTa 2

Kirou (uaTepnperarnus):
® juarHo3 «onpeneneHubii AU — > 7 Gamnos;

o «BeposTHbI AU > 6 6anos.
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[Ipumeuanusi: A" — ayroummyHHbid renatut, AHA — anTunykiieapubsie anturena, AIMA —
aHTHTEINA K IIAJKUM MBIIIIAM, aHTuTeNa, anTH-LKM — anTuTena kK MUKpocoMaM MeYeHH/TI0YeK,
AMA — adntumuTOXOHApUanbHble aHTuTena, aHTU-SLA (SEPSECS) — antutena k
pactBopumomy  aHtureny niedeHu  (SEPSECS), HPU® — Henpsmas  peakuus
UMMYHO(DITYyOpECLEHIIUH.

IIpuaoxenne I'3. Knaccupukanus crenenu tsxectu LII mo Yaitang — Tropkort — Ilbio
(Child — Turcotte — Pugh)

Hazpanue na pycckom sizbike: Kitaccudukanus cTenenu Ts>KecTd uppo3a nevyeHu mno Yaiing —
TiopkoTrt — IIbto (Child — Turcotte — Pugh).

Opurunansaoe Ha3zBanue: Child — Turcotte — Pugh (CTP) score.

Hctounuk: Child C.G., Turcotte J.G. Surgery and portal hypertension. Major Probl Clin Surg.
1964;1:1-85; Pugh R.N., Murray-Lyon .M., Dawson J.L., Pietroni M.C., Williams R. Transection
of the oesophagus for bleeding oesophageal varices. Br J Surg. 1973;60(8):646—649.
https://doi.org/10.1002/bjs.1800600817; Durand F., Valla D. Assessment of the prognosis of
cirrhosis:  Child-Pugh versus MELD. J Hepatol. 2005;42(Suppl. 1):S100-S107.
https://doi.org/10.1016/j.jhep.2004.11.015.

Tum: mKana OUEHKHU.

Haznauenue: orieHKa MPOrHOCTHYECKOTO Kilacca IUppo3a MEeUeHH.

Conepsxanue (11abJyioH):

[Tokaszarens baner
1 2 3
Actut Her Heb6omnpioit YMepeHHbI#/00bI10#
DHuedanonatus Her | HeOonbimas/ymepeHHas | YMepeHHas/BbIpaKeHHAs
YpoBeHb oumupybuna | <2,0 | 2-3 >3,0
(mr/ )
YpoBeHb anpOymuHa (Mr/in) >35 | 2,8-3,5 <2.8
VY nnuuenue 1B (cex) 1-3 4-6 >6,0

Kirou (uaTepnperarus):
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Oo6miee kommyectBo dayutoB | Kitace

5-6 A
7-9 B
10-15 C

[Tosicuenust: kiacc A (XOpoIIo KOMIeHCUpOBaHHas (PyHKIIMS IEYECHHU ); BBDKUBAEMOCTDb B TEUCHUE
roga — okono 100%; kimacc B (BeipakeHHbIe HapylieHUS PYHKIMU TI€UYEHH); BBDKUBAEMOCTh B
TeyeHue roga — okono 80%; kmacc C (mekomreHcanusi 3a0oieBaHus U (QYHKIUU TECUYECHHU);
BEDKMBAGMOCTh B TeueHHE Toma — okoio 45%. Ilpm cymme OamioB <5 cpemHss
MIPOJIOJDKUTENBHOCTS sku3HU narmenToB 6e3 TII coctaBnsier 6,4 roxa, a mpu cymme >12 — 2 mec.
Hpuioxenne I'4. Anroputm rucronorndeckoit ouenkn METAVIR

Haspanue Ha pycckoMm si3bIke: ANTOPUTM THCTOJIOTUYECKOW OLIEHKH XPOHUYECKOTO TeraTuTa
METAVIR.

OpurunansbHoe Ha3zBaHue: Algorithm for the grading of activity in chronic hepatitis METAVIR.
Hcrounuk: Bedossa P., Poynard T. An algorithm for the grading of activity in chronic hepatitis C.
Hepatology. 1996;24(2):289-293. https://doi.org/10.1002/hep.510240201; Intraobserver and
interobserver variations in liver biopsy interpretation in patients with chronic hepatitis C. The
French METAVIR Cooperative Study Group. Hepatology. 1994;20(1):15-20.

Tum: mKana OUEHKHU.

Ha3naueHue: olleHKa TI'MCTOJIOTHYECKOM aKTUBHOCTH M CTaguu (uOpo3a NpU XPOHUYECKOM
reraTuTe.

Conepsxanne (1m1aby1oH):

Kpurepun I'ucronornueckue npru3Haku bannsl

AKTHBHOCTS (A)

OtcyTcTBYeT 0

CryneHuaTbie HEKPO3BI
OuaroBoe nopakeHre MOrpaHUYHOM TUIACTUHKY B 1

HCKOTOPBIX MOPTAJIbHBIX TPpaKTaXx

HuddysHoe nmopaxkeHue MOrpaHUIHON MIACTUHKY B 2
HEKOTOPBIX MOPTAIbHBIX TPAKTaX WK 04aroBoe
MOpaXEHHE NEPUIIOPTAILHOM 30HbI
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Huddy3Hoe mopakeHre NEPUIOPTAITHHOM 30HBI BCEX 3
MOPTAJILHBIX TPAKTOB

OTCcyTCTBYIOT 0

OuaroBsie JT0OyIApHBIE
(BOCHIATUTENBHBIE) HEKPO3BI XoTs Obl OIMH BOCHIATMTEIBHBINA HEKPO3 HA OJIBKY 1
OTCYyTCTBYIOT 0

MocToBUAHBIE HEKPO3bI
Ectpb 1
OTtcyTcTBYET 0

ITopranbHOE BOCTIaieHUE
MoHonykeapHbie UHOUIBTPATHI B HEKOTOPBIX 1

IOPTAJIbHBIX TPAKTAX

MounonykieapHble HHOUIBTPATHI BO BCEX MOPTATbHBIX 2
TpaKTax
KpyrmHbie ¥ MI0THBIE MOHOHYKJICAPHBIE HHPHIBTPATHI 3

BO BCCX IMOPTAJIBHBIX TPAKTAX

dudpos (F)
I'ucronoruueckue npusHaKu Cranus ¢pubposa

Her ¢pubpo3a FO
3Be3/14aTO€ paCHIMPEHHNE MOPTATHHBIX TPAKTOB O€3 CenT F1
Pacmmpenue nopraabHbIX TPAKTOB C €AUHUYHBIMH ITOPTO- F2
MOPTAJIbHBIMU CENITaMU

MHOXeCTBEHHbIE  MOPTO-LIEHTPalbHblE  CenThl  0e3 F3
uppo3a

Huppo3 F4

Kitou (uHTEpnperans):

['ucronornyeckass akTHUBHOCTh XPOHHYECKOro remarura (A) OINpeaensercss COBOKYIHOCTHIO
BBIPAKEHHOCTU HEKPOBOCIAJIUTENILHOTO Ipoliecca B MAPEHXHMME MEYEHU (IEPUIOPTAIBHOE U
BHYTPHU0JIbKOBOE BOCTIAJIEHUE). BBIpaK€HHOCTH MOPTAILHOTO BOCIIAJIEHUS B pacueTe oKa3aTess

THCTOJIOTHYSCKOM aKTUBHOCTH XPOHHUYECCKOI'0 rermatuTta HE YU ThIBACTCA.

CryrneHuaTbie HEKPO3BbI BryTtpunonekoBoe BocnaneHue Ura
0 —mHer A0
0 —Her 1 — ymepeHHoe Al
2 — BBIPAKEHHOE A2
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0,1 Al
1 — cmabsie
2 A2
0,1 A2
2 — yMepeHHbIe

2 A3

3 — BBIpaXEHHBIC 0,1,2 A3
[Tosicnenus: A1 — cnabasi THCTOJNOTHYECKass AKTHBHOCTh XPOHHMYECKOro remaTuTa; A2 —
yMEpeHHasi THUCTOJIOTHYECKas aKTHBHOCTh XPOHHMYECKOro rematuta; A3 — BbICOKad

THCTOJIOTHYECKAsh aKTHMBHOCTb XPOHUYECKOro rematuTa. CTemeHb BBIPAXEHHOCTH (uOpo3a
(cramust 3aboneBanus) rpaagupyercs ot FO (orcyrcrBue ¢ubdposza) no F4 (umppo3 medeHu c
M3MEHEHHEM HOPMAJIbHOTO CTPOCHHS U aHTHOAPXUTEKTOHUKHU OpPTaHa).

Hpuiaoxenne I'S. Unnekce rucronorndeckoid akTuBHOCTH o0 R.G. Knodell

HasBanwue Ha pycckom si3bike: CucTeMa OLIEHKH TUCTONIoTHYecKoi aktuBHOCTH Knodell (nHaekc
rucrosjorudeckoi aktuBHocTH 1o R.G. Knodell).

OpurunansHoe HazBanue: Numerical scoring system for assessing histological activity (Knodell
histology activity index).

Ucrounnk: Knodell R.G., Ishak K.G., Black W.C., Chen T.S., Craig R., Kaplowitz N. et al.
Formulation and application of a numerical scoring system for assessing histological activity in
asymptomatic chronic active hepatitis. Hepatology. 1981;1(5):431-435.
https://doi.org/10.1002/hep.1840010511.

Twumn: mKaga OUEHKHU.

Ha3nauenue: omeHKa THUCTOJIOTMYECKOH aKTUBHOCTH W cTanuu (ubpo3a NpU XPOHHUECKOM
rerarure.

Cogepxanue (111a0I0H):

A. O1eHKa akTUBHOCTH

['pynna npu3HakoB XapakTeprucTrKa NpOsBICHUN Onenka
I. ITopro- OTcyTCTBYIOT 0
NEePUNOpTaIbHbIE 5 )
HeKpO3bl Cnabo BbIpaKEHHBIE CTYIIEHYAThIE HEKPO3bI

YMepeHHO BbIpa)KEHHBIE CTYIIEHYAThIE HEKPO3blI, 3

3aHuMaromue meree 50% OKpy>KHOCTH OOJIBIIMHCTBA
MOPTaJIbHBIX TPAKTOB

OO0mupHBIe CTyTIEHYAThIe HEKPO3bl, 3aHUMaroIIne 6osee 4
50% okpyKHOCTHU OOJNBIINHCTBA MOPTAIBHBIX TPAKTOB

YMepeHHO BhIpaK€HHbIE CTYIIEHYaThIe + MOCTOBHIHBIE 5
HEKpO3bl
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OOumpHBIe CTyneHYaThle + MOCTOBHIHBIE HEKPO3bI 6
MynbTHIIOOYISIpHBIE HEKPO3BI 10
II. OTCYyTCTBYIOT 0
BryTpunonskoBeie 5
(boxabbie Cinabo BeIpakeHHbIC (auI0(UIBLHBIE TEIbIIa, Oa/TOHHAS 1
HEKpO3HI H nereHepanys U (M) pacchliaHHbie POKYCHI /
ucTpodus renaToLeUIIOISPHBIX HEKPO30B B MeHee ueM 1/3 nonek uiu
renaToluTOB y310B)
YMepeHHO BeIpakeHHbIE, 3axBaTbiBatomue 1/3-2/3 nonex 3
WIN y3JI0B
3HaYMTEIIbHO BRIPAXKCHHBIC, 3aXBaThIBatoIIne Oosee 2/3 4
JIOJIEK WJIH y3JI0B
II1. TlopraneHoE OtcyTtcTBYyeT 0
BOCIIAJIEHUE
Cnabo BeIpakeHHOE (BOCTIANUTENbHAS HHPUIBTPAIIHS B 1
MeHee 1/3 TpakToB)
YMepeHHO BBIpaKEHHOE (BOCTIAIUTEIbHAS HHPHIBTPALUS B 3
1/3-2/3 TpakToB)
3HAYUTENBHO BBIPAXKEHHOE (BOCTIAJIUTENbHASI HHPUIBTpALIUS 4
Oosiee ueM B 2/3 TPaKTOB)
Kintou (uHTEpnIpeTanus):
['ucronornueckass akTUBHOCTH XpoHuyeckoro rematuta (MI'A no Knodell) sBusercs

COBOKYITHOCTBIO BBIPAXKCHHOCTU HCKPOBOCIHMAIHUTCIBHOIO IpoHecca mpouecca B MAPCHXHUME

neueHu (nepunopranbHoe (I) u BHyTpumonbkoBoe (II) Bocmanenwe), a Takke MOPTAILHOTO

BOCIIAJICHUA (IH) I/IHTepHpCTaL{I/I}I PE3YJIbTATOB OHNPCACICHUA T HUCTOJIOTUYECKON aKTHBHOCTH

XPOHHUYCCKOr'o remaruta mpeamnojaract BBIACICHHUEC XPOHUYCCKOr'O remarura C MI/IHI/IMﬁJ’IBHOﬁ,

cnaboif, yMEpeHHO! U BBIPAKEHHOW aKTHBHOCTBIO.

CepoB B.B., Cesepruna JI.O. Mopdonoruueckiue KpUTEpUU OLEHKH 3THUOJOTHH, CTETICHU

AKTUBHOCTU MW CTaJUU IMpoHcCCa IpH BHUPYCHBIX XPOHUYCCKUX TCHATUTAX B u C. ApXI/IB

natosioruu. 1996;(4):61 —64.

UTrA AKTHBHOCTB TIpo1ecca
1-3 XPpOHUYECKUN IeMaTUT C MUHUMAJIbHON aKTUBHOCTBIO
4-8 XpOHUYECKUH renaTuT co ciabo BBIPAXKEHHOM aKTHBHOCTBIO
9-12 XPpOHUYECKUN IENaTUT C YMEPEHHON aKTUBHOCTBIO
13-18 Tsikxenslii XpOHUYECKHM IeraTuT

b. Onenka craguu
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XapakTepucThKa MposBICHUN Ouenka
®dubpo3 OTCYTCTBYET 0
Pacimpenue nopTanbHbIX TPAKTOB 32 cueT Gpudposa 1
MocroBuHbIN (HUOPO3 (MOPTO-MOPTANBHBIE WIIN OPTO-LIEHTPATBHBIE CEMTHI) 3
Huppo3 4

Kirou (uaTepnperarus):

Cragust XpOHUYECKOTr0 renaTtuta (CTerneHb BhIpaXXeHHOCTH (prdpo3a) Mmpearnoiaraet rpagaiuio oT
orcyTcTBUs pudpo3a neueHu (0) 1o mupposa (4) — MUppo3 MeUeHU ¢ U3MEHEHUEM HOPMATBHOTO
CTPOCHUS ¥ AaHTHOAPXUTEKTOHUKHU oprana. Ctaaus 2 kiaccuuKaiueil He mpeaycMOTpeHA.
Ipunoxenne I'6. I'mcrosiornyeckne KPpUTEPUHU YCTAHOBJIeHHs BepossTHOCTH AUT
HazBaHue Ha pyCCKOM SI3BbIKE: TUCTOJIOTUYECKUE KPUTEPUH YCTaHOBIEHUS BeposiTHocTH AUT .
OpurnnanpHOE Ha3zBaHue: Schematic summary of the criteria to define the likelihood of AIH.
Uctounuk: Lohse A.W., Sebode M., Bhathal P.S., Clouston A.D., Dienes H.P., Jain D. et al.
Consensus recommendations for histological criteria of autoimmune hepatitis from the
International AIH Pathology Group: Results of a workshop on AIH histology hosted by the
European Reference Network on Hepatological Diseases and the European Society of Pathology:
Results of a workshop on AIH histology hosted by the European Reference Network on
Hepatological Diseases and the European Society of Pathology. Liver Int. 2022;42(5):1058—-1069.
https://doi.org/10.1111/liv.15217.

Tumn: aroputm.

Hasnauenue: ouenka BepostHocTy AUI™ npu naToiaoro-aHaTOMUYECKOM MCCIIEI0BaHUU.

Conepxanue (111a010H):
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1) BocnaneHve nopranbHbIX TPaKTOB

EcTb N1 npusHaku, ykasbiBalwowue Ha gpyroe 3a6osieBaHue ne4yeHn?

U4 AY
I' \\
Het Oa HeTI \ﬂa
l U4 \ l
r

BepoATHbIH B03MOXHbIA ManoBepoATHbIi
AN AU AUr

@ XKenuHeit MeveHo4Han MopTanbHan BeHa MeyeHouyHan MnasmaTnyeckas
NpoToK apTepuA (BETBM BOPOTHOM BEHbI) BeHa o KneTka ® Jlumdouut

(2) Jlo6ynApHbIA renaTut

EcTb N1 Npu3HaKu, yKasblBalolime Ha apyroe 3a6oneBaHue nevyeHn?

U Ay
Her Na H Il ‘\
eTI < Ada
¥ X

BepoATHbIN Bo3mMOXHBIi ManoBepoATHbIN
AUr AUT AUT
XKenuHbi MeYyeHo4HanA MopTanebHan BeHa MeyeHouyHanA MnasmaTtuyeckan «K
@ npoToK apTepun Q(aemu BOPOTHOM senm). BeHa L4 KneTka ® Numdoumt ®uGpos

Kitou (uHTEpnpeTanus):

(1) Hanuame npenMyIiecTBEHHO MOPTATHHOTO JTUM(OIIa3MOIIMTAPHOTO HH(MUIBTpaTa C

(A) Oomee yem ymepeHHbIM uHTepdeiicHbIM rematutoMm, Wi (b) Gomee deM ymepeHHBIM

J00ysIpHBIM TenatuToM, wiu (B) Oomee yeM ymepeHHBIM JOOYJISPHBIM M HHTEP(EHCHBIM

229



renaTuToM TMpPU OTCYTCTBUU THUCTOJOTMYECKUX NPHU3HAKOB, YKa3bIBAIOIIUX Ha Jpyroe
3a6onesanue neueny, C BRICOKOM BEPOSTHOCTBIO cBuzerenscrByer 06 AWT (cruommble
CcTpenku). B ciydae Hanuuus THCTOJIOIMUYECKHMX IIPU3HAKOB, YKa3bIBAIOLIUX Ha Jpyroe
3a0oneBanue TmedeHu, BapuaHTel A, b wim B cBumerensctBytor o BOZMOXHOM AUI
(crmomHble crpenku). [IpenMyriecTBeHHO NMOPTAbHBIN JIMM(OIUIa3MOLUTAPHBIN UHPUIBTPAT
0e3 Oosiee yeM yMEpeHHOTO JoOyispHoro win uHTEepdeiicHoro remaruta (') mpu oTcyrcTBUM
THCTOJIOTMYECKNX IPU3HAKOB APYroro 3a60jeBaHus edeH  ykassiBaet Ha BOSMOXKHbBIN AUT,
Ho MAJIOBEPOSTHO, uro sto AUI, ecnu mpucyTcTByeT Apyroe 3abojeBaHUE IEUCHU
(IlyHKTUPHBIE CTPEIIKH).

(2) Hannuue npenMyieCTBEHHO JIOOYJISIPHOTO renartuTta 0ojiee Y4eM YMEPEHHOU CTENeHU
TSKECTH C HAJIUYMEM LEHTPOJIOOYISIPHOTO HEKpoOBOCHaJeHUs uiau 0e3 Hero, a Takxke (A)
muMpormazmonutapHoro nHdribTpara, uinu (b) uarepdeiicHoro renaruta, wim (B) mopranbHOTrO
¢bubpo3a mpu OTCYyTCTBUM T'MCTOJOTUYECKUX MPU3HAKOB, YKa3bIBAIOIIUX HA JIpyroe 3aboseBaHue
neuenn, ¢ BBICOKOM BEPOSITHOCTBIO cBuznerenscrByer 06 AUL (crumommubie crpenku). B
clly4ae HaJIM4YUsl TUCTOJOTHYECKUX MPU3HAKOB, YKa3bIBAIOIIMX Ha APyroe 3a00JieBaHUE TIEUEHH,
Bapuantel A, b wiu B cBugerensctBytor 0 BO3ZMOXHOM AWI (cruiomiHble CTPENKH).
JloGynsipHOE BOCTaleHUE JIIOOON CTENEHH BBIPAKEHHOCTH C HaJIMYUEM LEHTPOJIOOYIISpHOTO
HEKPOBOCHAJICHUS WK 03 HETro, HO 0e3 JIMMQOIIa3MOIIUTApHOTO HHUIBTpaTa, UHTEPHEHCHOTO
renaTtuTa Wik nopraapsHoro ¢puodposa (I') mpu oTCyTCTBUHM TMCTOJOTUYECKUX MPU3HAKOB IPYrOro
3a6071eBaHKs MeyeHH ykasbiBaeT Ha BO3MOJXKHBIN AWT, no MAJIOBEPOSTHO, urto 510
AWT, ecnu mpUCyTCTBYET Apyroe 3a00j1eBaHue NeUeH! (ITyHKTUPHBIE CTPENIKH).

IIpuaoxenne I'7. Ilapuikckue kpurepuu AU /ITBX

Ucrounnk: Chazouilleres O., Wendum D., Serfaty L., Montembault S., Rosmorduc O., Poupon R.
Primary biliary cirrhosis-autoimmune hepatitis overlap syndrome: clinical features and response
to therapy. Hepatology. 1998;28(2):296-301. https://doi.org/10.1002/hep.510280203.

Twrm: mkama oneHKn (KpUTEPUN).

Hasnauenwne: nuarnocruxka AUIL/TIEX.

Conepxanwe (11a0I0H):

Kpurepuu 16X npu AUT/TIBX Kpurepuu AUL npu AUT/TIBX
AxtuBHocTh 1@ > 2 BITH u (wmm) I'TT > 5 | AktuBHOCTH chiBopoTouHoit AJIT > 5 BI'H

BI'H Yposens ceiBoporouHoro IgG > 2 BI'H nnn
Hannune AMA Hanmuuue AI'MA
I'mcronmornyeckass KapTHHA YMEPEHHOI'O WIH

TAXKECIIOIO «IIOIr'PaHUYIHOTO» rernaTtura
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XapaktepHass Mop¢oJoruueckass KapTuHa: | (IepUIOpTaNbHbIE WJIA  IepUCENTalIbHbIC
TUIHWYHBIC TTOBPEXKICHUS KETYHBIX MPOTOKOB | TUM(POLUUTAPHBIE CTYNEHUYAThIE HEKPO3bI) B

(«uBeTYIIHE)» KEITYHBIC TIPOTOKH) ouormnrare

Kirou (uaTepnperarms):

Jns mocranoBku auarno3za AUI/IIBX tpeGyercst BeIsBUTH Ba Kputepus u3 tpex AUIL u asa
kpurepus ux tpex 11bX.

Ipunoxenune I'S. MELD (Model for End-Stage Liver Disease) \

OpurunanpHOe Ha3BaHue: Model to predict survival in patients with end-stage liver disease
(Model for End-Stage Liver Disease, MELD).

Hcrtounuk: Kamath P.S., Wiesner R.H., Malinchoc M., Kremers W., Therneau T.M., Kosberg C.L.
et al. A model to predict survival in patients with end-stage liver disease. Hepatology.
2001;33(2):464-470. https://doi.org/10.1053/jhep.2001.22172; Sharma P., Schaubel D.E.,
Goodrich N.P., Merion R.M. Serum sodium and survival benefit of liver transplantation. Liver
Transpl. 2015;21(3):308-313. https://doi.org/10.1002/1t.24063.

Tun: Mojaens OLICHKH.

Ha3naueHnue: olieHKa BBDKMBAEMOCTH IIpU 3a00JI€BaHUHU TIEUEHH, orpeiesieHue nokazanuii k TII.
Conepsxanne (11abyioH):

MELD = (0,957 * In (kpeaTMHUH CHIBOPOTKH, Mr/mi * 88,41) + 0,378 * In (6unupy6un
CBIBOPOTKH, MI/an * 117,104%) + 1,120 * In (MHO) + 0,643) * 10 (pu npoBeaeHUH
reMo/iMann3a Kak MUHUMYM JIBaXK/bI 3a IOoceiHne 7 AHel KpeaTUHUH paBHseTcs 4,0 mr/mn)
MELD-Na = MELD (opurunansnsriit) + 1,32 * (137-narpuit) — [0,033 * MELD
(opuruHanbHbIi) * (137-HaTpuil CHIBOPOTKH)|

In — HarypanbHbiit torapupm; MHO — mexxayHapo1HOe HOPMAIU30BaHHOE OTHOIIEHHE.

! koadunmenT nepecuera KpeaTUHUHA U3 MI/IUT B MKMOJIB/I.

2 koo dunEenT nepecuera GUIMPYOUHA U3 MI/AT B MKMOJIB/II.

3uauenus <l mr/man (<88,4 Mkmosb/n kpeaTuHuHa U <17,104 MxMoib/1 OunpyouHa)
NPUHUMAIOTCS PaBHBIMH 1.

Kitou (uHTEprIpeTanus):

KonnuectBo 6amtoB no mkane MELD u tpexmecsiunast 1€TaabHOCTb:

40 u 6onee — neranpHocTH 71,3%:;

30-39 — neransHOCTH 52,6%;

20-29 — neransHOCTH 19,6%;

10-19 — neransHOCTHE6,0%;

<9 — neranpHOCTH1,9%.
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Hpuiaoxkenne I'9. Mogens SURFASA

OpurunansHoe HazBaHue: SURFASA.

Hctounuk: De Martin E., Coilly A., Chazouilléres O., Roux O., Peron J.M., Houssel-Debry P. et
al. Early liver transplantation for corticosteroid non-responders with acute severe autoimmune
hepatitis: The SURFASA score. J Hepatol. 2021;74(6):1325—-1334.
https://doi.org/10.1016/j.jhep.2020.12.033.

Ha3nauenue: ouenka orera Ha sieuenue ['K npu OT AUI, onpenenenue nokasanuii k TI1.

Twurr: MoJIeIb OLICHKH.

Copepxanue (111a010H):

SURFASA =[-6,80 + 1,92 * (DO-MHO) + 1,94 * (A%3-MHO) + 1,64 * (A%3-6mnupy6un)]
Koy (uHTEpnperanus):

[Toxazarens menee —0,9 — BeposATHOCTH OTBeTa Ha jeueHue 75%; Boie 1,75 — puck cmeptu

winna TII — 85-100%.
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