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TepMuHBI U onpeaeJeHus
AyrouMmMmyHHbIH rematut (AUI) — uUMMyHOBOCHAIHMTEIIBHOE 3a00JICBaHUE TICUCHH
HEU3BECTHOM STHOJIOTHUH, pa3BUBaroleecs MPEUMYIIECTBEHHO y  TEHETUYEeCKHU
IPEIpacloNOKEHHBIX  JIML, €  LIMPOKAM  CHEKTPOM  KJIMHHUYECKUX  IPOSBICHMIA,
COIPOBOYXKAAOIIIEECS MOBBILIEHUEM YpOBHS aJlaHMHaMUHOTpaHchepas U
acnapraTaMHUHOTpaHcdepas, XapakTepu3ylonieecs, KaK IPaBUIIO, MOBBIIICHHEM
ummyHortooynmuaa G (v (waM) ramMMa-raoOyJIMHOB), HaJMYHEM  ayTOAHTHTEI M|
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 UHIUBUAYAIbHBIM KIIMHUYECKUM OIBITOM M C Y4€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-KOMIIEHCATOPHBIX M 3alUTHO-TIPUCIIOCOOUTENBHBIX peakMidi ¥  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 Ui BBIIBJICHUS WM TOATBEPXKICHUS  KIMHHYECKHMX U (WUTH)
dbapmakoiornyeckux 3(p(HEKTOB UCCIeTyEeMbIX MPOAYKTOB U (WJIM) BBISBICHUS HEKEIATEIbHBIX
peakuuii Ha HcciexyeMble MPOAYKThl M (WJIM) W3Y4YEeHHUS MX BCACBIBAaHUS, pacIpeesieHus,
MeTaboJIM3Ma U BBIBEJCHHS C 1IeTTbI0 OLIEHUTh UX 0€30MacHOCTh U (MIH) 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,
00BbeTMHSIONIAs 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
BBITOJIbI WJIM MHOTO IPEUMYIIECTBA, KOTOPOE BIMAET WIM MOXKET MOBIUATh Ha HaJyIeXKallee
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 BMeIIATEJbCTBO — BBIIOJIHIEMbIE MEIUIMHCKUM DPAOOTHUKOM U HHBIM
PpabOTHHUKOM, UMEIOIIIMM MIPABO Ha OCYIIECTBICHNE MEAUIIMHCKOM A TeTHbHOCTH, 110 OTHOIICHHIO
K TAIMEHTY, 3aTparuBaroniie GU3nIeckoe WM MCUXUYECKOe COCTOSHUE YeNIOBEKa U UMEIOIINE
npopUIAKTHYECKYIO, JIMarHOCTHYECKYO, JeyebHy1o, peaduIUTalMIOHHYO WIn
UCCIIEI0BATEIbCKYIO HAPaBIEHHOCTh BUJIbl MEIUIIUHCKUX 00CIe10BaHUN U (MJTN) MEIUIIUHCKUX
MaHHMITYJISALIUH, a TAK)KE UCKYCCTBEHHOE IpephIBaHNe OEPEeMEHHOCTH.

HeaskoroibHasi (MeTa0oJHM4YeCKH AaCCONMMPOBAHHASA) KUPOBasi 00J1e3Hb MeYeHH —
XpOHHMYECKOe 3a00JIeBaHUE MEYCHHU, CBSI3aHHOE C METa0O0IMUECKON AUChyHKIMEN, IPU KOTOPOM
6osiee ueM B 5% renaToUTOB ONpPENEsIeTCs] MAKPOBE3UKYJISIPHBINA CTEaTo3.

HenocraTouyHblii 0TBET — OTCYTCTBHE HOpPMAJIM3allMM CHIBOPOTOYHBIX TpaHcamuHa3 u 19G
gepe3 6 Mec. ociie Havyasa JIeYeHUs..

OcTpblii TsKeJAbIH ayTOMMMYHHBIH TemaTHT — OCTPOE COCTOSHUE, pa3BHBaolleecs B
npezenax 26 Hex. OT MEPBBIX KIMHUYECKUX CHMITOMOB JI0 MOMEHTa TOCIUTAIM3ALUU C
pa3BUTHEM TCYCHOYHO-KJICTOYHOW HepocTaTouHocTH (kentyxa, MHO > 1,5) npu orcyrcTBHM
THECTOJIOTUYECKUX MTPU3HAKOB IIPPO3a.

OTcyTcTBHE 0TBeTa — CHI)KEHHE YPOBHS TpaHCaMHHa3 B ChIBOPOTKe MeHee yeM Ha 50% B
TeuyeHue 4 HeJl. Mocie Havyaja JICUeHUsl.

MauueHT — QPU3NIECKOE JIUIO, KOTOPOMY OKA3bIBACTCS MEAMIIMHCKAS IMOMOIIb MM KOTOPOE
00paTHIIOCH 32 OKA3aHUEM MEAMIIMHCKOHN ITOMOIIM HE3aBUCHMO OT HAINYMS Y HETO 3a00JIeBaHHS
U OT €r0 COCTOSIHUSL.

IHonnblli OMOXMMHYECKHII OTBeT — HOpPMalu3alUs CBHIBOPOTOUHBIX TpaHCAMMHA3 H
uMmyHoro0ymmHa G (IgG) B TedeHue noayroia oT Havasia JIeueHHs.

PeaOunurammss —  KOMIUIEKC ~ MEpPOTPUSATHIA, HANMpaBICHHBIX HAa  BOCCTAHOBIICHHE
(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
(unm) puznonornueckux (HakTopoB U TPEOYIOUIHE OKa3aHHs MEAUIIMHCKOW MTOMOIIIH.

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. KpaTtkas nndopmanus no 3a001eBaHUIO0 UM COCTOSIHUIO (TpyIiie

3a00J1eBaHUI MJIH COCTOSIHMH)

1.1 Onpeneaenne 3a001€BaHUS] WKW __COCTOSIHMSL _(IpyInbl__3200J1€BaHMH _ WJIH

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

NpEAPACIIONOKEHHBIX  JIMI, C€  [IAPOKAM  CHEKTPOM  KIMHMYECKUX  IPOSIBICHU,
CONPOBOXKJAMOIICECS ~ MOBBINICHHEM  YpOBHS  ajaHuHamuHoTpanchepas  (AJIT) wu
acrapraramuHoTpancgepas (ACT), xapaktepusyromieecsi, Kak npaBuio, mosbiieHueM 1gG (u
(unmu) ramMma-TIOOYyJIMHOB), HaJMYMeM AayTOAHTUTET 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 OoTCyTCTBHE Jedenus [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

Clle/TyeT pacCMaTPUBATh TPH JIFOOO0 HESICHON OCTPOM MM XPOHHUYECKOH remaronatuu [2].

1.2 DTHOJIOTUS ¥ NATOreHe3 3200J1eBAHUS WU COCTOSAHUSA (rpynnbl 3a00J1eBaAHNI HJIH

COCTOSIHM )

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

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

BO3HHUKHOBEHHE M MCXO0J 3aboseBanus [3, 4, 5].

1.2.1 IlaToreHeTuYecKue MeXaHU3MbI

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

ornocpenyemoe  T-KjaeTkamMu, TpH  y4yacTHM  TYMOpPajJbHOrO  3B€HAa  HMMMYHHUTETA.
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W neHTudUIMpOBaHbl OTJEIIbHBIC aHTUTCHBI, SIBIISIOIIAECS MUIICHBIO [T ayToanTuTen npu AU
[6].

Daxkmopbl oKpyHcarouieli cpeovl y Il ¢ TEHETUYECKON MPEapaCTIONOKEHHOCTBIO MOTYT
NPUBOJIUTH K HHUIIMAIIMHA Ay TOUMMYHHOTO OTBETa PAa3IMYHBIMA MEXaHU3MaMH:

1) Hecnenupuyeckasi akTHBALKS MOKOSAIIUXCS T-KIIETOK, KOTOpask MOXKET ObITh BbI3BaHA
pa3IMYHBIME BUPYCaMH HJIM KCEHOOMOTHUKAMU W MPHBOJIUT K CEKPEIUH MPOBOCIATUTEIBHBIX
UTOKHHOB [7, 8];

2) co3laHWE HEOAHTHUI'CHA IyTEM CBS3bIBAaHHS COOCTBEHHOTO O€lKa C XMMHYECKHUM
COCJIMHEHUEM, YTO OBLIO OMMCAHO KaK Il (PUTOMPENapaToB U OMOJIOTUYCCKH aKTUBHBIX JJ00aBOK
[9, 10], Tak u ans nekapcTBeHHBIX Mpemnaparos [11];

3) MostekyssIpHas MUMHKpHsS, KOTOpas Pa3BHBACTCS KaK IMEPEKPECTHAs PEaKTHBHOCTh
MEXJIy BUPYCHBIM M COOCTBEHHBIM O€JIKOM I10 aHAJOTUH, ONUCaHHOHU ais nmanuentoB ¢ HCV u
SARS-CoV-2-undeknueii [12];

4) MOmyssius SKCIOPECCHH T'€HOB, OCYIIECTBISIEMas MOJICKYJaMH, 3aIlyCKaroIuMH
AyTOUMMMYHHYIO PEAKIIMIO 32 CYCT CO3JaHUS MPOBOCTIAIUTEIIBHON MHKPOCPE/IbI, UICaTbHOU ISt
npe3eHTalK ayTOAHTUTEHOB [12].

KpynHoe mBenckoe ucciieoBanue, uzydaiiee cemeitasie cmydan AWUI, mokaszano, uto
PUCK €ro pa3BUTHS Yy CYNPYroB IMPEBBIIIACT PUCK Yy JETeH, W MPOJEMOHCTPUPOBAIIO
npeo0Iasaronyio poib (HakTOpOB OKpPY’KAIOUIeH Cpeibl B Pa3BUTHUU JAHHOTO 3a00JICBaHUS TI0
CPaBHEHHIO C HACJIEICTBEHHON MpeapacnoiokeHHocTrio [13].

T'opmonst u non. AUT" 3HaunTeNnbHO Yaiie 00eI0T *KeHIIUHBL. [10 TaHHBIM MeTaaHaTH30B,
OHH COCTABIISIOT 0K0JI0 75% manueHToB ¢ 3TuM 3aboneBanuem [14, 15]. [Ipeobiananue )KeHIIUH
OOBSCHSIOT PACIOIOKEHUEM HEKOTOPBIX I'€HOB, YUACTBYIOIIUX B Pa3BUTHH UMMYHOJIOTHYICCKON
TOJIGPAHTHOCTH, Ha X-XpoMocoMme. BBISIBIEHO MOAYJIHpYIOIee BIUSHUE X-XPOMOCOMBI Ha
BPOXKJICHHBIC U aJalTUBHbIC MMMYHHBIC TIyTH, YYaCTBYIOIIME B ayTOMMMYHHBIX Tporeccax [16,
17, 18].

YCTaHOBIIEHO, YTO 3CTPOTCHBI Yepe3 crenu(uuecKne perenTopbl, KOTOPhIe UMEIOTCS
MPAKTUYECKH BO BCEX KJIETKaX (B TOM YHCIIe B 3BEHBSX BPOXKICHHOW M aIaiTUBHOM MMMYHHOMN
CUCTEMBI), KOHTPOJIUPYIOT UMMYHHBI OTBET, MOTYT MPHUBOJIUTH K Pa3BUTUIO a0EppPaHTHOTO
UMMYHHOTO OTBETa, CHIDKaTh CIIOCOOHOCTh ayTOPEAKTHBHBIX B-KIETOK TOJIBeprarbes
OTPHUIATSIIEHOMY HMMYHHOMY OTOOpY, U3MEHATh WX aKTUBHOCTH M CIIOCOOCTBOBATh PAa3BUTHIO
UMMyHHOTO oTBeTa 10 Th-2-Tumy. BBICOKHME ypOBHH JCTPOTEHOB MOTYT OKa3bIBaTh
WHTHOUpYIOIee JEHCTBUE HA pa3iMdHble KOMIOHEHTHI MMMYHHOTO OTBETa, B TO BpPEMS Kak

HU3KKHEe — ctumysmpyromiee [16, 17, 19, 20].
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AWI" — mnonureHHoe 3a0o0JieBaHKWE, OCHOBHBIE JIOKYCHI ompeneieHHbIX amiene HLA,
HECYIINE PUCK, IPUCYTCTBYIOT puMepHo y 50% namnuentos ¢ AWUI, HO oTaenbHO, camu 110 cebe,
OHU HE OOBSCHSIOT HAOII0aeMble pHUCKH 3a0osieBanus [21].

B Hacrosmee Bpems mnosBiseTcd Bce Oousiblle JaHHBIX 00 JMHUIeHETHYeCKHX
MeXaHHM3MaX, KOTopble BoBJieueHb! B natorene3 AUIT. DnureHernyeckue MeXaHU3Mbl HAIIPSIMYIO
BIMSIOT Ha OKCIPECCHI0 T€HOB BMECT€ C HMX (QYHKIMAMH, HE BIMAS TNPH 1TOM Ha
MOCJIEI0BATEIbHOCTh  HYKJICOTHIOB. OTH HM3MEHEHHs OOpaTUMbl, CHEHU(PUYHBI IS
OIpE/IeIEHHBIX TUIIOB KJIETOK M 3aBUCAT OT BO3pPacTa, 1ojia U (aKkTOPOB OKPYXKAIOLIEH cpeibl.
HccnenoBanust snureHeTn4eckux MexaHu3moB AN moka HEMHOTOUYMCIIEHHbBI, B OCHOBHOM OHU
cBA3aHbl ¢ u3ydeHueM poiu Mukpo-PHK, a taxxke metwnmposanma [IHK B marorenese
3aboneBanus [22]. IlokazaHo, yro mpu AUWI perynsTopHbie TeHbl B OOJBIIMHCTBE CIIy4acB
TUIIOMETUIIMPOBAHBI, TPAHCKPUIILIMOHHAS aKTUBHOCTH IOBBILIEHA, a LUPKYJIUPYIOIIUE MHKpO-

PHK BMeIIMBAIOTCS B 9KCIIPECCHIO T€HOB Ha MOCTTPAHCKPHITIIHOHHOM ypoBHE [23, 24].

DaKTOpPHI OKPYKAIOIIEH Cpebl B OOIBITMHCTBE CIyYaeB TPYIHO WACHTU(DHUIIMPOBATE U HE
BCErZla MOJKHO HalpsMyl0 cBsi3aTh ¢ ATHomnaroreHezom AWI. JlomuHupyromas rumnoresa
naroreHesa mnpenmnoiuaraetr, yto AW pa3BuBaercss y T€éHETHMUYECKH HPEIpPaCHOIO0KEHHBIX JIHIL
10CJI€ BO3JICMCTBUS OJTHOT'O MJIM HECKOJBKUX (PAKTOPOB OKpY’Karoliel cpeibl, YTO MPUBOAUT K
nomepe aymomonepanmuocmu. Jlanee ayTOMMMYyHHBIE MEXaHU3MBI COXPAHSIOTCA H
MOJIEP’KUBAIOTCS 3 CYET OTPEICICHHBIX IPOIIECCOB:

1) T-xemmepuoro otBera 1-ro Tuma (Thl), HpOSBISAIOINIEr0 HIUTOTOKCHYHOCTH MPH
pacrio3HaBaHUU KomIuiekca anTureH-MHC;

2) T-xenmepHoro otBeta 2-ro Tumna (Th2), cBsi3aHHOTO ¢ OMOCPEIOBAHHOW AHTHTEIAMH
KJIETOYHOM IIUTOTOKCHYHOCTHIO M aKTUBAIEeH KOMILIEMEHTA;

3) T-xenmepuoro oteera (Thl7), mpomyumpyromero npoBOCHATUTEIbHBIE TUTOKUHEI
(uuTepnetikun (MJI) 17, NJI-22, dpakTop Hekposa omyxoiu-anbha (PHO-a));

4) nuchyunkipn T-perynsropubix kietok (Tregs) [22].

Tregs B TmepByl ouepenb pETYJIUPYIOT WMMYHHBIE pEaKIuH H O00EeCIeYHBaIOT
TOJIEPAHTHOCTh K COOCTBEHHBIM KOMIIOHEHTaM. DT KJIETKH B MOCIEIHNE JECATUIETUS aKTUBHO
uccieoBaluch y manueHtoB ¢ AUI, HO MX KOJIMYECTBO M (PYHKUMOHAIbHAs aKTMBHOCTb
ocTaroTcs cropHbIMH. Jloaroe BpeMsi cuntanock, uto npu AUID Tregs ¢pyHKIMOHAIBHO U (WIIH)
KOJIMYECTBEHHO HapyIIeHsl [25, 26, 27]. JIpyrue ucciae1oBaHus OKa3ain, 4To Tregs y manueHToB
¢ AUT momHOCThIO (QYHKIMOHAIBHBI H UX KOJMYECTBO He cHikaercs [28, 29]. ¥V mauueHToB ¢

AUI" (o cpaBHEHUIO €O 3J0POBBIMHM JIMLAMU WIH NAUEHTAMH C APYTMMH XPOHUYECKUMHU
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3aboseBanusamu neucHu (X3I1)) B meaoM KonndecTBo Tregs CHIKEHO B IepU(epUIecKOil KpOBH,
HO TOBBIIIEHO B TKaHu reueHu [30].

[IpoTuBOpEUMBBIE PE3yNbTATHl MOTYT OBITH CBSI3aHBI C HEOAHOPOJHOCTHIO TMAIMEHTOB,
UCIIOJIb30BAHUEM Pa3HBIX MAPKEPOB U PA3JIMYHUSIMHU B METOJIOJIOTUSIX, TPUMEHSEMBIX B PA3IMYHBIX
UCCIICIOBAHMSIX.

B uTore Bce 3TH CI0XKHBIE MEXaHU3MbI A0€pPaHTHOTO UMMYHHOT'O OTBETa C TMCOaTaHCOM
MEXY TPOBOCHAINTENLHBIMA 1 UMMYHOCYIIPECCUBHBIMH KJIETKaMH, 0COOCHHO Mexay Tregs u
Th17-kneTkamu, OPUBOIST K BOCHAJICHUIO, Pa3pyLIICHUIO TEMAaTOUTOB, aKTHBALMHU 3BE3I4aThIX
KJIETOK U B KOHEUHOM cyeTe K hubporenesy ¢ passuruem L1 u ero nekommencaruu [31].

Mukpobuom Kuwieunuka — euie oJHO 3HaYMMoe 3BeHO B maroreHeze AWI. M3BectHo,
YTO MATOJIOTMYECKHE U3MEHEHUSI MUKPOOHOMa KUIICYHUKA UTPAIOT OJHY U3 KIFOUEBBIX POJICH B
pPa3BUTHH AYyTOMMMYHHBIX M ayTOBOCHAJIUTEIBHBIX PEAKIMA WUMMYHHOOIIOCPEIOBAHHBIX
3abosieBanuii, Brmouas AW [32, 33]. as AW xapakTepHbl pa3jiudHbIe HapPYIICHUSI
MUKpOOHMOMa C YBEIMYEHHEM OTHOCUTEJIBHOIO KOJIMYECTBa a’poOHBIX U (WIM) aHa’pOOHBIX
MHUKPOOPIaHU3MOB, TMOBBIIICHHON MPOHHUIIAEMOCTHIO KHMIIICUHHUKA U TPAHCIOKAIIUCH KUIICYHBIX
MUKPOOHBIX MPOAYKTOB B KPOBOOOpAIIEHUE, MOJICKYJISIPHAsT MHUMHUKPHUS MEXKIY MHUKPOOHBIMH
AHTUTCHAMHU M OCJIKaMU XO3sIMHAa MOXKET BbI3BAaTh ayTOArPECCHBHYIO PEAKIUI0 Y T€HETUYCCKH
npeapacnoiokenusix Jrogei [34, 35, 36, 37]. HapyiienHoe B3aUMOICHCTBHE MEXKITY
MHKPOOMOMOM UM MMMYHHOH CHCTEMOW CIM3HCTONH OOOJOYKH MOXKET OBITh OJHHUM U3 Ba)KHBIX
¢dakTopoB B maroreHeze AU, HO TOUHBIC MOJIEKYJIIPHBIE MEXaHU3MblI TPEOYIOT JalbHEUIIETO
U3y4YCHUSI.

I'enemuueckue acnekmot u ¢pakmoper pucka. AW sBIsieTcs TMOJUTEHHBIM
3a00JIeBaHNEM, IPY KOTOPOM OTIpE/ICTICHHBIE IOIMMOP(HBIE TeHBI SBISIFOTCS HECTIEITH(PHUECKUMH
UMMYHOPETYJIATOPAMH M JIETCPMHUHAHTAMH BOCIHPUUMYHMBOCTH K 3a00JieBaHUIO W (HIIH) €ro
TsokectH [38].

WccnenoBanusi accoruanvii TeHOB-KAaHIUIATOB W KPYIMHOMACIITAOHBIE HCCIICIOBAHUS
MOJHOTEHOMHBIX accorranuii (genome-wide association studies, GWAS) yka3anu Ha CHIbHYIO
TeHETHYECKYIO MPEIPACION0OKEHHOCTh K JaHHOMY 3a00JI€BaHUI0. DTa MPEAPACIOIOKEHHOCTh K
AW y B3pOCTBIX CBsI3aHA C HATMYUEM OIPEICIICHHBIX ajlIejIel YeJI0BEYECKOr0 JICHKOIIMTAPHOTO
antureda (human leukocyte antigen, HLA), koaupyembIX BBICOKOMOJUMOP(HBIMH T€HAMH,
CBSI3aHHBIMH C TJIABHBIM KOMILIEKCOM rucrocoBMectumoctr (major histocompatibility complex,
MHC), na kopoTkom meue 6-it xpomocoms kiacca | (A*01, B*08) u knacca Il (DRB1*03, —04,

—07 nnm —13) B 3aBUCMOCTH OT reorpaguueckux PernoOHOB U ATHUYECKOW MpHHAIIeKHOCTH [39,

40].
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Cpemu amnencii pucka HLA-DRB1x03:01 u HLA-DRB1%04:01 (nBa mambojee 4acto
OIMCHIBAEMBIX) COCTABJISAIOT MOJABIIAIONICE OONBIIMHCTBO acconuarnmii Mmexay HLA u AUL B
EBpOIEHCKUX M aMePUKAHCKUX nonyisiuusix [41, 42, 43, 44].

[Tomumo BnusiHUA Ha BocnpunMuuBocTh K AL, 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
noTpeOHOoCcTh B TpaHcmuiantanuu nedeHu (TII), Torma kak y mamuenToB ¢ ramorunom HLA-
DRB1%04:01 3aboneBanne HaYMHACTCS MO3/HEE, MPE0OIANAIOT KEHIIMHBI, IPOSBIISETCS MEHEE
TsDKENoe TeueHue, xopouuii orBeT Ha UCT [45, 46, 47].

3a mpenenamu ri1aBHOro Komiuiekca HLA OBLIO BBISIBICHO 3HAYUTEIIBHOS KOJIUYECTBO
OJHOHYKJIeOTUAHBIX TonuMmopdusmo (Single nucleotide polymorphism, SNP) 3a npenenamu
[JIABHOTO KOMILJIEKCA, KOTOpPbIe MOTYT OBITh CBSA3aHBl C Pa3HOOOpPA3HBIMH KIMHUYECKUMHU
nposisinenusvmu AUT [48].

Pacnipenenenue u yacrora ayneneit HLA otnuyaroTcst B pa3HbIX STHUYECKHUX TPYIAx U
reorpauecKkux pernoHax. Hepemko pesysnbTaThl WCCIEAOBAHHHA B PA3IMYHBIX ITHUYECKHUX
rpynnax MOpOTUBOPEYMBBI W HE BCeria IMOATBEPKAAIOTCS IMPU TOBTOPHBIX H3YYCHMSIX, a
reHerndeckue acnekTsl AU TpeOyroT nanpHeimero mzydeHus. TeM He MeHee KIIaCCHYECKHM
HLA u ero aimmenn DRB1*03:01 u DRB1*04:01 siBistroTcst yCTaHOBICHHBIMHE TSI OOJTBIIMHCTBA
nonyJssinui amensmu pucka AUL [49].

B P® =He mnpoBeneHo MMpOKOMAcIITAOHBIX HCCIEIOBAaHMW M TeHeTHYecKas
BOCIIPUMMYMBOCTh ManueHToB ¢ AUI k ompenenenHsiM amtensM HLA xopomo He u3ydeHa,
UMEIOTCSI JIMIIb JAHHBIE 110 OTJCIbHBIM perrnonam [50, 51].

Takum oOpazom, marorene3 AUI' mpencrasnser co0oil CIOXKHBIM U MHOTO(aKTOPHBII
npolecc, KOTOPbIM MNpoJoKaeT u3yyarbes. ['eHeTHueckas mpeapacnonoxeHHocTs Kk AUI
cBsi3aHa B ocHOBHOM ¢ ayutensiMu HLA DR3 u DR4, a Takxke ¢ HeckoiabkuMu He-HLA-smuTomamu.
K pa3zsuturo AUI" npuyacTHbl Takue pakTopbl OKPY>KaroIIEl cpeibl, Kak BUPYCHI, IEKAPCTBEHHBIE
npenapaTthl, KCEHOOMOTHKH TPU aKTHBHOM YYaCTHU SIUTCHETHYECKUX MeXaHW3MOB. OIHUM U3
KJIIOYEBBIX NOJOXeHu! B marodusuonaorun AUD sBisiercss HapyleHHas PeryJssius UMMYHHOM
CHCTEMBl M yBEJIMYEHHE MaTOr€HHBIX UMMYHHBIX KJIETOK C HEKOHTPOJHUPYEMBIM BOCHAJICHHEM

MapCHXWMBI IICYCHU.

1.2.2 Hepexkpectusie cuHapomsl AHNI ¢ xoJecraTHyecKMMH 3200J1€BAHUAMM

(BapuanTHblie Gpopmbl AU

AW, nepBuunblii Owimapueiii xonanrut (I1IbX) u mepBUYHBINA CKIEPO3UPYIOIUI

xosanrut (IICX) paccMaTpuBarOTCs Kak caMOCTOSTENbHbIC 3a00aeBanus neueHu [52]. Ho B psiae
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Clly4aeB y TMAalMEHTOB OJHOBPEMEHHO HAOMIOJAIOTCA KJIMHHYECKHe, OHOXMMHUYECKUE,
ceposiornueckue u rucronorundeckue npuzHaku AU u [IBX wim [ICX [52, 53]. Otu 3a00neBanus
MOTYT JICOFOTHPOBATh OJTHOBPEMEHHO MJIM MTOCJICIOBATEIbHO B pa3HoM mopsijike [54, 55, 56].

Ilarorenes passurus BapuantHbIx (GopMm AMNI (nmepekpecTHhIXx cuHApoMoB AMI ¢
XOJIECTATHUECKUMH 3a00JIeBaHUSIMU TI€UYEHH) HE J0 KOHIa MoHsATeH. Ha cerogHsmHuili aeHb
CYILIECTBYET HECKOJIbKO TPEJCTaBICHUNH O Takux (opMax: codeTaHue JBYX 3a0ojieBaHUM
OJIHOBPEMEHHO; HAaJIMYHe OJHOTO0 OCHOBHOIO 3a00JieBaHUS C JAMArHOCTUYECKUMHU IpPU3HAKAMU
JPyTOro; OTAEIbHBIE, OTIINYHBIE OT PaHee U3BECTHBIX (POPM ayTOMMMYHHBIX 3a00JIeBaHU IIEUCHH
(AM3IT) u nepexoiHbIC BAPHAHTHI B IBOJIIOIMH K KJIaCCHYEeCKOMY 3aboneBanuto [57, 58].

Jannble o0 3a0oneBaeMoctu U pactpoctpanennoctu coyetanus AU ¢ IICX u AUT ¢ [1BX
pasHATCS, YTO OOBACHSIETCS OTCYTCTBHEM EIUHBIX KpUTEpPHUEB JUarHocTUku. CoriacHo
auTeparypHeiM uctouHukaMm, 10 20% namumentoB ¢ AUIT UMEIOT MpU3HAKK XOJECTAaTHUECKUX
3aboneBanuii, u3 KoTopsix [16X — 7—13% maruentos, [ICX — 6-11% [53, 59, 60].

[Tpu [IBX mpusnaku AU onpenensitorcs B 8—10% cnyuaes, npu [ICX — B 1,4-17% y
B3pOCbIX 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
KOoppekiuu Teparuu [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. Mexaynapoanoii rpynmnoii o usydenuto AU (International Autoimmune
Hepatitis Group, IAIHG, 2011) 6but0 TpeAIOKEHO OMHcaTeIbHOS 0003HAUCHHE BApPHAHTHBIX
dopMm no 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
ATUNMAYHBIMA KIMHAYECKUMH TPU3HAaKaMH B paMKaxX BAapUAHTHBIX CHHAPOMOB, a HE O
COIMyTCTBYIOIUX 00j1e3HsX [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
(bOpMyITMPOBKH JUAarHO3a I MPAKTUKYIOIINX Bpauei, a Takke BeIOOp Tepanuu [52].
JlnarHoctrka nepeKpeCcTHbIX CUHAPOMOB U BEACHUE ITOM CIIOKHON KaTErOpHUH MMAllMEHTOB
OCTalOTCS KIMHUYECKOH MpoOIeMOid, MOCKOJIbKY BO MHOTUX OTHOILIEHUSX MATOT€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 noKHBI TPUMEHSATh HHAUBUAYAJIbHBIN MOAXO0/ K IMarHOCTHKE U HA3HAYEHUIO

TepaIuy Mog00HBIM HaruenTam [66, 67].

1.2.3 UMMyHOOIIOCpPEI0BAHHBIE 32001eBaHNA, acconnupoBanubpie ¢c AUT

AUWID' wepenko coyeTaeTcss € JAPYTMMH HMMYHOOIIOCPEIOBAHHBIMU 3a00JI€BAaHUSAMH,
OpeXae BCero  ayTOMMMYHHBIMH, HO  TaKkKe aJUIEPITMYECKUMH W TOJIMTCHHBIMU
ayTOBOCHAIUTENbHBIMU, YTO IpeJnojaraeT OOLIHOCTh HMX maToreHeza. Tak, MO JaHHBIM
KOTOPTHBIX HCCIIEIOBaHUM, ayTOMMMYyHHBbIE 3a0oJjieBaHMs AuarHocTupoBaiuchk y 14-44%
narrentoB ¢ AUT [68, 69, 70, 71]. YUactoTa BBISBICHHS ayTOMMMYHHBIX 3a00JI€BaHHI 3HAYUMO
He pasnuyanack y 60abHBIX AUIT 1-ro u 2-ro Thna. OgHaKo UMENNUCh HEKOTOPhIE paziudus B
CHEeKTpax COMYTCTBYIOLIEH maTtonoruu: cpeau mauueHToB ¢ AU 1-ro Tuma yarie BBISBISIICS
ayTouMMyHHbIH TupeonuT (10-18%), mpu AUI 2-ro Tuna Obla MOBBIINIEHA YaCTOTa CAXapHOTO
nuabera 1-ro TMma M ayTOMMMYHHBIX KOXKHBIX 3a00jeBaHMM (BUTHJIMIO, KpalnWBHMIIA,
JICWKOIMTOKIACTUYECKHIA BACKYJIUT, ouaropas anornerms) [71, 72].

Baxno, uro npu AUNI' komopOuIHBIE MMMYHOOIOCPEIOBAaHHBIE 3a00JEBaHUS MOTYT
3aTparuBaTh MPAaKTHYECKH JTIOOBIC OpraHbl U cucTeMbl (Tabu. 1).

Ta6muma 1. CiekTp UMMYHOOTIOCPEIOBAaHHBIX KOMOPOHIHBIX 3a00JIEBAHHUHH, BBISBISIEMBIX Y

nmamuesTos ¢ AUL*

KomopOuanoe 3aboneBanue PacnpoctpaneHHOCTh
Cucrema opraHos Hozonornueckas ¢popma CpeaH MallMCHTOB C
AUT, %
Oprasnsl abIxaHus OuOpO3UPYIOUIN aTbBEOJIUT <1
Capkonnos <1
bponxuanpHas actma 1-4
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Cucrema KpoBH NmmyHHast TPOMOOITUTONICHHS <1
AyTOMMMYHHasi TeMOJIMTHYECKAs] <1
aHeMus
[lepHunmosxas anemus 1
AnTH(OCHOTUIHUIHBINA CUHAPOM 1

LenTpanbHas u PaccesinHblil cCK1epO3 <1

nepudepuueckas HepBHasg | MHO)XeCTBeHHast MOHOHe#ponatus | <1

cucreMa

Xenessl BHyTpeHHEN AyTOUMMYHHBIN TUPEOUIUT 8-23

CEKpelUH Caxapnblii uadet 1-ro Tuma 1-10
[IepuuHnas ameHopes 4
[Tonurnan gy IapHbIA <1
ayTOMMMYHHBIH CUHIIPOM

CkeneTHO-MblIlIIeuHast PeBmaTouaHbIi apTpUT 24

cuctema / coequuurensHas | Cunapom Illerpena 1-7

TKaHb CucreMHas KpacHasi BOJJ4YaHKa 1-2,6
CucremHas ckieponepmus <1
JlepMaToMHUO3UT/TIOIMMUO3ZUT <1
CwMmernragaoe 3a00eBanne 1-25
COEJIMHUTEJIBHONM TKaHU U
MIEPEKPECTHBIN (0BEpamn) CUHAPOM
PeBmaTHueckas moJMMHuaNTus <1
KpuornoOynuHeMudeckui <1
BaCKyJIUT

MoueBslienuTENbHAS I'momepynonedppur 1

cucreMa

KenynouHo-KUIIEUHBII BocnanurensHble 3a001eBaHNS 2-8

TPaKT KHINEYHUKA (JaIe — sS3BEHHBIH
KOJIUT)

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

Koxa [Tcopuas 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 anoneuus <1
KosxHb1l1 BacKyuT <1
Opransl 3peHus YBeur <1

* [1o manHbIM HCTOYHMKOB [68, 69, 70, 71, 73, 74, 75].

Takum oOpa3oM, pacnpoCTpaHEHHOCTh KOMOPOMJIHBIX HMMYHOOIOCPEIOBAHHBIX
3aboseBaHuil y 60abpHbIX AWI cyliecTBEHHO MpEBbIIIAeT TaKOBYIO B nonyssiiuu. Kinaccuueckue
ayTOMMMYHHBIE 3a00JIeBaHHsI 3aKOHOMEPHO 4Yallle BcTpedarTcs y skeHuwmH [73]. [Ipu stom ux
CIIEKTP BO MHOIOM OIPENENSETCS BO3PACTOM MAUMEHTOB: cpeau mnamueHtoB AWIT crapmmx
BO3PAaCTHBIX TIpPYIII Yalle BBIABIAIOTCS AyTOMMMYHHBIM THPEOMJAWT W PEBMATHYECKUE
3aboneBaHusl, y 00Jiee MOJIO/IBIX MAI[MEHTOB — BOCMANUTENbHbIC 3a001eBanus kuineunrka (B3K)
¥ ayTOoUMMYHHbIe 1iuTonenun [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
TeparneBTUIecKoi TakTuku [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
KOMOPOHTHBIX MMMYHOOITOCPEIOBAaHHBIX 3a0osieBaHui y marueHToB AUIT B couetanum ¢ ux
HEpeAKO CTEepPTHhIM, JIATEHTHBIM TEUEHHEM JUKTYeT HEOOXOJUMOCTh BBICOKOTO YPOBHS

JHAarHOCTUYECKOM HAaCTOPOKCHHOCTHU B XOAC Kypalluu JIaHHOM KaTeropmuu OOJIbHBIX.

1.3 DnuaemMuosoruss 3a00JeBAHUS WM COCTOAHMS (rpyinbl 3a00J€BAHUM WM

COCTOSTHM )

19



AUI" BcTpedaercss BO BCeM MUpPE, UMes Pa3iNyHble KIMHUYECKUE (PEHOTUIIBI U UCXO/BbI,
pasnuuust B 3a00JI€BA€MOCTH M PACHpPOCTPAHEHHOCTH, CBSI3aHHBIE C BO3PAcTOM, IIOJIOM,
ATHUYECKOU MPHHAIICKHOCTBIO U reorpaduyeckum nonoxenuem [1, 1, 76, 77].

3aboneBaemocts AUI" Bappupyet ot 0,67 1o 2,0 cmydas na 100 000 nacenenus B roj, a
pacnpoctpaneHHOCTh — OT 4,0 mo 42,9 cmydas ma 100 000 naceneHuss B 3aBUCHUMOCTH OT
reorpaguyeckoro 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 pa3a COOTBETCTBEHHO IO cpaBHEHHIO ¢ nokazarensmu 10 2000 r. [15]. CymectByer
HECKOJIPKO TOTCHIUAIBHBIX MPUYMH TAKOTO YBETUYEHUS. DTO MOXKET OBITh CBSI3aHO C POCTOM
yucia IPYruX ayTOMMMYHHBIX 3a0osieBaHuif, a y MHorux mnamueHToB ¢ AWI mabmiomarorcs
pa3jnyHble BHENEYECHOYHbIE AayTOMMMYHHBIE NpOSBICHHUS. BaXXHYI0 pOlb UIpaeT BIHSIHHE
(akTOpOB MEHSIOIICHCS OKpY’Karolel cpeabl (KCEHOOMOTHKH, JIEKApCTBEHHBIC Ipernaparhl,
IPOAYKTHI TUTaHU U J1p.). Kpome Toro, coBpeMeHHbIe BO3MOKHOCTH TUAarHOCTUKH, pacIIipeHne
ee JOCTYNHOCTH, TIOBBIIICHHE OCBEJOMJIEHHOCTH Bpayel ¥ MAIMEHTOB, TOBHIIICHUE
BBDKMBAaEMOCTH JTOH TIpymnmbl HanMeHToB Ha ¢oHe anaexkBaTHO mnposoaumoil MCT moryt
OKa3bIBaTh BIIMSHUE HA YBEIMYCHUE U 3a00€BaeMOCTH, U pactipocTpanennoctu AUT [3, 15, 78].

JloCTOBEpHBIX CTaTUCTHUECKUX HaHHBIX O pacnpoctpaHeHHoctu AUWIT B Poccuiickoii
Oenepanuu B HacTosAMi MoMeHT HeT. [Ipennonaraercs, uto B Poccuiickoit denepanun 5000—
30 000 marmentor ¢ AUT [79].

AWI Bo3HuKaer B m000M Bo3pacte. [lepBoHauaibHO CUUTABIIUICS OOJIE3HBIO MOJIOABIX
xenmH, AWID BcTpedaercss Kak y MalleHBKUX JETeH, Tak M MOXKWIbIX Jroaer (oxomo 30%
cnyyaeB — mareHTsl crapiie 60 set) [3, 80, 81, 82].

HenaBuue nsnunemuonoruyeckue wuccienoBanus AW mokaszanw, 4TO COOTHOLIEHHE
MY>KYUH W JKCHITUH COCTaBIISET MpUOIM3HTeabHO OoT 1:4 1o 1:6, uro ornuvaercs ot Oolee
pPaHHUX JAHHBIX, COTJIACHO KOTOPHIM COOTHOIICHWE MYXUYHH H IKCHIIMH COCTaBJIIIO
npubsmmsutensio ot 1:9 mo 1:10. Takum o6pasom, ecaun panee AWUI  crpamamu
NPEUMYIIECTBEHHO JKCHIIUHBI, TO TIOCIETHHE JECATUJIETUS OH OTHOCHTEIbHO YacTo
JMarHoctupyercs y Mmykuns [14, 83].

3aboneBaemMocTh renaronesutoNsapabiM pakoMm (ILP) mpu AUI Huxke, 4eMm mpu apyrux
X3I1, Ho BbIIIE, yeM B 001mel nomyssiuuu [84, 85]. [To pe3ynbraTaM cucTeMaTndeckoro 003opa
auTeparypsl, onyosinkoBaHHo# ¢ 1989 mo 2016 1. (11 KU, 8460 naunentos ¢ 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
KW na ypoBae 5,1-6,2%, a y nanmmentoB ¢ AU u L{IT — 0,2—12,3%. Jons I'LIP y nanueHToB ¢
AUD 6e3 LII onenuBanacey B 1,03% [86]. B kpymHoMm ucciaemoBanuu, BKItouaromem 1428
nanuenTtoB ¢ AUIT (22 nentpa B EBpone u Kanane B mepuon ¢ 1980 mo 2020 r. ¢ meauanoi
Habmoaenus 11,1 roxa), 610 Mokazano, uro 3ad6oneBaemocts '[P y marmenTos ¢ AUI octaercs
HU3KO# faxe nmocie passutus L1, a oxxupenue (orHorrenue mancos (OIL) 2,94), IIT (O 3,17)
u [ICX/AUI (OL 5,18) Ha ©CXOAHOM ypOBHE CTAIH HE3aBUCUMBIMHU (PAKTOPAMU PHCKA Pa3BUTHUS

I'IIP [87]. K dakropam pucka Bo3uukHOBeHus: I'L[P mpu AWI" Takyke OTHOCAT MOXKHIIONW BO3pPAcT

U MY>KCKO# 1ot [85].

1.4 Oco0eHHOCTH KOANPOBAHNSA 32001€BAHNS WJIH COCTOAHNS (rpyInbI 3200 1eBAHUIA

WM COCTOSIHMIT) o MEeKIVHAPOIHOW CTATHCTHYECKOH KJaccudbukanuu 0oJiesHell M

npo0.JieM, CBA3AHHbBIX CO 3/I0POBLEM

K75.4 — AyToMMMYyHHBIH renaTur.

Cornacao pekomenganusm |AIHG (cm. pasmen 1.2.2), npu mepeKpecTHbIX CHHIPOMAX
AUT ¢ xonmectaTHuecKUMHU 3a00JIEBAaHUSMU JIMAarHO3 YCTaHABIUBACTCS IO BEIYyIIEMY MPOLECCY.
B ciydasix moMHHUpPOBaHHS XOJIECTATHUECKUX 3a00I€BAHNH MCTIOB3YIOTCS KOIBI:

K 74.3 — TlepBuuHbIil OMIHAapHBINA TUPPO3.

K 83.0 — IlepBuuHBIi CKIEPO3UPYIOIINIT XOIAHTHUT.

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

1.5 Kiaaccnpukamusa 3a001eBaHUA WJIM COCTOSHHUS (rpynnbl 3200J1€BAHMIT  MJIH

COCTOSIHM )

Tpamuumonno «knaccudukanus AWMI 1o TUmaM OCHOBBIBAETCS Ha  BBISBICHUU

ayroaHTuTen. KiuHMYeckas 3HAYMMOCTh OJTON KIACCHU(UKALMKU Yy B3POCIHBIX MAI[MEHTOB
COMHUTEIIbHA, U 000CHOBaHHOCTS jeneHus AV Ha TUIIBI ocTaeTcs MpeaMeToM Tuckyceuit [1, 1,
88].

Cuurtaerca, uyrto tun AWI wumeer 3HaueHWe TpU BEAECHUU JeTel (TIOMOraeT B
MPOTHO3UPOBAHUH PE3YJILTATOB JIEYCHHSI), HO MAIOMH(GOPMATUBEH JJIsi B3POCIBIX MAIIMEHTOB,
MOCKOJIBKY Y TIOCJIeTHUX HaOmonaeTcs cxoanoe teuenue AT paznmumunbix Tumos [1, 89, 90].

TpaaguuMOHHO BBIIEIISIOT:

1) AU’ 1-ro tuma (okomo 90% Bcex caydaeB) — XapakTEPU3YETCS HATUIHUEM

anTuHykieapabix (AHA) u (nnn) anturnaakomeineddsix (AIMA) antuTten;,
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2) AUT 2-ro Tuna — XapaKTepu3yeTcs HATHIUEM aHTUTEIT K K MUKPOCOMaM IeUeHH/TI0YeK
1-ro tuna (antu-LKM-1) B 100% cnydaeB, a Tak:ke aHTUTEN K [IUTO30JIbHOMY aHTUTEHY |-ro Tumna
(antu-LC-1) u anT-LKM-3;

3) AUTI" 3-ro Thma — XapakTepU3yeTcs HAJIMYHEM aHTHUTEJIa K paCTBOPUMOMY aHTUTEHY
neueHu / TeYCHOYHO-ITaHKPeaTHIecKoMy aHTureHy (antu-SLA/LP) mpu OTCYTCTBHH JpPYTHX
ayTOAHTUTEI.

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

AUTI" 2-ro Tuma BcTpedaeTcst peke, 0OBIYHO NeOrTHpyeT B Bo3dpacte 1o 14 ner. Yacro
ACCOLIMMPOBAH C ayTOMMMYHHBIM THPEOHAWUTOM, CaxapHbIM auadeToM 1-ro THma, BUTHIIUIO,
HepocTaTouHocThiO IgA. ¥V nereit xapakTepusyercss Oojiee OCTPhIM HAdajloM, MEHbIEH
spdextuBHOCTRI0O WCT, pernmanBaMu mocie NpPEeKpamieHHus JICYCHUS W HEOOXOAMMOCTBIO B
OOJBIIMHCTBE CIIy4aeB B JUIMTEIbHOM mojjepkuBatomied tepanuu. KimHuyeckue oTinuuus
Mexay atuMu Tuiamu AWUTT y B3pocibix comuuTesbHbI [1, 89].

Breigenenne AWIT 3-ro Tuna sBhsieTcsl CHOPHBIM. BOJNBIIMHCTBO TEMaTONIOTHMYECKUX
accoluanuii OTHOCAT ero K BapuanTy tedenust AUL 1-ro tuma, apyrue Beiaenstor AUIL 3-ro tuma,
otMeuas ero cxoxectb ¢ AT 1-ro Tuma, HO OoJee TshKenoe Teuenue 3abonesanwus. [1, 1, 88].

AUl, kak w JApyrue XpOHUYECKHE TeNaTUThl, KilaccuuuUpyeTrcs IO CTagusM |
aKTHBHOCTH Ha OCHOBaHUHU Mopdonoruueckoro uccienoanus ouontato [91]. Onpenensirorest
CTeNeHb W CTajaus rematuta (cM. Takxke pasnen 2.5 «Mopdonoruueckass nguarnoctuka AU,
npuioxenue I'4 u I'S):

AKTUBHOCTb IenaTuTa:

— nerkas (Al);

— yMmepeHHas (A2);

— BbIpakeHHas (A3).

Cranus renarura:

— orcyrctBue pudposa (FO);

— nierkuii pudpo3 (F1);

— yMmepenHsIid puodpos (F2);

— TspKensid puopo3 (F3);

— 1uppos (F4) [91].
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Mopdosoruueckas u 1abopaTopHast aKTHBHOCTh MOKeT He coBmanath [1, 80]. [Tosromy
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
nuarHoctuka AUD»).

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
o Yaiineg — I1bi0) B cootBeTcTBHM ¢ KP «DHOpO3 U tiuppo3 neucHm» [92].

AKTUBHOCTP M CTaJusl TenaTHTa XapaKTepU3yIOT €ro TEYEHHE B ONPEICIICHHBIH
BPEMEHHON IIPOMEXYTOK, OHU MEHSIOTCS, B TOM YHCIIE PETPECCUPYIOT MO BIUSHUEM JI€UEHUS
[93]. TloaToMy mpH yKa3aHWHM B JHArHO3€ CTaJMHM M aKTUBHOCTH CIIEAYeT OTMETHTH 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
nexommnencanuu [94]. ITpu X311 B niesiom xectrocth neuenn 10—15 kI1a, onpenenenHas MeToaomM
TpaH3ueHTHoH 3nmactomerpun (T3), npeanonaraer KITX3II, a 6onee 15 kIla B BbIcOKOI cTeneHn
ykasbiBaeT Ha Hanmune KITX3IT [95]. [ToporoBeie 3Ha4ueHMst )KeCTKOCTH 1edeHu pu TO s AU
paspabatbiBaroTCs (CM. pasjen 2 «J{narHocTukay).

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

nponecca (IIBX ¢ npusnakamu AUT, IICX (IICX MeIkuX NPOTOKOB) ¢ MPU3HAKAMH
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AHUTI', AUI' ¢ nmpusnakamu [IBX, AUI' ¢ npusnakamu [ICX) aias onTuMuU3auuu

BBIOOPAa TAKTUKH JiedeHus [52].

YpoBenb  yOenutenbHocTH  pekoMengamuii C  (YypoBeHb  /10CTOBEPHOCTH
J0Ka3aTeJbCTB D).

[Togpo6HO mumarHocTuka BapuaHTHBIX (opm AW3Il (mepekpecTHbIE CHHIPOMBI)

paccmaTtpuBaercs B pazuene 2.6.3.

1.6 Kinnnuueckas KAPTHHA 3200J1€eBaHNs MJIM COCTOSIHUS (TPYIIbI 3200/J1eBAHUIA NN

COCTOSTHM )

1.6.1 Kinuanyeckas kapruua AU

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,
6eccumnToMHbIi [96].

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
KOTOpBIMU HamboJiee yacTo odpamatorcs nanuentol ¢ AUDT, 3adukcupoBansl odmue (cnadocTp,
YTOMJISIEMOCTD, COHJIMBOCTH ), TICUEHOUHBIE (3KEATYIITHOCTH KOYKHBIX TOKPOBOB | (HJIN) CITM3UCTBIX
U (WIM) CKJIep, KOXKHBIN 3y, TUCKOM(OPT U TKECTh B MPABOM IMoaApedephe), BHETIEUCHOUHBIE
MpOsIBJIEHUS (TOIIHOTA, U3X0ra, abJIOMUHAIbHbIE OOJM Pa3IMYHOMN JIOKAJIW3alluY, MOBBIINICHNE
TEeMITEpaTyphl TeJIa, 00U B CyCTaBaX, HOCOBBIE KPOBOTEUCHHUSI, ChIITb PA3IMYHOT0 Xapakrepa) [97].

Bueneuenounsie mnposisnenus AWIT nHabmogatotes y 20-50% nammentoB ¢ AUI.
Haub6onee yacteimu siBisiroTcst aptpanrun (10-60% GonbHBIX), IpU TOM apTpUTHI peaku. bomee
penKue CUCTEMHbIE POSIBICHUS 3a00JIeBaHUSI — KOXKHAsl MAKYJIOTAITyJIe3Hasl ChINb U IUXOpaJIKa.
MoskeT HaOIIOAaThCSI aMEHOPEsl. DTH CUMITTOMBI OBICTpO TipoxoasT npu nposeneann CT u He

TpeOyIOT caMocTosATeNbHOTO JeucHus [1, 98].
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Psn nmammentoB (okomo 30-40%) MOryT MMeETh CIOXKHYIO KIMHHYECKYHO KapTHHY,
00yCJIOBIICHHYIO TIPOSIBICHUSIMH COIYTCTBYIOILIEH ayTOMMMYHHON NMATONIOTUH (CYyXOCTh BO PTYy H
OLIYIIICHHUE «IIECKa B IJ1a3ax», AMapes ¢ MaTOJIOTMYECKUMHU MPUMECIMHU UIIH 0e3 HUX, KOMIUIEKC
CUMITOMOB 3200JI€BaHUS IIUTOBUAHOM JKeJIe3bl, apTPUTHI, ICIUTMEHTUPOBAHHBIE ITSITHA HA KOXKE
u 11p.).

Moxer HaOM0IaThCs CHUMIITOMOKOMILJIEKC OCTPOTO TemaTHTa: ciaadocTh, JHXOpaJKa,
xentyxa. Takoll BapwaHT TeueHHs Oojiee XapaKTEepeH Ui KEHIIMH MOJIOJOTO M CPETHETro
Bo3pacTa [99].

3HauuTeNnbHO OoJiee peakue ciaydau (ynbMUHAHTHOTO TeueHus AUI compoBoxkgaroTcs
OBICTPO HapacTarolIeH KeNTyX0H, pa3BuTreM nopranbHoi runeprensun (I117) 1 Bo3HUKHOBEHHEM
OTE€YHO-ACIIUTHYECKOTO  CHHAPOMA, IIEUYCHOYHOHW  HEJIOCTAaTOYHOCTHIO C  Pa3BUTHEM
reMOppParu4eckoro CHHApoMa. DTOT BapUaHT TeueHHUs 3a00JieBaHUS HEPEIKO MPHUBOIUT K
Pa3BUTHUIO MOJHUOPTaHHOW HEIOCTATOYHOCTH, CHHIPOMA CUCTEMHON BOCHATUTEIbHON peakluu 1
aeranpHOMY ucxoay. Haunbonee uacto OTAUI Betpeuaercs y nereii [100].

Knunnueckue nposisinenust nekomneHcanuu LII npu AWIT aHaaoruyHbl TakOBBIM IIPH

WHOHW 3THOJIOTHH.

1.6.2 Kiuuaudeckasg KapTHHA @OPH  OepekpecTHbIXx cuHapomax AU wu

X0JIECTATHYECKHX 3a00J1eBAHUI ITeYEeHHU

ITpu coueranHom Teuenun AWNIT u IIBX, AUl u IICX/TICX Menkux MpOTOKOB
3a0o0JeBaHMe UIUTENBHO MpoTekaeT OeccumnToMHo. B uccnenoBanusax no 50% mnamueHToB C
NEPEKPECTHBIMA CUHAPOMAMHM HA MOMEHT IIOCTAHOBKM [UAarHo3a HE HMEIM CHUMITOMOB, a
NepBBIMH MTPU3HAKAMK OBLTH M3MEHEHUs 1abopaTtopHbix Mapkepos [101, 102].

[Ipy mnosiBNEHUM KIMHUYECKUE CHMIITOMBI OTJIMYAlOTCS BapuadelbHOCTbIO. PaHHME
NpU3HAKU 3a00JIeBaHUS HECTEeUU(UYHBI: YTOMISEMOCTh, 00Imas ciaadocTh, TOIIHOTA, OONU B
npaBoM nojpedepbe U ap. [54]. TlosBieHHEe CHMIITOMOB TPH MPOTPECCUPOBAHUM 3a00JICBaHUS
o0ycnoBieHo pasButueM ocnokueruit (LI, crpuktyp mporokos, I'I[P, XxomaHrHOLEUTIOISPHOTO
paka, paka ToJcToi Kumku u ap.) [103].

Bo3HuKHOBEHME KOXKHOro 3yAa y mnauueHToB ¢ AMI, koTOpbIi ABIISETCA YacTbIM
npuzHakoMm [IBX u IICX, mOMKHO CIyXUTh MOKa3aHUEM JUIsl TPOBEJAEHUS HUCCIEIOBAHUM,
HAINpaBJICHHBIX HA UCKITIOYCHUE XOIEeCTaTHUECKHUX 3a0oneBanuii meuenu [103].

Yacto mpu BapMaHTHBIX (QopMax BEAYHIMMH SBJISIOTCS CHMIITOMBI aCCOIMHUPOBAHHBIX
3aboneBanuii. Tak, [ICX/AUI" B GonbinHCTBE ciiyyaeB couetaercs ¢ B3K, rae B kimHuueckoit
KapTHUHE Tpeo0IafaoT NpU3HaKy 3a00JIeBaHNS KUILICUHNKA, TAKHE KaK KpoBaBas auapes, 601 B

’KHBOTE, MTOBBIILICHHE TeMITepaTypbl Tena u T. 1. [54]. [Tauuentos ¢ [IBX/AUT moryT 6ecnokonTh
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CYXOCTb TJIa3 M CIM3UCTBIX 000JIOYEK, TaK KaK 3a00JIeBAHUE HEPEIKO COYETACTCS C CHHIPOMOM
Hlerpena [104].
[pu pusukanbHOM 00CIICIOBAHNY Y TIAIUCHTOB C OCJIIOKHEHUSIMH U Ha TIO3JHUX CTaJIUsIX

3a00JIeBaHUs BBIABIISAIOT JKEIITYXY, FeaTOMEraliiio, CIiieHoMeranuo u npusHaku LIT [54].

1.6.3 Octpblii Tskeabliit AU

O6pryHO0 AUT mIpoTeKaeT Kak XpOHUYECKOe Mporpeccupyroiiee 3adoneBanve. B 1984 r.
OBLT BIiepBEIe onucaH ciy4daid octporo tspkenoro AU (OTAUNT). C tex mop B muTeparype ObLIo
3apEerUCTPUPOBAHO HECKOJBKO KIMHUYECKUX CIIyyaeB, BaXKHBIX Ui MOHMMaHUS OCOOEHHOCTEH
kinHudeckor kaptuubl [105, 106]. Ycranosneno, uto OTAUI cBsizaH C BBICOKMM PHCKOM
pa3BUTHUS OCTPOM Me4eHOYHO HepoctaTounoctH [107, 108].

AJ. Czaja B 2013 r. u A.D. Yeoman c coast. B 2014 r. onucamu OTAUI kak octpoe
COCTOSIHUE, pa3BHBaroleecs B Mpenenax 26 Hed. OT HEepPBbIX KIMHUYECKMX CUMITOMOB [0
MOMEHTA FOCIUTAIM3ALUH C XapaKTEPHbIMU ITOKa3aTeJAMU: kKenTyxa 1 noseimienne MHO > 1,5
IPY OTCYTCTBUU TUCTONIOrHYeckuX npu3HakoB LI [109, 110]. BaxHo OTMETHUTb, YTO Y HAIIUCHTOB
¢ octpeiM TsokenbiM AWIT o4yeHp YacTo oOTMEYaeTcsl HE THUIWYHAS Ui 3a00JeBaHHA
CHUMIITOMATHKa, BKJIOYAloOIas HopMayibHble YpoBHH I0G M OTCYTCTBHE CEpOJOTHUECKUX
mapkepoB (Takux kak AHA, LKM-1, ATMA) [107, 110, 111, 112, 113, 114, 115].

Ha ocHOBaHMM KITMHMYECKUX TAHHBIX BBIICISIOT 1Be hopmbl OTAUI [106, 111]. [Tepryto
dbopMy MOXHO TIPEACTaBUTh KaK UCTUHHBIM ocTphiii AU 6€3 XpOHMUeCKHX TMCTOIOTHYECKUX
u3MeHeHui (octpast ¢opma), a BTOPOH BapMaHT MOKET OBITh MpPEJCTABIEH B BHJIE OCTPOIrO
oboctpenus xponnueckoro AUI (dpopma octporo oboctpenus) [111, 112, 116, 117, 118, 119,
120]. OTnenbHBIC aBTOPHI BBLACISIOT TSIKEIBIH, HETSDKENBIA U (QylbMHUHAHTHBIA ocTpbiit AUT
[107].

['ncTonornueckoe Mccie0BaHNE MEYEHN UMEET pellaolee 3HaYeHue Uil TMarHOCTUKU
u BeIOOpa TakTHKH JeueHus. [Ipu OTAUI cymecTByeT paa OTIMYUTENbHBIX 0ocoOeHHOCTe!. Tak,
[EHTPOJIOOYISIPHBIA HEKPO3 ¢ HHPUIbTpAIMEH TIa3MaTHIECKUX KIETOK MOYKET UMETh OOJIbIliee
JUArHOCTHYECKOE 3HAuY€HHWE IO CpaBHEHHIO ¢ Oosiee TpaguIMOHHbIMM mpu3zHakamu AUD
(mepunopranibHblid  rematut) [111, 119, 120]. OpnHako Takoe BaXKHOE 3HAYCHUE
LEHTPOJIOOYJISIPHOTO HEKpo3a ocHapuBaeTcs HeKoTopbiMu crnenuanucramu [107]. Yacrora
BBISIBIICHHSI TTPH THCTOJIOTMYECKOM HCCIICIOBAHUN IIEHTPOIIOOYIISIPHOTO HEKPO3a y MAIlMEeHTOB C
OTAMI BapbupyeT B pa3auuHbIX uccreaoBanusx ot 21,8 mo 100% [108, 111, 112, 120, 121, 122,
123].

1.6.4 Beccumnromublii AUT
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beccumnromusiii  AUIT  Berpewaercs 'y  25-34% manmweHTOB, UYTO  ONpEACIseT
HE00X0IMMOCTh 00CIIEIOBaHUS AJIsl €r0 UCKIIIOUEHHS Y BCEX MAIMEHTOB C BIIEPBbIC BHISIBJICHHBIMU
OTKJIOHCHUSIMH B J1a0OpaTOpHBIX TecTax (MOBBIIEHHE TpaHcamuuas, 1gG) [124, 125, 126].
B nanpueiimem y 26—70% B Teuenne 2—-120 mec. (B cpeaHem 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 BbilIe BepxHeil rpanuisl Hopmbl (BI'H) mo cpaBuenuro ¢ 23,0 BI'H npu cumntomMHOM
teueHun) [127]. TIpu rECTOIIOTHYECKOM HCCIICAOBAHUHN y TaKUX MAIlMEHTOB OOHAPYKHUBAOTCS
tunuuyable st AW mpusHaku: yMEpeHHbI W TsDKenbld  HMHTepQEiCHBI remaTur,
HePUIIOPTAIIBHBIN (HUOPO3 U MOCTOBUAHBIN (rbOpo3 [124, 127].

[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 mpH kiaccruyeckoM Bapuante AUI Ha GoHe neyeHus BbDKHBaeMOCTh gocturaeT 98% [128].
[Toatomy Heobxomumocth MCT paccMmarpuBaeTrcst y BCeX MAaIlMEHTOB C OECCHMIITOMHBIM

Bapuantom AUI (cMm. paznen 3.2).

2. IMarHoCTUKA 3200J1eBaHUS WIN COCTOSIHUS (TPyNIbI 3200/ 1eBAHN WJIH
COCTOSIHUII), METUIMHCKHE MTOKA3AHUA U IPOTHUBONOKA3AHMUS K IPUMEHEHUI0

METOA0B JHATHOCTHKH
Juarnoz AUI' cTtaBUTCS Ha OCHOBAaHMM COBOKYIHOCTH KIMHUYECKUX, OMOJOTHYECKHX,
MMMYHOJIOTMYECKMX M THUCTOJOTMYECKUX JaHHBIX II0CJIE€ HWCKIIOUEHHUS JpYruxX M[pPUYMH
3aboneBanus [129].

e PexoMenayercss manMeHTaM ¢ IpeanosiaraeMbiM WM yCTaHOBJeHHbIM AUNUI
OCYyHIECTBUTHL  NpHeM  (OCMOTP, KOHCYJbTALHMI0) BPavya-racTpo3HTEPoora
NepBUYHBII [2].

YpoBenb  yOenutenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: Ilpy HEIOCTYIHOCTH  KOHCYJbTallMd  Bpada-raCTPOIHTEPOIIOra
narmentam ¢ AUIT mMoxer OBITh TpPOBENEH OCMOTP BPadyOM-TEpAreBTOM MM BpayoM oOIIen

IIPAaKTUKU WIA BPA4OM-PEBMATOJIOTOM.
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2.1 ’Kaa00bl 1 aHAMHE3

COop xanob 1 anaMHe3a JT0JDKEeH ObITh HAlpaBJieH Ha BBISIBIICHHE BEPOSITHBIX TPUTTEPHBIX
¢dakTOopoB  (ICHMXOIMOLMOHAIBHBIN CTpecc, HEOIAroNpHUITHBIE SKOJIOTUYECKUE YCIOBHA,
JIEKapCTBEHHbI aHaMHe3, CBEAECHUS O IIEPEHECEHHBIX WJIM XPOHUYECKUX HHQEKIMIX,
IFMHEKOJIOrnyeckuii aHamue3). Heo6XouMo BBIIBUTb MOMEHT IOSIBICHHS NEPBBIX NPU3HAKOB
3a005IeBaHNs,  NPOSABIAIOLMXCA B  KIMHUYECKOW  KapTMHE U (WIM)  HU3MEHEHHUH
rernaTocnenuprIHbIX J1adOpaTOPHBIX AaHHBIX. TpeOyercss MCKIIOUYUTh BO3MOXKHYIO POJIb MHBIX
9THOJIOTMYECKHX (DAKTOPOB, TAKMX KAaK BUPYChl I'€NAaTUTOB, W30BITOUHBIA INPHEM AaJIKOTOJI,
BBISIBUTH TPU3HAKU METa0OJMYECKOro CHHApOMa, Ooje3Hed HakoruieHus u T. 1. Cueayer
YTOYHUTH KOMOPOUAHBIN cTaTyc (YCTAaHOBJICHHBIC paHee Apyrue ayTOMMMYHHBIE 3a00JIeBaHUS U
3a00JI€eBaHUs, KOTOPbIE MOTYT IMOBJIMATH Ha COCTOSIHUE NEYEHU U JICUEHUE), a TaKXKe BBIIBUTH

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

2.2 du3ukajJnbHoe 00Cae10BaAHNEe

OcmoTtp, nanbnanus, nepkyccus y nanueHtoB ¢ AWIT mpoBonsdrcs mo craHAapTHOMY
IPOTOKOITY.

ITpu ocMOTpe BHEUIHME MPOSBIEHUS MOTYT IMOJHOCTBIO OTCYTCTBOBATh. B psne ciayuyaes
MOKHO ONPENENINTh KYIIMHIOWJAHBIA THUII JIMLA, aKHE, CTPUH, THPCYTH3M, IPU3HAKU
reMOppParuyeckoro CHHApoMa (NMETEXWUH, SKXUMO3bl, I'€MAaTOMBbI), KEJITYIIHOCTb M CYXOCTb
KOXKHBIX TOKpoBOB. Crenyer Takke oOpamjaTb BHUMaHHE Ha TNPU3HAKKM AyTOMMMYHHBIX
3a0oneBaHui, acconuupoBaHHbIX ¢ AMI: sk30¢TanbM, yBelMYeHHE Pa3MEpPOB LIMTOBUIAHOM
xKene3bl (MPU3HAKU ayTOMMMYHHOT'O THPEOUNTA), 30Hbl IENUTMEHTAUN (BUTHIIUIO), CETYaTOe
JUBENO, LMAHO3 U Tpo(dUUYECKHE W3MEHEHHS KOHUMKOB MajblEeB PYK (MPU3HAKK CHHApPOMA
Pelino), mpu3HaKy KOXKHOTO BaCKyJIMTa, U3MEHEHUs! (OPMBbI U MOJIBUKHOCTHU CycTaBoB U 1ip. [1pu
HaJbIalMi BO3MOXHO BBISBJICHHE YBEIMUYEHHBIX JIMM(pATHUECKUX Y3JI0B, U BO3MOXKHO, HO He
00s13aTeNIbHO OOHApY>KEHHE MPU3HAKOB I'elaTOMEraIiy pa3IMyHON CTENeH! BeIpaxkeHHOCTH. [1pu
dbopmupoBannn (GuOpPO3a KOHCHCTCHIMS TIEYCHH OyIET MEHSATHCS B CTOPOHY YIUIOTHEHUS C
norepeil snmactuuHoctd, a npu Il mansmatopHo OyneT omnpenensTbCsl OCTPbIH, HHOI/AA
OyrpucTbiii (3a cueT (OpMHpPOBaHMS KPYNHBIX Y3J0B) Kpail medeHu. MoxeT HaOI0IaThCs
yBenuuenue cenezeHkd. Ha cragum LI BO3MOXXHO BBISBIEHHME «COCYAMCTBIX 3BE3IOUYEK»,
CIUICHOMETaJINH, aCllUTa, OTEKOB, CAPKONIEHUH.

BrisiBnenune mnpusHakoB neudeHouHoi sHuedanonatun (I19) Baxkno mpu OTAUL u
nexomneHcupoBanHoM [III. Crenens IID ompepensercss 1o BBIPAKEHHOCTH KOTHUTHBHBIX
HapyLIeHUH, U3MEHEHMIO CO3HAHMs, HAJIWYMIO aCTEPUKCHCA M XapaKTepy HEBPOJIOIMUECKUX

cuMnToMoB. MunumaibHas [1D BeIsBIIsIETCS C IIOMOIIIBIO HGﬁpOHCHXOHOI‘H‘-IGCKHX TCCTOB, TOrga
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KaK TpH sSBHOW (opMe OTMEUaroTCs Je30pUEHTAIus, CTyrmop uiu koma. OIleHKa CTeneHu
BoIpaxkeHHOCTH 10 y mauuentoB ¢ OTAUI u LI ocHOBBIBaeTCS Ha KIIMHUKO-HEBPOJIOTUYECKUX
KPUTEPUSX: JJISl BBIABICHUS CKPBITOM [1D MCHONB3YIOTCS MICHXOMETPUIECKUE TECThI (TaKUe Kak
TECT CBSI3U YHCEJ, TECT «IU(ppa — CHUMBOJI», ICUXOMETPHUUYECKAS IIKaJIa OIIEHKH BBIPAXKECHHOCTH
I13 u gp.), a mpu I1D 2-it craauu u 6osee — kputepuu mkaasl West Haven [130, 131, 132, 133,
134].

2.3 JlabopaTopHbIe JHATHOCTHYECKHE HCCIeI0BAHUA

2.3.1 OcHOBHBIEC J1a00PATOPHbIE UCCICTOBAHNS

e Pexomenayercs nposeaenue 001ero (KJIMHHYECKOr0) aHAJM3a KPOBH NMALMEHTAM C
npeanoJaraeMbIM WM ycTaHoBJdeHHbIM AUI 111 olleHKH TsKecTH 3a00JieBaHus,
BbISIBJICHHS] NMOTEHUHMAJbHBIX MPOTHBOMOKA3AHUI M OrPAaHUYEHMH K JIeYeHHIO, a
TaK:Ke BbIOOpa Tepamuu [1, 1, 135, 136, 137, 138].

YpoBens  yOenutenbHocTH  pekoMenganuii C  (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: B pabGote, BxmouaBmieid 112 nanuentos ¢ AU, ypoBHu remorino6una,
anb0yMuHa, JUMQOIMTOB M TPOMOOIMTOB ObUIM 3HAYUTENBHO CHU)KEHBI MO CPABHEHHUIO CO
3nopoBbiMu Juiiamu [138]. Yarie Bcero oTKIIOHEHHUS B 001IEM aHaIN3¢ KPOBH y marueHToB ¢ AUT
Habmonarorcs npu OTAUT wium Ha cranuu LIT: anemus, neiikonenus, pomoonuTonenus [139,
140]. Moxert HabmoaaThest s03uno(ums [141].

[Tokazarenu HSpUTPOLMTOB M TPOMOOLUTOB HCIOJB3YIOTCS B PACUETHOM MOJeNH,
OIpeIeSIOIIeH TshKeNoe Bocnaienue B neveHu [135], a ypoBeHb reMorioOuHa, TuMQonuToB 1
TPOMOOIIUTOB — TIPU MPOTHO3MPOBAHUU YMEPEHHOTo/TIporpeccupytomiero ¢pudposa [138].

Kpome Toro, BeisBieHue nuroneHuu BaxHo npu BbiOope WCT, mockonbky siBIsieTCs

OrpaHUYEHHUEM [T Ha3HAUEHUS a3aTuonpuHa™* (cM. pasmen 3).

e Pexomenayercsi mamMeHTaM C MpeanoJiaraeMbiM WM yYCTaHOBJeHHbIM AWI
NnpoBe/leHHe  OMOXMMHYECKOro  o0lieTepaneBTHYeCcKOr0  aHaIuW3a  KPOBH,
BKJIOYAIOLIEro ciaeaywiue mnokasareau: akTuBHocTh AJIT, ACT, mesounoi
¢ocharazpr (I{P), ramma-rayramuiarpancpepassl (I'TT), ypoBens o0miero
OnmpyouHa u ero gppaxnuii, oduero 0enka, aJIbO0yMHUHA, III0K03bl, KPEATHHUHA,
HATPHS, KAJIHs1, AaMWJIa3bl C HeJIbI0 1nddepeHInaTbHON INATHOCTHKY, ONIpeleIeHUus
TSZKECTH 3200/1eBaHUsA, a TAK/Ke OIeHKN (PYHKIMU nmeyeHu u moyvek [1, 80, 142, 143,

144, 145, 146, 147].
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YpoBeHb  y0enuTeIbHOCTH  pekoMeHaauuid B (ypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB 2).

Kommenmapuu: Kax npasuio, nosbimienne aktuBHoctd AJIT n ACT accouunpoBaHo C
rucrosorudeckoii aktuBHOoCcThI0 AWIT [144]. Hopmamuzamus AJIT paccmarpuBaercsi Kak
nokazarejib OHOXMMHYECKOTO OTBETa Ha JiedeHnue (cM. pasaen 3.2) [148].

B 10 xe Bpemsa npu AUI" moxer HaOn0AaThCsl CIIOHTaHHAsI HOpMAJIM3alksl TpaHCAaMHUHA3
[P COXPAHEHUHU T'MCTOJIOTHYECKON aKTUBHOCTH HEKPOBOCIIAIECHUS, KOT/Ia YPOBEHDb MOBBIIICHHS
TpaHCAMHHA3 HE MO3BOJISET CyAUTh 0 Mopdoioruueckoii aktuBHoctu [149, 150]. [TokazaHo, 4To
MPUMEpPHO Yy MOJIOBUHBI manueHToB ¢ AUI' u HopManbHBIM ypoBHeM cheiBopoTouHoil AJIT u
ramma-rio0yJMHOB COXPaHSAETCs MOCTOSIHHASI THCTOJIOTUYECKasi aKTUBHOCTh, KOTOpasi CBsI3aHa C
0oJiee HU3KUMH TIOKA3aTeIsIMU perpeccuu GruOpo3a U CHIKEHHEM JIOJITOCPOYHON BEDKUBAEMOCTH
[144, 151].

AxTtuBHOCTh moka3zareneil xosecraza (III® u I'TT) oOblYHO HE H3MEHEHA, MOXKET
HaOmoaarecs HeOopinoe nosbimeHue ypoBHs ['T'T [152, 153]. Ilpu stom nosbimienue ['TT
paccmaTpuBaeTcsi Kak MPEJUKTOpP TSDKEIOro BOCHAJIEHUS M MOXKET HCIOJIb30BaThCS  JUIS
IPOTrHO3UPOBaHKs OTBeTa Ha jteuenue [135, 152, 153].

[ToBbimienne  axktuBHoctu I[P  Tpebyer wuckimouenus couetanus AU ¢
XOJIECTaTHUeCKUMU 3a0onieBanusamMu (cM. paszaen 2.6.3) [52]. [oseimienue ypoBHs OuiupyOHHA
yKa3blBaeT Ha HaJM4M€ MEYEHOYHO-KJIETOYHON HEIOCTAaTOYHOCTH M MOXKET HaOJI0aThCs MpH
BBICOKOU aKTHBHOCTH 3a0oseBanus (kentyinHas ¢popma) [154], a Takke B TepPMHHAIBHOM CTaIUH
3a00J1eBaHNs IPU PA3BUTUHU MEYEHOYHOM HEOCTATOUHOCTH.

VYV nanumentoB ¢ AUI' 6e3 mcxogHoro caxapHoro auabera yKe Ha paHHMX CTaIusIX
3a00JIeBaHMsI MOXKET HaOJI01aThCs OBBIIICHNE YPOBHS TIIFOK0O3bI [145].

ChIBOPOTOYHBIN adbOyMHH — MPOTHOCTUYECKUN MapKep M KIH0YeBOH Moka3aTelb Kak
CHHTETHYECKOH (PYHKIIMM NEUeHH, TaK 1 HefocTaTouHocTH utanus [138]. B pamkax neyenouHo#M
HEJOCTATOYHOCTH  OTMEYAeTCs HW30JIMPOBAaHHOE CHIDKEHHWE YPOBHS  anbOyMuHa Tpu
COXpPAHSIIOMIEMCS HOPMAaJbHOM JIMOO HE3HAYUTENbHO CHMKEHHOM YpOBHE oOmiero Oenka.
CHuKeHue ypoBHS KpeaTMHHUHA OTPakaeT Ne(UIMT MBIIIEYHON TKaHU (CapKOIIEHHIO) U SABIISETCS
HEOJaronpusTHBIM  TPOTHOCTHYECKUM  MapkepoM. [loBbllIeHME KpeaTWHUWHA OTpaXKaer
HapyuieHne GyHKIUH [TOYEK, OLIEHKa KOTOPOM MPOBOAUTCS C pacueTOM IoKa3aTelsl KiITyOouKoBOH
bunpTpanuu [155].

['mnoHaTprueMus y ManyeHToB ¢ 3a00JIeBaHUSMH II€YEHU aCCOLMHPOBAHA C MOBBIIICHUEM
CMEPTHOCTH U CHIDKEHHEM KadecTBa JKHM3HM, OOBIYHO HAONIOJaeTcs Yy MaIMEeHTOB C

nexomieHcupoBanHbiM LII1 u neyeHouHoi HemoctaTouHocThio [146, 156]. TIpu AUI onucans
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JOTIOJTHUTEIIbHBIC TPUYMHBI PA3BUTHS MJIEKTPOJIMTHBIX HAPYLICHH, CBSI3aHHBIEC C Ay TOUMMYHHBIM
nopaxxeHueM HajanodeyHukoB [157]. HapymieHus ypoBHS Kayusi OOBIYHO BO3HHKAIOT IIPH
nexomieHcupoBanHoM II1, a Takke BO3MOKHBI Ha (oHe JeueHus riokokoptrkongamu (I'K)
[147, 158, 159].

Psin Bbleyka3aHHBIX J1a0OPAaTOPHBIX IMOKa3aTesled MCIOIb3YIOTCS AN ONpeAeIeHUs

nporuoctuueckoro kiacca L{I1 mo Yainsg — I1sto u pacuere MELD (cMm. npunoxenue '3 u I'8)
[160].

e Pexomenayercs mnanmeHTamM ¢ mpeanoJiaraeMbiM WM yCTaHOBJeHHbIM AUWUI
HCCJIeIOBAHNE OCHOBHBIX IOKa3aTesell KOAryJorpaMMbl. MeKIyHApPOJIHOIO
HopMman30BaHHOTro oTHomenuss (MHQO) u (u1u) npoTpoMOMHOBOr0 BpeMeHHU Jisl
OIIEHKH TSKeCTH 3a0oJieBanus U pyHkuun nevenu [160, 161, 162].

YpoBenb  yOenutenbHocTH  pekomenganuii C  (ypoBeHb  /10CTOBEPHOCTH
J0KA3aTeJIbCTB 4).

Kommenmapuu: 1lpyu pa3BUTUM NEYEHOYHON HEAOCTATOYHOCTH OTMEYAECTCS CHHXKCHUE
CHUHTE3a BCEX IUIA3MEHHBIX (aKTOPOB KOATyJslWU. [Ipy HCIONB30BAaHUM CTAHIIAPTHBIX TECTOB
BBISIBJISIIOT TPHU3HAKW runokoarynsiuu: mnoseimieHne MHO, cHikeHue mHTpoTpoOMOMHOBOTO
WHJICKCa, TIOBBIIIEHHE MPOTPOMOMHOBOTO BpeMeHU. [TokazaTenu HCTionb3yroTCs A7Is OMpeieNieHus

nporuoctudeckoro kiacca L{I1 mo Yainsg — IIsto u pacuere MELD (cm. npunoxenne '3 u I'S)
[160].

e He pexomenayercs nanuenTam ¢ npeanonaraeMbiM AU B pyTHHHOI KJIMHHYECKOM
NPaKTHKe NMPOBOJANTH reHeTHYecKoe TeCTUPOBaHHe, onpejeJsonee
npeapacnogoxkeHHocts k AMUI, B cBA3M ¢ HeAOCTATOYHON AMATHOCTHYECKOM
IEeHHOCTHIO IaHHOTO HccienoBanus [48, 163, 164, 165, 166].

YpoBens  yOenutenbHocTH  pekoMenganmuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB D).

Kommenmapuu: T'enetnueckuii ananu3 BbeIssBHII Heckonbko HLA- u He-HLA-reHoB
BocnipuuMunBoctTd K AWI, HO TpeOyroTcss MaciuTaOHblE MOJHOTEHOMHBIE HCCIEA0BaHNUSA,
BKJTIOYAIOIIUE Pa3IMYHbIE STHUUYECKUE TPYIIIBI, YTOOBI MOATBEPIUTh UX 3HaueHue [48]. Kak yxe
oTMeuanoch Bblille, B Poccuiickoil denepanun 1aHHbIE O PACIPOCTPAHEHUU T€HOB PUCKA U MX

B3auMOCBs3U ¢ AUI" nosgydeHsl JUIb 171 OTAEIbHBIX PETHOHOB.

e He pexomenayerca npu AUI' ucnosb3oBath Ja00paTOPHbIE NMATEHTOBAHHBbIE M

HEeMATeHTOBAHHbIE TECTHI IJIsl HEMHBA3UBHOM THarHocTuku ¢puodposa [129, 167, 168].
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YpoBeHb  y0eaMTeNbHOCTHM  peKkoMeHAauMdH A  (YpPOBeHb /IOCTOBEPHOCTH
J10KA3aTeJIbCTB 1).

Kommenmapuu: HewHBa3uBHBIC Ia0OpaTOpHBIE TECTHI I AUArHOCTUKH (pubposa
HOCJICIHUE TOJAbl IIMPOKO MPUMEHSIOTCS MpU MHOTMX 3abosjeBanusx medenu [168]. Ho
OOJILITMHCTBO M3 HUX He BaaupoBanuck npu AUI, a uanekcel APRI u FIB-4 nmokazanu HU3KY1O
JIMarHOCTUYECKYO IIeHHOCTh [167, 169, 170]. OcTaroTcs HesICHBIMH UX BO3MOKHOCTH U IICHHOCTb
B OTIPEJICIICHUU TIPOTPECCUPOBAHUS WM 00paTHOTO pa3BuUTHUs (UOpPO3a MEYCHH, TPOTHO3a, PUCKA
I'LIP u oreHKe pe3yabTaToB jeueHus [1].

B 1O e Bpems HemocTaTOyHas JOCTYHMHOCTh 3JACTOMETPUU OIpelesseT NOTPeOHOCTh B
MCIIOJIb30BAHUU MPOCTHIX U JOCTYITHBIX CKPUHUHTOBBIX TECTOB OLICHKH (hrOpO3a B MOBCEAHEBHOU
KIIMHUYECKOW MpaKkTUKe. BeposTHO, MpU HAIWMYWUU OTPAaHUYCHHBIX PECYpCOB HAMOOJIEe IPOCTHIM
U yAOOHBIM TECTOM I MCKJIIOYEHHUS MO3JHUX cTaaui 3abosneBanus spisercs FIB-4. Ho npu
MHTEPIIPETALIMU €T0 PE3yJIbTAaTOB CIIEIyeT YUYUThIBATh, uTO 3 deKkTuBHOCTh FIB-4 B BhIsIBICHUU

BeIpaXeHHOTO (rbpo3a u LI npu AUT Huska [170].

e Pexomennyercst npu BoisiBeHun y nauuenta ¢ AUI cragum LII onpeneasite 00bem
JAONMOJIHUTEIBbHBIX JIA00PATOPHBIX M HMHCTPYMEHTAJIbHBIX 00C/JIeJOBAHMH B
coorBercTBHH ¢ KP «®udpo3 n uuppo3 nedeHm» Ajs CBOEBPEMEHHOI0 BbISBJICHHA
ocio:xknenmii [160].

YpoBenb  yOegurteabHocTH  pexomenaamuii C  (YpoBeHb  /I0CTOBepPHOCTH

JI0KA3aTeJbCTB 5).

2.3.2 JlaGopaTopHbIe HccaenoBanus 1 nupdepennnaanuoi nuarnoctukn AU u

BLISIBJEHUA KOMOPOMAHLIX 32001¢BaHU I

e PexoMenayercss BceM MalMeHTaM C NMPeEAINOJIAraeMbIM WM ycTaHOBJIeHHbIM AUT ¢
HeJabl0 au@p@epeHuHANTbHON AUATHOCTUKH M ONTHMM3alUU JICYCHUS NPOBECTH
CKPHMHHMHIOBBIC CEpPOJIOTHYECKHEe MCCIeJ0BAHUS /ISl HCKJIIYEeHUs] BHPYCHBIX
renaTUTOB: ONpe/leieHNe MOBEPXHOCTHOr0 aHTHIeHa Bupyca rematuta B (HBSAQ)
Bupyca renatuta B (BI'B) B kpoBu, cymmapHbIX aHTuUTen KjaaccoB M u G k
sinepHoMy antureny (anti-HBc cymmapnsbie), Bupyca renatura C (BI'C) B xpoBu;
cyMMapHbIX aHTHTe K BUpYycy renatura C (Hepatitis C virus) B kposu (anti-HCV
IgG u anti-HCV IgM), a npu o0Hapyxenun unpexuuum BI'B pomosnutenbno
onpeaeJuTh CyMMapHble aHTUTeaa K BUpYycy renatuta D (antu-HDV IgG u IgM) B

kposu [1, 171,172,173, 174, 175, 176, 177, 178, 179].
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YpoBenb  yOeauTeqbHOCTHM  pexkoMeHgauuii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB 2).

Kommenmapuu: BupycHslii renatut moxxeT umutuposatb AUI'. [Toatomy TectupoBanue
Ha BUPYCHBIE TEMAaTUTHI SBISETCS O0sA3aTeIbHbIM KOMIOHEHTOM nuarHoctuku AUID, a ux
ucKiIoueHne Bxoaut B kpurepun AWID [1, 174, 175, 180, 181] (cm. pasmen 2.6.1). Cuemyer
YUYHUTBIBATh, YTO TPU BUPYCHBIX TE€MATUTAX MOTYT BBIABIISITHCS AyTOAHTUTENA, XapaKTEPHbIE JIJIsi
AW, a rucromoruveckas KapTuHa MOXeT ObITh cxoaHoi [182, 183, 184, 185, 186].

[Tpu sTom AUI" MO)keT codeTaTbCsi C BUPYCHBIM I€IIaTUTOM, YTO HE SIBISIETCS PEAKOCTHIO
B CTpaHax C BBICOKUM ypoBHeM uHpuimpoBanus BI'B umn BI'C, ocobeHHO cpeny MOXKUIOTO
HacelJieHus. JTo 3aTpyaHseT quarHoctuky AW, mockosnbKy Hajlmyue XpOHUYECKOTO BUPYCHOIO
renaruta — HeratuBHbIN kputepuit AUI™ B 1narHocTH4eCKUX CUCTEMAX.

[TaruenTsl ¢ yxe umeromumes AU moryT 3a6oneTs BUpycHOM nH(pEKIuel, 1 Hao0opoT,
AUI" MoxeT pa3BUTHCS Yy NalleHTa Ha (JOHE BUPYCHOTO TeMaTUTa CIIOHTAHHO WM MO/ BIUSHHEM
nedyenus: uateppeponamu [1, 174, 177].

Xots xpoHnueckuil BupycHelii renatut 1 AUI™ MoryT cocymiecTBoBath, B 0AaBISAIOLIEM
OOJIBIIMHCTBE CIyYyaeB Ha ONpPEAECTICHHOM BPEMEHHOM JTare KIMHUYECKH 3HAaYlMa TOJIbKO O/HA
stuonorus [1, 171, 172, 173, 174, 175, 176, 177, 178, 187].

Kpome Toro, remaroTpomHbleé BUPYCHI MOTYT  SIBISITBCA  MOTCHIIMAIBHBIMU
npoBonupyronmmu ¢pakropamu AUL [179, 188, 189]. CiokHOCTH OmpeeeHnss poJid BUPYCOB
renaTuToB B KauecTBe TpurrepoB AUI cBsizaHa cO 3HAYMTENBHBIMM MHTEPBAJIAMH BPEMEHHU
MEXTy MepeHeceHHo# nHdeknueit u cpokamu BeisiBienus AWUI [7, 190, 191].

[Ipu BBIABIIEHHH MapKEePOB BUPYCHBIX T€IATUTOB JalIbHEHIIIee 00CIeI0BaHIE TPOBOIUTCS

B cootBeTcTBUU ¢ KP 10 BUpyCHBIM renaruram.

e Pexomenayercss mnanMeHTaM C CHMITOMOKOMILUIEKCOM OCTPOr0 renaTura o
noao3penuem Ha AUT', a Tak:ke nanuentam ¢ AUI' 1 HeMOTHBHPOBAHHOM MoOTepeit
onoxumu4eckoro orsera Ha pone UCT c ueasro quddepeHunanbHON JHATHOCTUKHA
¢ OCTPHLIMH BHPYCHBIMH TenaTHTAMHU ONpedeuTh aHTHTeIa Kiaacca M (anti-HAV
IgM, anti-HEV IgM) k Bupycam renaturta A u E (Hepatitis A virus, Hepatitis E virus)
B kpoBH [137].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 3).

Kommenmapuu: Knuandeckast kKapTuHa rnpu octpoM tedeHur AU 1 ocTpbIX BUPYCHBIX
rernatutax A u E cxoxa, yTo onpenenser HeoOX0AUMOCTh UX Au(PepeHInanbHON THarHOCTHKY.

B 10 xe Bpems y nanuenta ¢ AUI' MoxkeT pa3BUTBHCS OCTpBIN BUPYCHBIHM renatut. [lokazano, uto
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octpeic mHMeknun HAV ugame nabmomaroTcess y HenedeHHbIX aereir ¢ AUID [192], a octpsie
undexkuun HEV — y B3pocnbix nanuentoB ¢ AlH [193]. I'enatut E Tpebyer uckioveHus U y
nanueHToB, norydaromux UCT npu aHOManbHBIX pe3ysibTaTax neueHouHbIX TecToB [137, 193].

Jlns psima BUPYCOB MeUEHb SBJSETCS MECTOM peruinkanuu. K HUM OTHOCATCS HE TOJIBKO
Bupycel renatuta (A, B, C, D, E), Ho u nuromeranosupyc (IIMB), Bupyc Dmmireiina — bapp
(B9b) u Bupyc npoctoro reprneca. [locneanue He SBISIOTCS CTPOro renaTOTPOMHBIMU BUPYCAMH,
HO MOTYT TaK)Ke BbI3bIBATh TenaTUThI (4aiie octpbic) [194, 195, 196, 197]. [TosToMy namueHToB
¢ momo3penueM Ha AWI m cuMnroMokoMmIuiekcoM octporo rematuta (a takxke ¢ AUD u
HEMOTHUBHPOBAHHON moTepel Ouoxumuueckoro orsera Ha ¢one MCT) mocne ucKiItoueHUs
uHummpoBanus Bupycamu rematuta A, B, C, E, D cneayer nomonHuTeNbHO 00CIen0BaTh Ha
takue nHpeknun kak kak BOb, [IMB, Bupycsl reprieca 1, 2, 6-ro Tuna.

Cornacno KP mo [IMB, y B3pocnbix ckpuHuHroBoe obcienoBanue Ha [IMB mokazano
OTpe/ieNieHHBIM TPYIIaM HaceleHUs, B TOM YHCIe — TMalueHTaM C TrenaTUTaMH HesiCHOU
ATHOJOTUU. PEKOMEHJ0BAaHO MpPOBENEHUE MOJEKYJIIPHO-OMOJOTHYECKOrO0 HUCCIEJOBAHUS —
BbisiBiieHUMEe JIHK IIMB B kpoBu merogom IILP. KnuHnueckoe M mpOrHOCTUYECKOE 3HAYEHUE
onpenenenus JIHK IIMB B pa3nuyHbix OHOJOTHYECKHUX JKHJIKOCTSAX HE OJUHAKOBO.
Oo6Hnapyxenue JIHK B kpoBH CBUIETENBCTBYET O BBICOKOAKTHBHOW pEIUIMKAIIMM BHpYyCa U €ro
poJsiu B uMerolelics naroynoruu. [Ipu nepBuuHOM MHPUIIMPOBAHUU B CTAIUHN «CEPOJIOTUYECKOTO
OKHa» 10 Hadasa cuHTte3a aHturteln BbisiBieHue JJHK [IMB B kpoBu sBisieTcs €IMHCTBEHHBIM
MapKepoM AaKTHMBHOM peIUIMKalMK BuUpyca. lcronb3yercs U ONpeneieHHE CEpONIOTMUECKUX
mapkepoB [IMB — BbisiBienue antuten kiaccoB IgG m IgM B CBHIBOpOTKE KpOBH, a Takke
onpejeNeHue UHAEKca aBUAHOCTH aHTUTen IgG mpu momomu MMMYHO(EPMEHTHOIO aHanu3a
(MDA), TBepaoda3sHOro XEMUJIIOMHUHUCHEHTHOIO HMMYHO(DEPMEHTHOIO MeToda  WJIH
ummMyHOoO10Ta [198].

Knuanyeckn wmanugectHoit ¢opmoit BOb-undexkuun saBnsercs HMHQEKIMOHHBIN
MOHOHYKJI€03, KOTOPBI BCTpedaeTcsi B TPETU CIy4yaeB MepBUYHOro HHuuupoBaHus BOb.
CrerneHb BOBJICYEHHOCTH I€YEHHW B MATOJIOTHMYECKHH MpOIECC YBEIMYMBAETCS C BO3PACTOM
HalMeHTa U KOPPeIupyeT C TSHKECThbIo TeueHHs 0oie3HU. Y cTaHoBJIeHa poib BOb B nnunmanun
ocTpeIx M XpoHuueckux rematutoB [199, 200]. B cmywyae momo3penuss na BOb-undekiuro
NaUeHTaM ¢ KIMHUKO-T1a00paTOpHOI KapTUHOM OCTPOTO TeraTuTa peKOMEHI0BaHO OIpEe/IeIeHNE
JHK BOb meromom TP B kpoBu. J[OMOTHUTEIBHBIM aHAIN30M, MO3BOJISIOIIAM ONPEIAECTUTH

OCTPYIO CTAaAHIO MpPOLCCCa, SABIACTCA BBIABJICHUCM AHTHUTCII |gM K BHPYCHOMY KaIICUJHOMY

antureny (VCA) [201].

34



e Pexomenayercsas BcemM mnanumeHTamM ¢ npeanosaraembiM  AWUIT  BBINOJIHUTH
CKPUHUHIOBOE HCCJIeJ0BaHMe /IJIsl HCKJII0YeHUs HapylleHusi oOMeHa meau (00/1e3Hb
Buiabcona) — mucciieqoBaHHe YPOBHSI LEpPYJOIJIAa3MHHA B KPOBH, a TaKiKe
paccMoOTpeTh onpeaeieHne CyTOUHOI IKCKpennu meau ¢ mouoii [202, 203, 204].
YpoBeHb  y0enuTeIbHOCTH pekoMeHaauuid B (ypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJIbCTB 4).

e Pexomenayercsa manumeHTam ¢ npeanosaraeMbiM AUI u HeBposioruveckoin u (1Jm)
MCUXUATPUYECKON CHMITOMATHKOH WMJIM TeMOJUTHYECKON aHeMHeld, a TaKxke
NMAlUEeHTAM C YCTAHOBJEHHBbIM JuarHo3oM AUI, HO HeZOCTATOYHBIM OTBETOM Ha
UCT wnam HU3KHM YpPOBHEM LepYJOILUIa3MHHA TMPOBECTH paclIMpPeHHOoe
o0cJieioBaHMe /Ui HCKJIIOYEHUs] HapyumieHusi oOMena menu (0ojie3Hb Buibcona):
ompeaejieHHe CYTOYHON 3KCKpenMH MeAH ¢ MOY0il; OCMOTP Bpava-HeBPOJIOra;
OCMOTP Bpa4ya-oTaJIbMOJIOTA M IpoBeJeHHe OHOMHUKPOCKONMH IJa3a JJs
o0Hapy:xeHus koJjen Kaiizepa — ®@uieiimepa; paccMoTpeTh onpejieieHne MyTaluii B
rene ATP7B [202, 203, 204, 205].

YpoBeHb  yOenuTeJbHOCTH  pekoMeHAanmii B  (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 4).

Kommenmapuu: bonesns Bunscona (bB, cunonumsl: 6ose3us Bunscona — Konoasosa,
reMaTOJICHTUKYJIIPHAS JIereHepanus, remarouepeOpaibHas AUCTPO(DHUs) MOKET UMHTHPOBATH
MHorue 3a0osieBaHus mnedeHu, B ToMm uncie AUI. HeogHokpaTHO omucaHbl ciydau, korna bB
COIIPOBO’K/ANIaCh MOSBICHUEM ayTOAHTHTEN, MOBBIIIEHHEM ramma-rino0ynuHoB u 1gG, a takxke
THCTOJIOTUYECKOW KapTHHOM, XapaktepHoi st AUT [203, 204, 206]. B atux ciy4asx narueHTbl
Oynyt coorBercTBOBaTh Kputepusm AU, uro 3arpynHsaer nuddepeHuuanbHy0 AMarHOCTUKY
[204]. [TosTOMY HanmMuue CUMIITOMOB, yKa3bIBaroIuX Ha BB (mpexe Bcero HeBpOJIOrHYECKUX U
(MM) TICUXMATPUYECKUX CHMIITOMOB, T'€MOJIMTHYECKON aHemMuu), TpeOyeT yriyOJIeHHOro
o0cneoBaHus sl CBOCBPEMEHHOTO UCKITtoueHust bB.

AHajoruuyHoro oocienoBanusi TpeOyrOT M manueHTsl ¢ TUNUYHBIM AUI, y KOTOpBIX
OTCYTCTBYET KIMHHUKO-Onoxumuueckuit orBeT Ha ICT [148]. [1pu aTOM cieayeT yuuThIBaTh, 4TO
y manueHtoB ¢ bB, umutupyromeit AUI, moxer HaOmromatscs Ha ¢one MCT ymyumeHue
J7a00paTOPHBIX MOKa3aTeNel, Ho He JocTuraroiiee kputepues orseta [207, 208, 209].

O6bem obcnenoBanumii as uckiouenust bB onpenensierca KP «Hapymennst oOmMena meau
(6one3nns Buiibcona)» [202].

B 1o xe Bpems ommcanbl ciydan couetanuss bB u AUI, nmostoMy BbisiBieHuEe BB He

uckimouaer AUT [210].
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e Pexomenayercsa npu nogo3pennu Ha AUT' y naumeHTOB € Ka7100aMH HA MbIIIIEYHYIO
c1a00cTb M (WJIHM) KOXHBIMHM  BBICBIIAHMSAMM  ONpeAeJUTh AKTHBHOCTb
KpeaTMHKHHAa3bl (o0meil) ¢ neablw AuddepeHINaNbHON IHMATHOCTHKH €
HANONATHYECKHMH BOCHATUTEILHBIME MUONaTusivMu [211, 212, 213].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: BocnanutenbHble MUONATUNM MOTYT KIMHMYECKH uMuTupoBath AWI.
Mslmieynas c1aboCTh MOXKET HMHTEPIPETUPOBATHCS Kak oOmias, remaroreHHas ciaabocTe, a
HOBBIIICHHBIE CHIBOPOTOUYHBIE TpaHcaMuHa3bl U 1JG sABIAIOTCS Hecneun(UUHBIMU MapKepamu
pa3nuyHBIX 3a00JIeBaHMK HE TOJIBKO TEYEHH, HO M HEKOTOPBIX IU(PQY3HBIX 3a007€BaHUI
coeuHuTENbHON TKaHu. Tak, noBeiieHHas akTuBHOCTH AJIT u B oco6ennoctu ACT xapakTepHa
Ul  WMOUONATUYECKUX  BOCHAIMTENBHBIX  MHONATHI, K  KOTOpBIM OTHOCHUTCS
JIepMaTOMHUO3UT/TIOTMMHO3UT, U OTPakaeT MOBpexIeHHe Mblil. OnpeaeseHue KpeaTuHKUHA3bI
MO3BOJIET MOATBEPAUTH MBILIEUHOE IPOUCXOXKIECHUE TPAaHCAMHUHA3 U MPOBOAMTDH JaJbHEHIINI
JUArHOCTUYECKUH TIOUCK B COOTBETCTBUM €  PEKOMEHJAUMAMU IO  JAMArHOCTUKE

JepMaToMHuo3uTa/moauMuo3uTa [211, 212, 213, 214].

o Pexomennyercss mpu nomo3penun Ha AMIT paccmMoTperb ompeneieHne B KPOBH
K03 uLeHTa HACBIIEHUS TPaHc(peppHHAa kKejle30M, YPOBHA GeppUTHHA, YPOBHA
agbda-l-anHTUTpUIICHHA ¢ HeJbl0  Ju(depeHUHATBbHOI  IMATHOCTHKM €
reMoXpoMaTo30M, HeJI0CTATOYHOCTHIO ajiba-1-anTuTpuncuna [172, 215].

YpoBenb  yOenmtenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: bone3Hy HaKOIJIEHUS, B TOM YK CIIE T€MOXPOMATO3bl U HEIOCTATOUHOCTh
anbga-1l-aHTUTpUTICHHA, BXOAAT B crekTp auddepeHunansHoi auarnoctuku npu AUTL [172,
215].

Hanpotus, AUI' MoxxeT UMUTHPOBATh OOJIE3HN HAKOIUIEHHUS, B TOM YHCIIE TEMOXPOMATO3
[216, 217]. deppuTuH SBISIETCS HE TOIBKO MapKEPOM MEPErpy3KH JKEJIe30M, HO U 0CTPO(ha30BbIM
MIOKa3aTeJIeM BOCMAJIEHUS, OIMYXOJEBbIM MapKepoM, MHAMKATOPOM IOBBIIIEHHOIO aHTMOTEHE3a
[218]. Tlpu AUI runepdeppUTHHEMHS MOXET OTPaKaTh AKTUBHOCTh BOCHAICHHS, HO HE
CONPOBOXKIACTCSl TOBBIIMICHHEM carypanuu TpaHcdeppuna [219]. Bsicokoe HachleHHe
tpaucheppuna (> 45%) xapakTepHO A1 HACIEACTBEHHOTO reMoxpomaro3sa [215, 220].

Bo3moxHO couetaHue cuHApoma Ieperpy3ku skenesoMm u AUIT (B ToMm uMcne mnpu

reTepO3UrOTHOM HOCUTENLCTBE MyTaluil B reHe HFE), uto MoxxeT BnusATh Ha TeYeHNE U IPOTHO3

[221].
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Pexomenayercss y Bcex mamueHTOB NpU BbisiBaleHun AUI mpoBecTH CKPHUHUHT
aYTOMMMYHHOTI'0O THPEOH/IHTA U PACCMOTPETh CKPUHUHT LeJTHAKHMH UIS1 MX CBOCBPEMEHHOI0
BBIsiBJIeHHs [1].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauumi C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJIbCTB 4).

Kommenmapuu: Y Bcex mauumeHToB npu BbiiBieHMH AW HeoOXomumo mpoBecTH
CKPUHHUHI ayTOMMMYHHOI'O THUpEOUJUTa (YUMUTHIBasi €ro BBICOKYIO PpacCIpOCTPaHEHHOCTb) U
paccMOTpeTh  BBINOJIHEHHWE CKPUHUHIA Lenuakuu (Y4uThIBasg paclpoCTPaHEHHOCTb U
KJIMHUYECKYIO 3HAUMMOCTb JJAHHOTO COYETaHHUs) JUIsl X CBOEBPEMEHHOI'O BBISIBICHUS.

AyTOMMMYHHBIH TUPEOUIUT SBIISIETCS HAMOOJIEE YaCTO BCTPEUAIOIIHUMCS ayTOUMMYHHBIM
3aboneBanuem npu AUI [71, 73, 222].

BaxHocTb BbIABICHMS Leauakuu y nanueHtoB ¢ AUIT mmeer ocoboe 3HaueHue. ITo
o0bsicHsercss 10-KpaTHBIM TOBBILIEHHEM pPACIHPOCTPAHEHHOCTH LEIHAKUW B CPABHEHUH C
HOMYJSIIMOHHBIM [74, 75] M BO3MOXXHOCTBIO TMOJIOXKHTENILHO TOBIUATh Ha TeueHue AUIL c
IIOMOUIbI0 Ha3HAUYEHUsI OE3MVIIOTEHOBOM [METhl y MOAOOHBIX MALMEHTOB C KOMOPOUIHOMN
nenuakuei [223].

[Topsiiok TMarHOCTUKY AaHHBIX 3a0051eBaHui onpenenseTcs coorBeTcTByonmmu KP. [l
NEPBUYHOTO CKPUHMHIA LIEJMaKUU B TPYIIAX pUCKa MpeularaeTrcsl WCIOJIb30BaTh aHTHTENA K
TKaHeBO# TpaHcrimyTamunasze aHTu-TTT IgA [224, 225]. CkpuHHUHT ayTOMMMYHHOTO THPEOHUTA

npeamnojgaract onpeAcICeHUuC TUPECOTPOIMHOTO TOpMOHA U aHTUTCIT K THPCOHHHOﬁ MEepoKCcHuaa3c

[226].

e Pexomenayercss mpu BO3HMKHOBEHMH MOJ03PeHM HAa Pa3BUTHE KOMOPOUIHOTIO
HMMYHOOIOCPEIOBAHHOTO 3a0osjeBanusst y mnanuedta ¢ AHUDI  obecneyutsn
KOHCYJbTAUMK  NPOPHIBHOIO  cHequagucra (peBMAToJIOI, MYJbMOHOJIOT,
reMarToJior, 3HJAOKPHHOJIOL, [1epMAaToJIor, O(TaJbLMOJ0r, AJLUIEProJior) ¢ UeJbio
CBOEBpPeMEeHHOM AuarHocTuKu [1, 2, 227, 228].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB D).

Kommenmapuu: Ilpu xypauunm mnamueHToB ¢ AW HeoOXoauM BBICOKUN YPOBEHb
HACTOPOKEHHOCTH B OTHOIICHHH BBISIBIICHHUS KOMOPOHIHBIX HMMMYHOOIIOCPEIOBAHHBIX
3a00JIeBaHUH, B IEPBYIO OUEpe/lb PeBMaTHUECKHUX (PEBMATOUIHBIN apTpUT U Apyrue 1uddy3Hbie
3a00JIeBaHUs  COCAMHHUTENBHOW  TKaHW), racTpodHteponorndeckux (B3K, wnenmakus),
MyJEMOHOJIOTHYECKUX  ((UOpO3UPYIONMUI  allbBEOJIUT), TEMATOJOTUYECKUX (MMMYHHBIE

IIUTOTICHNH ) ¥ YHAOKPUHOJIOTHYECKHX (CM. pazaen 1.2.2). 3amono3puTh pa3BuTHE KOMOPOUIHON
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[aTOJIOTUU CIIEyeT Ha OCHOBAaHUM KIMHUYECKHUX M JJAOOPAaTOPHBIX JAHHBIX, YKa3bIBAIOIIUX Ha
pa3BUTHE BHETICUCHOYHBIX MPOSIBIICHUH, HE COOTBETCTBYIOIINX OOBIYHO HAOII01aeMBIM B paMKax
BHEIICUCHOUHbIX MposBieHuid AUWI n11bo XapakTepusyroluxcs HEJOCTaTOYHBIM OTBETOM Ha

cranaaptHyto Ttepanuto AUIL.

2.3.3 UMMYHOJIOrHYeCKas IHATHOCTHKA

e PexomMenayercsi ucciiefoBaHHe YPOBHSI HMMYHOIJIOOY/IMHOB KJjacca G m (mam) y-
rJ100yJIMHOB B CHIBOPOTKe KpoBH Yy nanueHToB ¢ AUI" u npeanosiaraembim AUT s
ANArHOCTHKH 3a0oeBanus [2, 80, 229, 230].

YpoBenb  yOeauTeabHOCTHM  pekoMeHaaumii B (ypoBenb jJocTOBepHOCTH
JI0KA3aTeJbCTB 2).

Kommenmapuu: 19G u y-riio0yarHbI — BaKHbIC TUarHoctudeckue Mapkeps AUT [1, 1].
AUT" ucxogHO oOmMcaH Kak THIEpraMMarioOyJTHHEMHYECKH TelaTHT, HO MOBBIIICHUE Y-
rno0ynuHoB npu AUIT 00ycioBiIeHO NMPEenMyNIECTBEHHO MOJUKIOHAIbHBIM 1gG, B MeHblIel
crerienu IgA [231]. [Tosromy B mocienuue roabl onpenenenue 1gG mis auarnoctuku AWUT
HPE/ICTABISCTCS IPEANOYTUTENLHBIM, U UMeHHO 1gG BXoauT B inarnoctuyeckue kpurepuu [180].

Crnenyer HOMHUTB, YTO COJIEpKAHUE Y-TTIO0YJTMHOB B KDOBH MOKET OBITh MOBBIIIEHO MTPH
pazmuunbix X311, B ocobennoctu mpu LIIT mro6oi atnonorun [232]. Hopmanbheiii yposens 1gG
WK Y-TJI00YJIMHOB He uckitovaeT nuardo3 AUL [149, 231, 233]. B kpynnom KU, BritrouaBmem
1318 mamumentoB ¢ AUI, y 10% wu3 Hux orcyrcTtBoBano nosbliieHHe [gG mpu BbISBIEHUU
3aboneBanus [231]. CymiecTByroT naHHble, 4TO Oojee HH3KHH ypoBeHb QG sBisiercs

npeuKTOpoM Oojiee ycToiunBoi pemuccun [115, 229, 231].

e Pexomenayercsi BHINOJIHUTH BceM NanMeHTaM ¢ npeanojaraeMmbiM AUIT ¢ nesabro
AUATHOCTHUKHM W Au(depeHInaNbHOH IMATHOCTUKH OIlpeJe/ieHHe ChIBOPOTOYHBIX
ayTOAHTHTEJ MeTO0M Henpsimoii uMMyHodroopecuenuun (HPU®P): AHA anTures
Ha kierouyHoii Junun HEp-2 (ANA, omnpenenenue coaep:kaHuUsi AHTHTET K
anTurenam siaipa kierku u JJHK); antu-LKM-1, onpenenenne cogep:kanusi aHTUTEJ
K aHTHreHaM MuKpocoM B KkpoBu), AIMA (ASMA, onpenenenue coaepKaHusi
AaHTUTEJ] K AaHTUITeHAM MbIlIeYHoii TkaHu B KpoBu); AMA (ompenesieHue
cojlep:KaHMsl AHTUTE] K aHTHTeHAM MHTOXOH/IPHii B KpoBH) [2, 6, 234, 235].
YpoBenb  yOeauTebHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH

J0KA3aTeJbCTB 3).
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Kommenmapuu: 1lpucyTcTBHE OJHOTO WJIM HECKOJBKUX AayTOAHTUTEN y MHAllUEHTOB C
XapaKTepHOU CUMITOMATUKON U OMOXMMHUYECKUMHU U3MEHEHHUSIMH MOATBEepkaaeT nuarao3 AU
U CIIOCOOCTBYET MTPOrHO3UPOBAHMIO TeUeHHUs 3aboneBanus [1, 1, 137].

[Tockonbky  OOJBIIMHCTBO  MOJIEKYJSIPHBIX ~ MUINEHEH  ayTOAHTHTEI  OCTarOTCs
HEeoXapakTepu3oBaHHbIMM, MeTon HPU® ob6namaer HanOosbliell 4yBCTBUTEIBHOCTBIO IS
BbIsIBJICHUS aytoaHtuten [236, 237]. [us BeisiBnenus AHA mnpu  amarnoctuke AWUT
pekoMeHI0BaH Meron HPH® Ha KiIeTKax Yel0BEYECKOM IIEPEBUBAEMOM JIUTEIUAIBHOU
kierouHor TuHud HEp-2 (CHHOHMM — aHTHHYKJI€apHBIi (DaKTOp), BBISBIISIOIINN MaKCHMaIbHBIN
cinektp AHA knacca IgG. OuenuBath pe3ynbrarsl BeisiBieHuss AHA ¢ nomousto HPU® cnenyer
B COOTBETCTBUU C MexnyHapoJHbIM KoHceHcycoMm 1o martepHaMm AHA (International consensus
on ANA patterns, ICAP) [238, 239]. MW3zonmpoBanuoe BbisiBieHue AHA cnemyer
UHTEPIPETHUPOBATHE C OCTOPOXKHOCTHIO, CIEUU(UUHOCTh cocTaBiser uib 75%. AHA uacto
BBIABIISAIOTCS Y nanueHToB ¢ 16X, peBMaTnueckoil natojorueid, BAPYCHBIMU I'elaTUTaMHU, IpU
HEaJIKOroJibHOM skupoBoit 6ose3nu neuenu (HAXKBIT) u ankoronsHoMm renatute [6]. AHA moryT
ONPEAEIATHCS Y KIMHUYECKHU 3/JOPOBBIX JIULI,  YACTOTA BBISABIICHUS 3HAYUTEIBHO YBEIMUNBAETCS
¢ BospactoMm [6]. Hambomee xapakrepuo mas AUI coueranme AHA u AI'MA, kortopoe
YBEJIMUYHBAET TUATHOCTUIECKYIO TOYHOCTh 00caemoBanust 10 75% [240].

[Mpu nHamuumu antuten, xapakrepusix it [IBX (AMA, antu-gp210 u antu-spl00), B
HPU®D sosistorcs AHA ¢ tumamu cBeuennss AC-21, AC-12 u AC-6 B COOTBETICTBHH C
HomeHknatypoir ICAP [238]. B momoOHbBIX ciiydasx Henb3s yuuTbiBaTh Hanmmune AHA kak
npusHak AUT npu HCHOIb30BaHUH AUATHOCTHUYECKHUX CUCTeM, ToanepkanHbix IATHG [236, 238].

s onpenenenus antu-LKM, ATMA u AMA pexomenayetcs ucrosb3oBat HPU® Ha
KOMIUIEKCE KpHUOCPE30B TKAHEW NEYEeHU, MOYKH U TEeUEHHU JIabopaTOpPHBIX JKUBOTHBIX, YTO
MO3BOJISIET YJYYUIMTh YyBCTBUTEIBHOCTh BBISABICHHS ayTOAHTUTEN Oyiarogapst BO3MOXXHOCTHU
COOTHECTH peaKiuu B pa3HbiX TKaHsx [237]. [Ipu ucnonszoBanuu HPU®D Ha TpoiitHOM cyOcTpaTe
ATMA BoeusBisitorcss 'y 63-85% B3pocneix manmentoB ¢ AWDT 1-ro tuma [240, 241].
CneunduyHOCTh UX HU3KA, TOCKOJIBKY U30JUPOBaHHas MO3UTUBHOCTH M0 AI'MA Takske onucaHa
npu [ICX, BUpyCHOM rematute U ajakorojbHoM Oosne3Hu nedeHu. Coueranne ATMA u AHA
ABIIsIeTCA HanboJiee XapakTepHbIM ceposornyeckuM mpusHakom AUWIT 1-ro Tuma: BcTpedaeTcs
npumepHo B 50% ciyuaes [236, 240, 242].

AHTU-LKM-1 sBnstoresa ceponornueckuM mapkepom AUI 2-ro tuna u HabmogaoTes B
12-38% nemuarpudeckux popm 3adoseBaHus, 4acto coBMecTHO ¢ aHTH-LC-1 [243]. AntuTena k
LKM1 ne Bcrpeuarotcst coBmectHo ¢ AHA u AI'MA, kpaiiHe penko orMevarorcs npu AUT y

B3pocibIX, mouTH He BeisBIsitoTcs npu I1bX u [ICX, onnako MoryT ObITh 00HapysxeHbl y 5—10%
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nanuentoB ¢ BI'C, ocobeHHO moiydaBiux HHTEpPEPOH-COAEpIKAIINE CXeMbl Tepanuu [244].
OcHoBHBIM aHTUTeHOM aHTuUTen K LKM1 saBnsieTcss TuHEWHBIA UMMYHOJIOMUHAHTHBIA ATUTOI
nuroxpoma P450 2D6 (CYP2D6) [245]. Meron HPU® Ha TpoiiHOM CyOCTpaTe BBISBIISCT TAKIKE
penkue BapuanThl aHTH-LKM antuten, B Tom uncie — LKM-2 (CYP2C9) u LKM-3 (UGT1A).
[Tpr mosryueHUM MONOXKUTENIBHBIX PE3yJIbTaTOB CKPUHUHIOBOIrO ompexaeneHus aHTtu-LKM B
HPH® Ha TKaHEBBIX Cpe3ax BO3MOXKHO BBINOJHUTH MCCIIEAOBAHHE CIEUU(PUUECKUX AaHTUTEN K
LKM-1, -2 u -3 ¢ momMomip0 MOATBEPKAAIOIINX METOIOB TBEP0(Pa3HOTO KIMMYHHOTO aHAIN3a
(UDA, ummynoba0TTHHT) [6].

OTtcyTcTBHE BBILIEYKAa3aHHBIX ayTOAHTUTEN HE McKItoyaeT auarHo3 AUI, Ho 3Haummo
CHU)KAET €ro BEPOSATHOCTbD.

AMA HampaBiieHbl Ha OKUCJIMTEIbHbIE (PEPMEHThl BHYTPEHHMX WU BHEIIHUX MeMOpaH
MUTOXOHJpUH. Onucano nopsaka 10 pasHOBUIHOCTEH, cocTaBisArOIUMX cemeidctBo AMA, u3
koTopblx i1 IIBX BBICOKON MMAarHOCTHYECKOH crenupuIHOCThI0 o0namaroTr AMA-M2,
HalpaBJCHHbIC TPOTUB (EPMEHTOB MUPYBAT-ACTHIPOreHa3HOro Komiviekca [246]. Hamuuue
AMA w™oxer ObITh 3amojo3peHo mo pesynbratam HPU® nHa xnerounou mwmuum HEp-2
(MHTOXOHIpUANTbHOE NUTOILIa3MaTH4eckoe cBeuenue, AC-21). Kpome Toro, oHu MoOryT ObITh
oOHapyeHbI ¢ ToMoIbio HPY® Ha TpoiiHOM cyOcTpare KpHOCpe30B TKaHel Kpbichl [238].

Jlns nmoaTBepkAeHUS MOJIEKYJsipHON cneruguuHnocty AMA-M2 00BbIYHO HCIIOJIB3YETCS
NOA nnu ummyHoOn0TTUHT. AMA-M2 BXoasT B kputepun auarHoctuku [16X, u ux BeisiBinenue
B BBICOKOM THUTpE OYEHb XapaKTEpHO JJs 3Toro 3aboneBanus. AMA-M?2 BcrpeuatoTcs y psijaa
NaIMEeHTOB C CUCTEMHBIMHU 3a00JIEBaHUSMHU € BBICOKMM puckoM pa3Butus I1bX. Taxke AMA-M2

ormevatorcst y 3—6% cmyuaes AUD 1-ro Tuma, W yKa3pIBarOT HA BHICOKHH PUCK TEPEKPECTHOTO

cunapoma AUT/TIBX [242, 247].

e Pexomenayerca mnanumenram ¢ mnpeanosaaraeMbiM AHWIT npum  orpunareibHoOM
pe3yJibTaTe BBISIBJCHHUSI OCHOBHBIX ayTOAHTHTEJ CJAeAYIOUIUM 3TANOM BBINOJIHUTH
onpeneyienue conepxanue anHTu-SLA/LP u antu-LC-1 n onpenesnenne comep:kanus
aHTHTE] K uuTomazMe HeiitpopuiaoB B kpoBu (AHIIA) nisi 1MATHOCTHKM H
nuddepennnannuoii nuarnoctuxu AUL [2, 6, 234, 235, 248].

YpoBeHb  yOenuTeJbHOCTH  pekoMeHaaumii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 4).

Kommenmapuu: OCHOBHBIM aHTHUTEHOM il aHTUTENn K SLA/LP sBasieTcss muHEHHBII
UMMYHOJOMUHAHTHBIN snuton cepuHoBoii TPHK cuuTeraser [249]. [lns AMarHOCTHYECKOTO
omnpenenenus anturen K SLA/LP ucnonb3yrores npenmyiectBeHHO MDA mim iMMYHOOIOTHHT,

metonoM HPU® antutena k SLA/LP ue BoisBisitorcs [6]. Antutena k SLA/LP otmeuarotcst y 7—
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33% nauuentoB ¢ AUI', o0b1uno0 B oTcyTcTBUE AHA 1 ATMA. OHu CBSI3aHBI C PUCKOM Pa3BUTHUS
OCTpOIl TIEYCHOYHON HEIOCTAaTOYHOCTH, HeoOXoammocThio B mmutensHoi MCT u yacTeiMu
peunauBamu 3ab6osaeBanust [250, 251]. Autu-SLA/LP MoryT, X0Ts U peko, BeISABISThCs ipu AUT
2-ro tuna. OHaKo BbIcOKas creuuduyHocTh aHTU-SLA u ux oGHapykeHue Hapsay ¢ ApyTUMU
AQHTUTEJIAMU OIIPENIEISIIOT BEPOATHOCTh UX BO3MOKHOT'O NMPUCYTCTBUSA IIPU pa3IMYHBIX cyOTHIIAX
AUT [240, 252]. Antutena k SLA/LP uacto BcTpewaroTcsi coBMecTHO ¢ aHTH-R052/TRIM21-
antuTenamu [253].

Antutena x LC-1 HanpaBieHbl IPOTHB BHYTPHUKIIETOYHOIO (hepMeHTa IenaToOLUTOB
Monekyisipaoit maccoit 62 k/la. Ilpu npoBenenun HPU® Ha TpoitHOM cyOcTpaTe KpHO3pe30B
TKaHEH  KpPbBICHI  BBIABISICTCA ~ XapakTepHas  [UTOIUIa3MaTHYecKass  (hIF0OpECUEHITHS
NepUnopTambHbIX — remarountoB. OcHOBOW  BeisBieHust aHtuten K LC-1  sBistroTes
UMMYHO(DEPMEHTHBIH MeToq W uMMyHOOMOTTHHT [254]. Autu-LC-1 ormevarorcs y 30-50%
nanueHToB ¢ AUI™ 2-ro Tuma, mpeuMymiecTBEHHO y JeTel U moApocTKoB coBMecTHO ¢ LKM-1-
aHTHUTeNaMu, oHaKo y 5-10% moryT ObITh equHCTBEHHBIM noka3aTeneM AU 2-ro tuma. Kpaiine
penko Bcrpeuatotes npu AUD 1-ro tuna u uadekuun Bupycom remarura C [241].

AHIIA HanpaBieHbl HOPOTHB KOMIIOHEHTOB a3ypOQWJIBHBIX TIpaHyJd LUTOILUIa3Mbl
HeiitpodunoB. AHIIA, HampaBieHHble TMPOTUB MPOTEMHA3bI-3 U MUEIONEPOKCHIA3HI,
BCTPEUAIOTCS MPU CUCTEMHBIX BACKyJIUTax U riaomepyioHedputax, npu [ICX u B3K mumenn
AHIIA ocrarotcst He oxapaktepu3oBanHbiME [255]. Metomom BeiGOpa miist onpenenenus AHIIA
apnsierca Meto HPU® Ha (puKcHpoBaHHBIX 3TAHOIOM M (OPMAIMHOM HelTpoduiax JOHOPOB
kpoBHu. XapakrepHble 111 [ICX AHIIA neMOHCTpUpYyIOT NEepUHYKI€apHBINA TUI (PITFOOPECLIEHINN
BBIABJISIIOTCSL aTunudHble nepunykieapusie AHIIA (mAHLIA) [240, 256, 257]. MurueHbio
nAHIIA npu [ICX (u npu B3K) BeposiTHO SIBISIOTCS CTPYKTYpHBIC Oenku HernTpoduios [258].
nAHIIA na6monatores y 40-80% nanuentoB ¢ AUID 1-ro Tuna, npeMMyIecCTBEHHO B MOJIOJIOM
BO3pacTe U KpaitHe peako npu AU 2-ro tuna [248]. B psage cnyuaes nmAHIIA sBisroTcs
€IMHCTBEHHBIM BbISIBICHHBIM aHTUTEN0M Iipu AUT, Hannune nAHIIA B3aumocBsizaHo ¢ 60bIeit
yactotoit BapuanTHoro AUID" (mepexkpecTHbIi CHHAPOM C XOJIECTaTHUYECKUM 3aboseBanueM) [61,

242].

2.4 HNHCTpYMEHTAJIbHBbIE THATHOCTHYECKHE MCCIEI0BAHUS

e Pexomenayercss y nmanMeHTOB C MNPeEAINOJAraeMbIM WM YCTaHOBJeHHbIM AMT
BBINOJIHUTh KOMIUIEKCHOE YJbTPa3BykoBoe mucciaenopanue (Y3U) opraHos
OpomHoil moJsiocTH Aas  BbigBJeHusa mnpusHakoB III u III, a Takxke

nuddepeHINANbHON IHATHOCTHKM C JAPYIMMH 3a00/1¢eBAHUSIMH TI€YeHH H
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JKETYEBBIBOASIIMNX MYyTeil, B TOM YHCJIe HCKJIIOYEHHs 09aroBbIX odpa3oBanuii [259,

260].

YpoBeHb  y0eauTeabHOCTH  pekoMeHaaumii B (YypoBeHb  /10CTOBEPHOCTH
J0KA3aTeJbCTB 4).

Kommenmapuu: IlpoBeneHne mnepBUYHON BHU3YaTU3UPYIOIIEH AMArHOCTUKH METOAO0M
Y3U cBsizaHO ¢ HEOOXOIUMOCTBIO YK€ Ha MEepBBIX JTamax auarHoctupoBarh LIII u ero
OCIIO’)KHEHHSI, a TAK)KE BBIIBUTH MPU3HAKH APYTUX 3a00JIeBaHUN TEUEHU. JTa HEOOXOJAMMOCTh
o0ycIioBJIeHa YacTo BCTpevaronieiics no3aueil nuarnoctukoit AUD (6onee uem B 30% ciayyaen
nuarHoctupyercst Ha ctaauu L{IT), cBSI3aHHOM ¢ 4acThIM OECCUMITTOMHBIM TeueHueM [261].

[TaTorHomMoHMYHbIE yibTpa3BykoBble TpusHaku AWI He onucansl. [lpu Y3U Bo3moxkHO
BBISIBJIICHHE y MarueHToB ¢ AV M3MeHEeHUs! CTPYKTYPhI, IXOTCHHOCTH MAPEHXUMBI U pa3MEpOB
MICYCHHU, MPOSBJICHHUsSI OYrPHCTOCTH KOHTypa IeveHH, cruieHomeramuu [259, 260, 262]. s
BoLsiBiieHus [1I” mpoBoauUTCS OlIeHKa COCYIOB CUCTEMBI BOPOTHOM BEHBI, BO3MOYKHA BU3yallu3allus
peKaHATU3UPOBAHHOM IMyTIOYHOM BEHBI, TOPTOCHCTEMHBIX aHAacTOMO30B [160].

YBenuueHue nmepurenaTnieckux JIMM(paTnaecKkux y3JioB, 4acTo BeisBisiemoe ipu AUL, He
ABIIAETCS CHEU(PUYHBIM, TaK KaK aHAJIOTUYHbIE U3MEHEHUS BCTPEYAIOTCS MPU MHOTHUX APYTUX

3aboeBaHMsX MmeyeHu, Takux kak rematut C [263, 264], TIBX, IICX [265, 266, 267, 268, 269].

o Pexomennyercst y nannentoB ¢ AUI' 1o nayana UCT nposenenne T nevyenu npu
ycaoBusix aktuBHocTM AJIT < 5 BI'H B chIBOpOTKe KpPOBM M [0CTYNHOCTH
YKa3aHHOTI'0 METO/a /ISl ONpeiesIeHUs] HCXOHBIX MOKa3aTeJIeH KeCTKOCTH NeYeHH 1
NaJbHeIIero HX MOHUTOPUPOBAHHUsI B Ipouecce Jiedenus [170].

YpoBeHb  y0eauTeIbHOCTH  peKOMeHJalmuii A  (YpoBeHb /10CTOBEPHOCTH
JI0KAa3aTeJbCTB 1).

Kommenmapuu: TO B Hacrosiiee BpeMs SBISETCA €IWHCTBEHHBIM JOKa3aHHBIM
HEMHBA3MBHBIM METOJIOM OlleHKH (ubpo3a neyenu npu AUI, npumeHseTcs A onpeneneHus
’KECTKOCTU TKAaHM MEYEHHU, KOPPEIUPYET CO CTaauel TUCTOIorndeckoro gpuodposa u mo3BOJISET
omnpeAensiTh cTaauu pudpo3a ¢ BHICOKOW BOCIPOU3BOAUMOCTHIO Kak pu AWI, Tak u mpu Jpyrux
X3I1[270, 271, 272, 273].

B xpynHom mertaananmze 16 KM ¢ ywyactuem 861 manmenta TO mokasana BBICOKYIO
3¢ PEeKTUBHOCTD TPH OlLIEHKE BhIpakeHHOCTH (Gubpo3a npu AUIL [170]. TToporossie 3HaUEHUS
KECTKOCTH TleueHH, onpenensiembie TO npu AUID, HE3HAUUTENBHO OTJIMYAOTCA MO PA3JIMYHBIM
ucToyHrKaM. OnTHMalIbHBIE TOPOTOBbIE 3HAYCHHUS 110 JAHHBIM OJHOM U3 paboT coctaBisu 6,27

klla nns craguu F2, 8,18 x[1a — mys cranuu F3 u 12,67 x[la — nns cranuu F4 [274]. B apyrom
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KW nonyuens! noporossie 3HaueHus 6,45 klla — nns F2, 8,75 klla — nns F3 u 12,5 klla — ais

F4 [271].

o PexomennoBano mnammentam ¢ AWI' npu HemoctymHoctm TD BbINOJIHATH
YJIbTPa3BYKOBYIO 3jacTtorpaduio caBuropoii Boubl (2D-SWE) (npu pocrynHocTH
3T1or0 Metoaa U akTUBHOCTH AJIT <5 BI'H B chiBopoTke KpoBH) /JIsi onpeaeseHust
HCXO/IHBIX NMOKAa3aTeeil }KeCTKOCTH NeYeHH U 1abHelero uXx MOHUTOPHPOBAHUS B
npouecce Jedenus [275, 276, 277].

YpoBenb  yOenmrenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH
J0KA3aTeIbCTB 3).

Kommenmapuu: Ilpennonaraercs, 4YTO HM3MEPEHHME JKECTKOCTM TKAHU IIE€YEHU
HOCPEACTBOM METOAMK CIBUTroBOM BoiHBI (2D-SWE), KOTOpBIMH OCHAIEHBI COBPEMEHHBIC
yIBTPa3BYKOBBIE allllapaTbl, COMOCTABUMO IO CBOEW TouHOCTH ¢ TO, OAHAKO [aHHBIE MO
narueHTam ¢ AUI orpannuensl. B uccnenoBanuu J. Zeng ¢ coasT. MII0[a1b O KPUBOK OIIHOOK
(AUROC) mst 2D-SWE st craamii >F2, >F3 u F4 cocrasisn 0,85, 0,85 u 0,86 coorBeTcTBEHHO
[275]. B npyrux pa6otax coo0rianoch o cxonubix 3HaueHusx AUROC (B nuamnazone ot 0,781 10
0,84) 1 601ee BBICOKON MPOTHOCTUYECKOH 3(h(heKTUBHOCTH 110 CPABHEHUIO C HEMAaTEeHTOBAHHBIMU

7ab0paTOPHBIMU HHCKCaMHU 1o otieHke Gudpoza APRI u FIB-4 [276, 277].

2.5 Mopdoaornyeckas nuarnocruka AU

e Pexomennyercs npu nogo3penun Ha AUI" BbINOJIHUTH GMONCHIO TTEYEeHH U TATOJI0T0-
aHATOMHYECKOe HCCIeJ0BaHUe OHMONCHMIHOrO0 MaTepHajJia TKAHHM TMeYeHH [0
HasHavenusi UCT c nesbio ycTaHoBjeHus: quarnosa [2, 187, 278].

YpoBenb  ybenutenbHocTH  pexkoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: Jluarnoz AVI" MOXHO yCTaHOBHUTH TOJIBKO IPHU YCIOBUU BBINOJTHEHUS
MOP(}OJIOTHUECKOTO UCCIIeIOBaHMs. [ MCTOJOTHUYECKHE JaHHBIE SIBISIOTCS 00sS3aTeIbHBIM
kputepueM auarnoctuku AUT, mpu 3ToM OMoTicHs TeYeHn JOHKHA BBITOTHATHCS 10 Ha3HAYCHUS
NCT (mpu OTCYyTCTBMM aOCOJIOTHBIX MPOTHBOIOKA3aHUM K BBITOJIHCHUIO WHBA3WBHOU
MpOLIEIypPbl).

HCT moxer ObITh HayaTa 0e3 OMOICHU TEUYEHU MPHU BECKUX momo3peHusx Ha AUL u
HEOOXOAMMOCTH  TPOBEACHUS  HE3aMEIJIUTEIBHOTO  JiedeHUs  (ocTpas  TeYeHOYHas
HEJOCTaTOYHOCTh). B 3TOM ciyyae pekoMeHayeTcs MpoBeAeHHEe OMONCUM KaK MOXKHO paHbIle

1ocJie Hayana jJedyeHus (Ipyu OTCYTCTBUM MPOTUBOIIOKA3AHUI).
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[ToBTOpHYIO OMOICHIO IIeTIecO00pa3sHO MPOBOAMTH B CIIydasX peLIeHUs Bompoca 00
ormene/xkoppekunn UCT mim HeoOX0auMOCTH AajibHeneld quddepeHnaIbHOi JMarHOCTHKH
narosioruu nedeHu. Heo0XoauMocTs npoBeeHNs TOBTOPHOM OMOIICHY OIPEeseTCs B KaKI0M

cllydae JieqaliuM BpadyoM Wik KoHCHaunymom [187].

e Pexomenayercssi mnpm MnaTroJ0ro-aHATOMMYECKOM HCCJIeA0BAHMH OHONCHITHOTO
MaTepHaja TKAaHU NedYeHH (GopMyJIHMPOBATH 3aKJIIOYEHHE KaK «BepoATHbIH AUI'»,
«B03MOxkHbIIT AU 1 «AUI" MaJioBeposiTeH» C LeJIbI0 HCII0JIb30BAHUS B KPUTEPHUSIX
auarLocTuku [2, 187].

YpoBenb  yOenurenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: Ctporo naTorHoMOHHUYHBIX Mopdonoruueckux kpurepues aias AUL we
CYILLIECTBYET.

TunuuyaeiM npusHakoM AUWI sBnsercs numdougHas BocHaduTeldbHas HHQUIbTpALMS
TKAHU MEYEHH, BKIIIOYAIOLIAs CKOIUIEHUS IIa3MaTUYECKUX KIIETOK. XpoHudeckoe Teuenue AU
OOBIYHO XapaKTEPU3yETCs JOMHHHUPYIOUIEH MOPTATbHOW BOCIAJIMTENbHON HMHOUIBTpanuen c
NepunopTagbHOi  (MHTEpQeicHOM, MOrpaHMYHON) AKTUBHOCTHIO  pa3jIMYHONW  CTENEeHU
BeIpaskeHHOCTH. OcTpoe Teuenne ANI 00bIYHO XapaKTepU3yeTcsi JOMUHUPYIOIEH J00yIsipHON
IUMQOIIIa3MOLUTAPHON MHPUIbTpalMel, Jalie B BUA€ (POKAIbHBIX U OYaroBbIX HEKPO30B; Ha
paHHEM 3Tane MOTYT NMPUCYTCTBOBaTh HEUTpO(UIbHBIE eWKOoUUTHL. [Ipu 3TOM OTCYTCTBHE MK
HaJIN4Me JIMIIb €IMHUYHBIX [Ia3MaTHYECKUX KIETOK He uckimouyaeT ocTpbiii AU lns nebrora
AUI" xapakTepHO LHEHTPOIOOYISIpHOE OpasKEeHHE.

Cormacio Koncencycy, mnpoBeneHHomy EBpomeiickoit  cripaBOYHOM CEThIO  TIO
remarojioruueckum 3abonesanusm (European Reference Network on Hepatological Diseases) u
EBponeiickum oOmiectBom marosioroB (European Society of Pathology) [187], AUT' cuuraetcs
BEPOSATHBIM, €CIIM UMEETCH:

— NPEeUMYIIECTBEHHO NOPTAIbHBIN TMM(OITIa3MOLIMTAPHBIN renaTUT ¢ 60JIee YeM JIerKon
MepUNopTaIbHOi (MHTEpPEHCHON, TMOTpaHUYHON) AaKTHBHOCTBIO M (WJIM) Oojiee 4eM JIEeTKUUH
JOOYJSIPHBIA TeNaTUT NMPH OTCYTCTBUU THCTOJIOTMYECKUX MPHU3HAKOB, YKa3bIBAIOIIUX HA JPyroe
3a00JeBaHNE TICUCHH;

— MIPEUMYIIIECTBEHHO 00y JISIpHBIHA renaTuT (c HEHTPOIOOYISIPHBIM
HEKPOBOCTIAUTEIILHBIM MPOIECCOM WIIM 0€3 HEero) M 1Mo KpaHel Mepe OHUM M3 CISIYFOIIHX
NPU3HAKOB: TOPTAJIbHBIN JTUMQOIUIa3MOIIMTAPHBIN IreMaTuT, NEPUIOPTaNbHBINA (MHTEp(dEHCHBIH,
NOTPAaHUYHBIN) FeMaTUT WIK MOPTAIbHBIN (UOPO3 MPU OTCYTCTBUH T'MCTOJIOTMUECKUX MPU3HAKOB,

yKa3bIBAIOIUX Ha JApyroe 3abosneBanue neyenu [187].
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Mopdornoruuecknue NpU3HAKKM  SMIIEPUONONE3a U PO3ETKOOOpa30BaHMS  4acTo
Habmronatores ipu AU, HO B HacTosIIee BpeMs He CUMTAIOTCA BhIcOKociennpuaabivu st AU,
IIOCKOJIbKY BBISIBJSIFOTCSI M TIPU IpYTUX 3a0onieBanusix neuenu [187, 279, 280].

IIpu AUI" ¢ ocTpoil TEYEHOYHON HEAOCTATOYHOCTHIO TMOPAKEHUE JIOKAIM3YETCA
IPEUMYILIECTBEHHO B LEHTPOJOOYJSAPHBIX (TPETbUX) 30HaX JOJEK M XapaKTepu3yeTcs
BOCTIJINTENBHON MH(UIbTpanMen, 9acTo O0raTtoil miazMaTuyecKUMH KIIETKAaMH, LEHTPAIbHBIM
NEPUBEHYJINTOM, MACCUBHBIMU OYaroBBIMH HEKPO3aMH H, pPexe, TUM(POUIHBIMEA (DOILTUKYIaMH
[281].

['ncronornueckas nuarHoctuka AUIDT ocymiecTBisieTcss B paMKax CTaHIapTU30BaHHOTO
MOP(OJIOTHUECKOTO HCCIIEOBaHUSI OMONTAaTa TMEYeHH JJsi CBETOBOW MHUKPOCKOIHMH, OOBIYHO
BKJIIOYAET CJICIYIOIINE THCTOJIOTMUECKAE OKPACKU: a) TEMAaTOKCWIIMH U 303uH, 0) PAS-peakmus,
B) PAS-peaknus ¢ amuiaasoi, r) no Maccony (Masson) u (i) o Baun I'mzony (VanGison).

AUD' moxer coyeraTbcsi ¢ 3a00JeBaHMSIMU IIeUyeHM Apyro stuosoruu. IlosTomy
NPUCYTCTBUE B MOp(dosornyeckoil kapTuHe OuonTaTa MeYeHW M3MEHEHWH, XapaKTePHBIX IS
Opyrux  3a0oJeBaHMK  T€YeHH  (CTeaToremaTuTa, IOPaKEHHs  KETYHBIX  MPOTOKOB,
renaToLeUTIOIIIPHOTO U HHTPAKaHATIHKYIISIPHOTO X0JIeCTa3a, NepHIyK Ty IsIpHOro ¢udposa u ap.),
He uckimovaetr nuarno3 AUI. Tak, npuszHaku >KUpOBOM 0OJE3HU MEUYECHU MPHUCYTCTBYIOT y 17—
30% nanuentos ¢ AUT [150, 282, 283] (cm. Takxke pasaen 2.8). B Takux ciaydasx peKOMeH Iy eTcst
IPOBECTH MOP(OJOTUYECKOEe M KIMHUKO-JIA0OpaTOpHOE J1000CiIe0BaHUE NalUeHTa s
YCTAHOBJIEHHsI COYETAaHHOM matosnoruu nedeHu. 1o mokasanusm ¢ nenbio auddepeHnnanbHon
muarHocTuku AWI iy BBIABIEHHMS COYETAaHHOM MATOJOTMM B OWMONCHHHOM Marepuae
MIPOBOJISATCS JIOTIOTHUTEIIBHBIE OKPACKU: OPCEMHOM Ha AJIACTHYECKHE BOJIOKHA, KOHTO KpacHBIM
Ha aMUJIOWJ, POJaMUHOM Ha Meab, 1o Ilepncy Ha xene3o, UMIIperHanus colsiMu cepedpa Ha
PETUKYJIMHOBBIC BOJIOKHA 1 Jp. [284].

Cornacao Koncencycy (2021), ucronb3yroTcs ciaeayonume TEpPMUHBL:

1. ITpu mpenMyIIIeCTBEHHO MOPTAITEHOM MOPAKEHHH
A. Beposarueii AWUI' — 1npu  HamMuuMM ~ NPEUMYLIECTBEHHO  MOPTaIbHOU
TUM(OIUIa3MOIMTAPHON HH(UIBTPALUU B COUETAaHUH:
a) ¢ OoJsiee YeM JIETKUM MEePUTIOPTAIEHBIM (MHTEP(EHCHBIM) FeaTHTOM;
0) niu OoJiee 4eM JIETKUM JIOOYJIIPHBIM I'eaTUuTOM,
B) win OoJiee 4eM JIETKUM JIOOYJISPHBIM U MEPUNIOPTATIbHBIM (MHTEP(ENCHBIM,
MOTPAaHUYHBIM) TeIATUTOM MPH OTCYTCTBUHU T'MCTOJOTHUECKUX MPU3HAKOB, XapaKTEPHBIX

JUTSL IPYTHX 3a00JIeBaHUH TICUCHHU.
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b. Bo3moxsbiii AWIT — 10Opu  BBISIBICHUMHM  THCTOJIOTMYECKUX  MPHU3HAKOB,
CBUJIETEJBCTBYIOIIMX O IPYroM 3a00J€BaHUM NIEYEHU B COUYETAHUU C NPU3HAKAMM, YKa3aHHBIMU
B IIyHKTaXx a, O:

— MPEUMYIIECTBEHHO IOpTajbHas JuUM@oIIazMouuTapHas uHGUIbTpanus 6e3 Oonee
YeM JIETKOT'0 JOOYJISIPHOTO U MEPUIIOPTAIBHOrO (MHTEP(EHCHOro, HOrpaHUYHOI0) IeNaTUTa MpH
OTCYTCTBUH TUCTOJIOTUYECKUX MPU3HAKOB JIPYTOTo 3a00JI€BaHHS IIEYCHHU.

B. Manoseposatubiii AUIT — 1npu  HaauMuuum NOpPEeUMYIIECTBEHHO IOPTajIbHOU
auMdorIa3sMoIUTapHO  MHPUIbTpanuu 0e3  Oojiee  dYeM  JITKOTO  JIOOYJSpPHOTO H
HNepUNOPTAILHOrO (MHTEp(EHCHOro) rematuta M THCTOJOTMYECKUX IPHU3HAKOB JPYroro
3a00JI€eBaHUS [TEYEHHU.

2. Ilpu mpenMyIIecTBEHHO JIOOYISIPHOM MTOPAKECHUH:

A. Beposaruelii AUI" — npu Hamuuy NpeuMyIIecTBEHHO JOOYJIsIpHOro renatura Oosee
YyeM JIETKOM CTENEeHU BBIPAXEHHOCTHU C LIEHTPOJIOOYIIIPHBIM HEKPOBOCIAIUTEIbHBIM IPOLIECCOM
i 6e3 Hero:

a) 1 IMMPOIIa3MOLUTAPHON UH(PUIBTpALINY;
0) WK MepunopTaaIbHOTO (MHTEP(EHCHOT0, MOrPAaHNYHOI0) TeIaTHTA,
B) WMJM MOPTAJIBHOrO remnatuTa, (uOpo3a MpU OTCYTCTBUU THUCTOJIOTHYECKHUX

MPU3HAKOB JAPYTOM MaTOJOTUU NIEUYEHH.

b. Bo3moxubiit AU — myHKTHI @, © WK B IPU HAIWYUHU TUCTOJIOTMUYECKUX MTPU3HAKOB,
CBUJIETEIBCTBYIOIINX O JPYTOM IOPaKEHNUHU NIEYEHH.

B. Manosepostueiii  AUI' — 500ynsipHoe BocnajieHue JI0OOH CTENeHu ¢
HEHTPOJIOOYISIPHBIM HEKPOBOCIIAJIECHWEM WKW 0e3 Hero, HO 0e3 JauMQOoIuIa3MOIUTapHOM
MHQUIbTAUU, IEPUNIOPTAIBHOTO (MHTEP(ENCHOT0, MOTPAaHUYHOT0) TeraTuTa Uik MOPTaIbHOIO
¢ubpo3a B NpUCYTCTBUH FMCTOJIOTHYECKUX NMPU3HAKOB APYTroi MaTOJIOIUU MEYESHH.

JlonmyCcTUMO BMECTO TEPMHHOB «BEPOSATHBIN», «BO3MOXKHBIN», «MaJOBEPOSATHBIIN
MCIIOJIb30BaTh AHAJOTHYHBIE MO CMBICTY (OPMYIHUPOBKU B 3aKIIOUEHUH: «MOp(OoIorHuyecKas
kaptuHa cooTtBeTcTByeT AMI», «mopdonornueckas kaptuHa He npotuBopeunt AUy,
«moposornyeckux npusHakoB AWNIT He oOHapyxkeHo». OAHAKO ¢ yYeTOM TOTO HYTO
NaTOrHOMOHUYHBIX Mopdoioruueckux npusHakoB AUIT He cymiecTByeT, 1momoOHble (pa3bl B
3aKJTIOYEHUU B OOJIBINEH CTETIEHH MOTYT BBECTH KJIIMHHIIMCTA B 320y KIeHUE (ITOCKOIBKY OoJee

OJ/THO3HAYHBI TIPH MOTBEPKACHUH WIIM UCKITFOUeHUH auarnosza AUI).

o PeKOMeH)lyeTCH npu MnaTojJoro-aHaTOMH4Y€CKOM HCCJI€I0BaAHHUHU OHMOIICHUITHOTO

MaTepdajla TKaHM THeyeHH mnanueHta ¢ AMIT ouneHuBarb aKTHMBHOCTH
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HekpoBocnajeHusi (A) m craguio ¢uopo3a (F) ¢ meabi0 MOCTAHOBKHM JMATHO32,

CTaHPOBAHMS 3200JIeBAHUSI U ONPe/IeIeHUsI TAKTUKH BeJleHus manuenTa [2, 187].

YpoBenb  yOenurTeabHOcTH ~ pekoMeHaauumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJbCTB D).

Kommenmapuu: Jlnsa oueHku rucrosiorudeckor aktuBHOcTH AUNIT (A) m cremeHu
¢dudpo3sa (F) meuern BO3MOKHO HCIIOJIL30BaTh pa3indHbie akTyaibHbie cucteMbl (METAVIR, mo
Knodell, Ishak, ap.). Jnst ynoGcTBa comocTaBieHuss ¢ HCMHBA3UBHBIMUA JTAHHBIMU W TIPHHSTHUS
pemieHHid 00 W3MEHCHWM TaKTUKW JICUEHHs] JUIsl  OIEHKH (QuOpo3a MpencTaBIseTCs
MPEINOYTUTENbHBIM Hcronb3oBath Imkany METAVIR (mockoiabKy MeToAbl HEWHBAa3MBHOMW
JTUArHOCTHKHU (UOpOo3a MeUSHU BATUIU3UPOBAIUCH MPEUMYIIESCTBEHHO MTyTEM COIIOCTABJICHHS C
nannbeiMu 110 kane METAVIR), a a1t onieHKH HEKpOBOCIIATUTEIbHONW aKTHBHOCTH — MHIICKCA
ructonorndeckoir aktuBHocTH (MI'A) mo Knodell (stor meron Bomien B KPHUTEPUH OIEHKH
pemuccun) [91, 284, 285, 286, 287] (cm. npunoxenus ['4-16).

Koncencyc International AIH Pathology Group (2022) mnpeanaraer misi OICHKH
akTuBHOocTH AUI ucnosnb3oBate moaudunmposanubiii UI'A K.G. Ishak [187, 288] u BbinensaTh
kareropu: A (IEepUNOpTaIbHBIA WIM TEPHCENTAIbHBIA HHTEep(dEHCHBI renaTut), B
(MocToBHHBIE HEKpO3bl) U C ((okalbHbIE HEKPO3bI, allONTO3 M OYaroBOE BOCIMAJEHHE). JTa
METOJIMKA JTOMyCTUMa i Mopdosorndeckoii oneHku aktuBHOCTH AWI, HO mpeacraBiseTcs
MEHEe BOCITPOU3BOIUMON B KIIMHHYECKOM MPAKTUKE B CPABHCHUH C OOMIETTPUHSITHIMU CHCTEMaMHU

METAVIR u UT'A no R. Knodell.

e Pexomenayercst y nanueHToB ¢ npeanonaraeMbiM AUI B 1MarHoCTHYECKH CJIOKHBIX

U HeolpeaeJeHHbIX CJIy4YasX AJsl NOBbIMIEHUs HWH(OPMATHBHOCTH HCIOJL30BATh

METOAbI HUMMYHOTUCTOXMMUYECKOT0 (U1'X) HCCIIeI0BAHUS (maroJioro-

aHATOMHUYeCKOoe MCcie0BaHUe OMONCHITHOIO MaTepHaJia Ne4YeHH C NMpPHMEHEeHHeM

HUI'X-meTonoB) 1Jisi 00HApPYXKEHHMS IJIA3MATHYECKHX KJIETOK M NMPH3HAKOB JPYrHX

3a00/1eBaHM I ITEYEHH B LEJISIX BbISIBJICHHS IPU3HAKOB Ay TOMMMYHHOI0 3200/1eBaHUSA

neyeHu u (nian) ero tuddepeHuuaabHoit quarnocruxu [280, 289, 290].

YpoBeHb  yOenuTeJbHOCTH  pekoMeHaaumii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB 4).

Kommenmapuu: WI'X-uccnenoBanue OuonrTaTa MeYeHM B PYTUHHOM KIMHUYECKOM
MIPaKTHKE He ABIIeTCs 00s13aTenbHbIM. Heo0X0MMOCTh €ro MpoBeACHHSI OTIPEAEIIAETCS B KaXkKI0M
ClIy4yae WHJIMBHUAYaJIbHO IIPU HEAOCTATOYHOCTH JAHHBIX, I[OJO3PEHUU HA COYETAHHYIO
ayTOMMMYHHYIO IIaTOJIOTHIO, CJIOKHOCTM HMHTEPIPETALMU THUCTOJIOTMYECKUX W3MEHEHUH U

HeoOxonuMocTd  AuddepeHInanbHON TUArHOCTUKA ¢ JIpyruMu 3abojeBanusmu [284]. Tlo
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JaHHBIM peTpocrekTuBHON paboTel MI'X-uccinenoBanme CDI138 cymiecTBEHHO TMOBBIIIACT
BBISBIIIEMOCTh TUIa3MAaTHYECKUX KJIETOK B OMomnTarax nedeHu nauueHToB ¢ AUIL mo cpaBHeHUIO
C PYTHHHBIM OKpallMBaHHEM I'eMaTOKCHIMHOM-303uHOM [289)].

[Tpu nuddepennmanbHONl AMATHOCTUKE XOJIECTATHUECKUX MOPAKEHUM MEYEHH WM UX
coueranus ¢ AUI xenarenbHbIM sBisieTcs npoeaenne UI'X-uccienoBanust TKaHEBBIX CPE3OB €
nuTokeparuHoM-7  (cytoceratin-7, CK7) mias oOObEKTHUBH3AIMK  XapaKTepa IOPaXKCHHUs
reraToUXUTOB U CTENICHN BOBJICUCHHSI B TIPOLIECC JOOYIISIPHBIX U MOPTAIBHBIX KEITYHBIX IIPOTOKOB.
CK7-nonoxutenpHbple MEepUNOPTAIbHbIE TE€NAaTOLUUTHI SIBISIOTCS MPU3HAHHBIMHU IMPU3HAKAMU
XPOHUYECKOI0 X0JIeCTa3a, U UX HAIMYUE MPEANoaraeT pacCMOTPETh allbTEPHATUBHBIN TUATHO3
WK TnepekpecTHbie cuHaApoMbl [291]. CremyeT OTMETHUTh, YTO 3TOT NMPH3HAK XPOHHYECKOTO
xoJjecra3a 0oJbIle TePSeT CBOI TUArHOCTUYECKYIO IEHHOCTh MPH HAJMYWU TsKeTIoro Gpuodposa
win LI, xorma MoxkHO HabMOIaTh HecHeU(PUIECKOE HAKOIUICHHE MeJlb-aCCOLMMPOBAHHOTO
6enka u CK7-MO3UTUBHOCTh HE3aBHCUMO OT 3THONIOTHH 3aboseBanus [291]. Tlpemnaranuch
rucronorudeckue kpurepuu AWUI, ocHoBaHHBIEe Ha MHTEP(ENCHO-10JIBKOBOM BOCHAIUTEIBHON
AKTUBHOCTH, KOJIMYECTBE IUIA3MAaTHUUECKUX KJIETOK, OTCYTCTBMM IHPU3HAKOB IOBPEXKICHUS
JKETYHBIX TPOTOKOB M OKpAaIlIMBaHHUs Meab-accoimupoBanioro oOenka/ CK7, kotopsie
POIEMOHCTPUPOBAIIM BBICOKYIO 4yBCTBUTEIbHOCTD isi auarnoctuku AUT [280]. TTo mnpyrum
nanubiM, 1eHHocTh CK7 mns mauddepenumarmu AU u T1BX comuutensha [292]. s
mupdepentmansHoil quarHoctuku AUI, [IBX u IIBX/AUIT nmpeanaranoch HCIOJIb30BaHUE
UMMYHO(DEHOTUITMPOBAHHUS MJIa3MaTHUECKHUX KJIeTOK (BbisBiaeHue 1gG- n IgM-no3utiBHbIX) [293]
U oreHka skcrpeccun bcl-2 [294]. UT'X-uccnenoBaHue matepuana IMEYEHH C ONMpPEACICHHEM
IgG4-no3utuBHBIX KJIeTOK Tpedyercs mpu muddepenimannn AU u TICX/AUT ¢ 1gG4-
CBSI3aHHBIM TenatuToM (B pamkax 1gG4-cesizanHoro 3aboneBanus) [295, 296].

B numarHocTHuYeckH CIOXKHBIX WM HEONPEAETCHHBIX CIydasX B LENIX (OpMYITUPOBKH
TUCTOJIOTHYECKOTO 3aKIIOYEHHs] JJisi KOHCYJIbTHPOBAHHUS MOTYT TPUBJIEKAThCS Bpadu-
CHEIMAJIMCThl, TMPUHUMABIINE HEMOCPEACTBEHHOE y4acThe B MEIUIUHCKOM OO0CIeIOBaHUU M
JICUEHUH MAlUEHTA, a TAK)KE Bpaur MHBIX MEAUIIMHCKUX OPTaHU3alli, B TOM YHCIIe TPUMEHSATHCS
TeleMeUIMHCKIe TexHoioruu [297]. Pekomenmyercss KOHCYIbTHUPOBAaHUE MOP(OIOTHIECKOTO
MaTtepuaja B IEHTpaX, OOJajaroliuX OmbelToM Mopdonorndeckoit auarHoctuku AUIL, wu
MIPOBE/ICHUE JOTIONHUTENBHBIX HeoOxomaumbix UI'X-uccnenoBanuii B 3aBUCUMOCTH OT CIIEKTpa
nrarHoctuaeckoro noucka (onpenenenue 1G4, mapkepos BupycHbix nHpeknnii — BI'C u BI'B,

[IMB, BOb, A-amunonpa, bel-2 u ap.) [284, 290, 298].
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e Pexomenayerca y namuentoB ¢ HAYKBII npu BbisiBJeHMH THUNMYHBIX Hasa AU
ayTOAHTHTEJ U NOBBILIEHUH YPOBHS cbIBOPOTOYHOro |G paccMoTpeTh BbINOJTHEHHE
Ouomncuy mevyeHu ¢ neablo quarnocruku AUI [299].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauumi C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJbCTB D).

Kommenmapuu: HAXBII sBnsiercs nanbonee pacrpocrpaneHabiM X311, AyroanTurena,
00bryHO AHA 1 () AI'MA, obGnapysxuBatorcs y 21-48% nauuentos ¢ HAXBII. Kpowme Toro,
y 7-30% nauuentoB ¢ HAXKBII moxer HaGnroaaTbcsi He3HAUUTEIbHOE MOBBIIEHUE YpoBHS IgG
B ceiBOpoTKe Kpou [299, 300, 301, 302, 303, 304, 305].

[Tpumenenue pexkomenayeMbix [AIHG nuarHocTMueckux KpUTEpPHEB JUISl ONpPENEICHUS
AUD vacto maer 3aBbIIICHHYIO OIEeHKY y mamueHTtoB ¢ HAXKBII u3-3a Hecmenumdpuaeckoro
MOBBILICHHUS YPOBHS ayTOAHTUTEN, MOATOMY 1jisi AuarHocTuku AWI o0s3aTenbHO BBIMIOJIIHEHUE

ouoncun neuenu [299].

2.6 Kpurepum ycTaHoOBJIEHUS AMATHO3A

2.6.1 Kpurepuu veranosJjeHus qnuaraoza AU

o Pexomenayercst Aas ycraHoBjaeHusi auarnosa AUWUIT (kak BeposiTHOro, Tak M

OKOHYATEJbHOI0) UCI0JIb30BATh YNPOIIEHHbIe AHarHocTu4yeckne kpurepuu IAIHG

(E.M. Hennes c¢ coast., 2008), BriIIOYaIIMe HAJIUYUE AYTOAHTHTEN, YPOBEHb

UMMYyHOrJI00yimHa G B KpPOBHM, HCKJIHYEHHMe BHPYCHBIX TeNaTHTOB H

THCTOJIOrMYECKYI0 OLleHKY OuonTaTa neuenn [2, 180, 306, 307, 308].

YpoBenb  yOenuTenbHOCTH  pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB 2).

Kommenmapuu: AUI' — »5T0 KIMHUYECKHI JWArHo3, OCHOBBIBAIOIIUKCS Ha
0OHapyKeHUH ayTOAHTUTEI, MOBBIMIEHHUS CBIBOPOTOUHOTO |gG ¥ rucroisorndeckux AaHHbIX [1].

Jns nuarnoctuku AUT IAIHG B 1993 r. Gbinia npeamnoskena, a B 1999 r. moaudunupoBana
nuarHoctudeckas cuctema [181]. Dta cuctema wu3HauvanmbHO Obula pa3paboTaHa IS
UCTIOJIB30BaHUSI B KIIMHUYECKUX HCCIEAOBAHMSIX M OKa3alach CIOXKHA JUIS TMPUMEHEHHS B
KIIMHUYECKOH npakTuke (nmpunoxenue ['1). Kpome Toro, B Heli 60bII0# yIENbHBIN BeC 3aHUMAIN
THCTOJIOTUYECKUE KPUTEPUM, U HEKOTOPBbIE M3 HUX IO3XKE MEPecTald CYMTATHCS THIUYHBIMH
npusHakamu AUT [187].

B 2008 r. E.M. Hennes c¢ coaBT. Obuta NpeayioKeHa YMPOIICHHAs JAHUArHOCTHYECKas
cucrema, noguepxkannas |IAIHG [180] u pekomeHayemas Ajsi UCIIOJIB30BaHUS KPYMHEHITMMU

remarojioruueckumu  acconmarmsamu [1, 1, 137, 309]. VYmporueHHbIe KPUTEPUH BKIIOYAIOT
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4 KOMITIOHEHTa U TO3BOJISIOT HA OCHOBAHUU OAJUIBHON OLIEHKU MOCTABUThH JAMATHO3 «BEPOSTHBIH
AU unmu «onpeneneHusiii AU (gpunoxkenue [2). YmpolueHHbIE KPUTEPUU YAOOHBI JUIS
NPUMEHCHHS B KJIMHUYCCKON MPaKTHUKE, ObLTH BAJTUJAU3UPOBAHBI B PA3IMYHbIX monysiusx [307,
310, 311, 312] u AEMOHCTPHUPYIOT BHICOKYIO CIEIU(PHUUIHOCTE U YMEPEHHYIO UyBCTBUTEIBHOCTD
[313].

OrpanndeHreM K IPUMEHEHUIO 3TUX KPUTEPUEB SBIISETCS TO, YTO IIECHHOCTh MX CHUKACTCS
Ipu aTUNU4HOM TeueHuM (cepoHeratuBHbli AUI; AUDT ¢ HopmaneHbiM ypoBHeM IgG; AUIL,
MpoTeKaromui Ha POoHEe XPOHUYECKON BUPYCHOM MH(PEKIIUK WK APYTHX (DOHOBBIX 3a00JICBaHUH),
OHH HE MOTYT OBITh UCIOIB30BaHbI IPU BapuaHTHBIX (hopmax AU (mepeKkpecTHBIX CHHAPOMAX C
XO0JIECTaTUYECKUMH 3a0oisieBaHusiMu) (cMm. paszzaen 2.6.2.), a taxxke y marueHtoB ¢ OTAUI,
KOTOPBIM HeoOxoauma cpounas uauimanus UCT [1, 1, 137, 308, 313, 314].

B atux cinydasx tpeOyercs NpUMEHEHHE KOHCUIMYMHOIO MOJAXOJAa Ji MOCTaHOBKH
IuarHosa. B oTaenpHBIX cioydyasx BO3MOXKHO HCIIOJIB30BaHHE 00Jiee CI0NKHOW AMarHOCTUYECKOM

cucremsl (IAIHG, 1999) [181, 313] (mpunoxenue I'1).

2.6.2 Ilnarnocruka ceponerarusuoro AUI'

o Pexomenayercst y cepoHeraTUBHBIX NALMEHTOB (C OTCYTCTBHEM THIHYHBIX 1 AU
AyTOAHTHTEJ) TNPH HAJIMYUH JPYrUX JIA0OPaTOPHBIX M  MOP(OJTOrHYEeCKHX
npusHakoB AUI' paccmorpers HazHavyeHue UCT ¢ umeabio audpgepeHuunaIbLHOM
JAMArHOCTHKH U Jeyenus [315, 316, 317, 318, 319].

Yposenb  yOenurTenbHocTH  pexkoMengauuii C  (ypoBeHb  [I0CTOBEPHOCTH
J0KA3aTeIbCTB D).

Kommenmapuu: VHorna y manyeHTOB NPUCYTCTBYIOT KJIMHHUYECKash CUMIITOMAaTHKa U
JaHHBIE JTA0OpATOPHBIX HCCIENOBAaHWM, moaTBepxmaroniue nuarHo3 AW, omHako He
BBIABJISIFOTCS XapakTepHble anTuTena: AHA, ATMA, anti-LKM-1, anti-SLA/LP [317].

[lo ganHBIM HEKOTOpBIX HccienoBaHui, 10 19-34% cnywaeB npu AUI y nanueHToB
moryT He BbisiBIATBCs AT [320, 321, 322]. [Ipyrue wucciemoBaTend 3TO OMPOBEPralOT U
YTBEPKAAIOT, 4yTo Jullb y 1-5% mnauuentoB ¢ AU MOryT OTCyTCTBOBaTh JMArHOCTHYECKHE
anturena [319, 323].

Kpome toro, B 7% ciyuaeB npu OTAUI" u no 24% c¢ynemunantHoro teuenus AUD
aQHTHUTEJIa TAKKEe MOTYT He onpenensathes [324, 325]. B nanpHeiinieM mo Mepe nporpeccHpoBaHusI
3aboseBanus ayroantutena (AHA u ATMA) moryt nosButhest [315, 316], uto mpeamosaraer
HEOO0XOIMMOCTh MTOBTOPHOTO OINPE/IEICHUS ayTOAHTUTEN Y CEPOHETaTUBHBIX MAIlMEHTOB, HO €ro

CPOKH HE OIpe/esieHbl B uccieqoBaHusaX. CHeKTp 0OHapyKMUBAaeMbIX ayTOAHTHTET MOKET OBITh
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HectangapTabiM  [317]. Tak, anti-SLA wmoryr ompenensatees y 9-31% manueHToB ¢
ceponeratuBubiM AU [324, 326, 327], a arunuunbie TAHIJA B HEKOTOPBIX CilydasXx MOTYT
HOCITYKUTh (PaKTOPOM, TIOATBEPIKIAIOIIUM AHaruo3 [248].

Takum 00pa3oM, OTCYTCTBHE ayTOAHTHUTEN HE SIBIISIETCS (PAKTOpPOM, OJHO3HAYHO

UCKIToUarouM auarao3 AT wiu orpannyuBaromum ucrons3oBanue 'K [317, 318, 319].

2.6.3 JlmarHocTuka mnpu_nepekpecTHbIX cuHApoMax AMIT M xoJecTaTM4ecKHX

3a0oJeBanuii (BapuanTHbie popmbr AUT)

e PexomenaoBano manmentam ¢ AUI' m nmomo3pennmem Ha AUI' npu noBbIIeHUM

AKTHBHOCTH J1abopaTopHbIX MapkepoB xoJecta3za (I{® > 2 BIIH u (wm) I'TT > 5

BIIH) wim Hemocrtatounom otBere/ ero orcyrcrBum Ha MWCT BbINOJIHUTH

oocaenoBanne s uckaodvenusi [IBX, IICX wu apyrux npuymH XoJjecrasa:

onpeaejeHue COJEPKAHUA AHTUTEJ] K AaHTHINeHAaM MHUTOXOHApPHH B KpoBu (AMA),
onpeaeeHHe COACP/KAHMA AHTHTEJ K AHTHICHAM IEYCHOYHOH TKAaHH B KPOBH

(anTHTeN K gP-210 1 SP-100) 1 MAarHUTHO-PE30HAHCHYIO X0JIaHTHONAHKpPeaTorpaduio

(MPXIIT') [52, 328, 329].

YpoBenb  yOenmrtenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: Jlna nanmentos ¢ AV He xapakTepHo nobilieHue aktuBHoctu LD, a
s3Hauenus L[® > 2BT'H y B3pocnbix nmanuentoB ¢ AWUIT mpennosnaraer BO3MOXHOCTh HaTUUHS
xoJsectatiuueckoro 3abosesanus [330].

VYposens I'TT B ChIBOPOTKE KpOBM MOKET OBITh MOBBILIEH y nanueHToB ¢ AUI, uTo,
BEPOSITHO, 00YCIIOBJICHO aKTHBHOCTHIO reratuta [153]. [Ipu 3ToM B OOJBIIMHCTBE CITy4acB OH HE
npesbiiaer 5 BI'H, u noxazatenu Bo3Bpamatotcss B auanazoH HopMm Ha ¢one MCT. Baxno
OTMETHTb, 4TO y manueHToB ¢ AW, y KOTOpbIX HaOiromascs IJIOXOH OTBET Ha Teparwio,
ucxoHbli ypoBeHb ['TT B CBIBOPOTKE KPOBU ObLT 3HAUUTENILHO BBIIIE, YeM Y OOJIBHBIX € MIOJHBIM
otBeToM Ha jedenue [331]. Takum o6pa3om, nossienue ['TT > SBI'H, a taxke coxpaHeHue ee
aktuBHOCTH Ha QoHe MCT MoryT ObITh MapkepaMu XOJECTaTHUECKOTO 3a00JIeBaHUs MEYEHH Y
namnuenToB ¢ AUT.

CornacHo uccnenoBanusM, nanueHtsl ¢ AU u 1aGopatopHbIMHU, THCTOJIOIMYECKUMHU
pU3HaKaMu xoJiecTaza umeroT xyamuii orset Ha UCT B cpaBHEHNH € OOJIBHBIMU € KIACCUYECKUM

teuenuem AUI, uto TpeOyeT Koppeknuu iedeHus [52].
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O6cnenoBanue nanueHToB ¢ AUIT 10KHO MPOBOAUTHCS 110 CTaHAAPTaM JIJIsl JUArHOCTUKHU
XOJIECTATUUYECKUX 3a00JICBAaHUH TIEUCHU U BKIJIIOYATH OmpesesieHne THNUYHbIX uist [IbX antuten
(AMA, anTuten k gp-210 u sp-100) u MPXITIT" [328, 329, 332].

[Tpu nomospenun Ha 1gG4-cBsizanHOe 3a001eBaHne (BBISBICHUE TUITHYHOTO MOPAYKEHUS
JIPYTUX OPraHoB U (MJIM) XOoJaHTHOrpadUyecKue JaHHbIE) CIeIyeT TakKKe ONpEeAeTUTh YPOBEHb

IgG4 B ceiBopoTke KpoBu [333].

o PexomennoBano npu nogospennu Ha AUI'/IIBX, AUT/TICX (BapuanTHBbIe GopMbI
AUI', nepexkpecTHble CHHAPOMBI) BBINOJHUTH OHONCHIO TE€YEeHH € MATOJIOrO-
AHATOMHUYECKHM HCCJIEeJOBAHMEM MAaTepHaja TKAHM IEeYeHH [JIsi NMOCTAHOBKH
JINarHO32a ¥ BbIOOPa TAKTHKH Jedenus [52, 333, 334].

YpoBenb  yOenutenbHocTH  pekomengamuii C  (YypoBeHb  /10CTOBEpPHOCTH
J0KA3aTeIbCTB D).

Kommenmapuu: JIna puarHoctukn AWMIT B paMmkax BapHMaHTHOIO CHHJIPOMA C
XOJIECTATUYECKUMHU  3a00JICBaHUSIMU  00S3aTENbHO  BBINOJIHEHME OHMOINCHMU TEUEHU C
THECTOJIOTHYECKUM HcciieqoBanuemM OuonrtatoB [52, 150]. Hanwuue yMepeHHOTrO M TSDKEIIOTO
uHTepdeiicHOro rematuta B 6uonrarax neueHu ompenenser komnoHeHT AUI u nokaszanus x
nasnayenuio MCT [52, 335, 336].

B 6uonTartax neuenu npu IIBX, IICX MoryT ObITh MpU3HAKK JIETKOTO MHTEp(PErcHOTro
renaTuTa, 4To SIBISETCS OCOOEHHOCTHIO TEUEHUS XOJECTAaTUYECKUX 3a00JIeBaHUM NEYEeHU, a He
npuszHakoM AUT. TTogo6uble nanuenTsl xopoio oteeyatoT Ha Y JIXK u He TpeOyroT Ha3HaueHUs
UCT [337].

['ucronornueckass OIEHKA JKETYHBIX IPOTOKOB SBJISETCS BaXXHBIM  KPUTEPUEM
muarnoctukd  [IBX mpu coderanun ¢ AWUDT [1]. BeposTHO, TOIbKO J1a0OPAaTOPHBIX U
CEPOJIOTMUECKUX KPUTEPUEB HEAOCTATOUHO JuIst AuarHocTuku [16X B nanHOM rpyne nanueHTos,
Tak kak AMA anTtuTena oOHapyxuBaioTcsi B 8—12% cmyuaes AUI 6e3 TIMCTOIOTHYECKUX
NPU3HAKOB TOBPEXKICHUS WM TOTEpH KeTuHbIX NpoTokoB [338]. Ot AMA-mO3UTHBHBIC
narentsl ¢ AUT orBeuarot Ha UCT, u [16X y Hux He pa3suBaercs [339].

Jns mudpepennmanun kinaccuueckoro AUI ¢ IgG4-cBsi3aHHBIM IelaTUTOM MOKET TaKxkKe
TpeOoBaThCs OUOTICHS MEUEHH C MaTOJI0ro-aHaTOMHUYECKUM, B ToM uucie UI'X-, nuccnenoBanuem
Matepuana. Ho B 6onsmmHCTBE ciydaeB npu [gG4-cBsi3aHHOM 3a00JIeBaHUH TTOPAYKEHUE TTEUEHN
COYETaeTCs C MOPAKEHUEM IPYTHX OPTaHOB, TO3TOMY JJIsi IUArHOCTUKU MOXKET OBITh 1OCTATOYHO

UCCIICIOBAHMS IPYTUX TKAHEH (CIIFOHHBIX JKeNe3, ODKETyA0YHO Kee3bl u T. 11.) [333, 334].
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e PexomenaoBano nmamuentam ¢ AUI npu noBbileHNH Ja0OPATOPHBIX MapKepoOB
X0J1eCTa3a U OTCYTCTBUHU XOJAHTHOTPadUUYECKUX W3MEHEHHUI BBINOJHUTH OHMONCUHIO
NMeYeHH ¢ MATOJI0r0-aHATOMUYECKUM HCCJIeI0OBAHMEM MATepPHAaia TKAHU NMeYeHu s
auarHocTuku ICX meakux nporokos [52].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB D).

Kommenmapuu: BrisiBienue nepuayKTyIsipHOTo (puOpo3a U Jpyrux THCTOJIOTHUYECKUX
npusHakoB [ICX y mammentoB ¢ AUID sBiseTcss oOs3aTeNbHBIM KPUTEPHUEM JUATHOCTHKH
AUT/TICX menkux mpotokos [1]. B To e Bpems g0 10% B3pocisix mamuentoB ¢ AU umerot
NpU3HAKK TOpaKeHHs: >KemyHbiX mpotokoB [340]. Tlpu mnpoBenenun nuddepeHInaTBHOIM
JUATHOCTHKHU CIIEJyeT Y4YUTBIBaTh, 4To XapaktepHas st [ICX kapThHa NEpUIYKTYISIPHOTO

¢bubpo3a He IBIAETCS BHICOKOCTICIIM(PHUHON U MOKET HAOIF0AaThCS IpH psjie 3aboneBanmii [341].

e He pexomeHayercss MCHoJIb30BaTh aMarHocTuyeckue kpurepun AU s

BbisiBIeHns1 komnoHenTa AUT npu IIBX/AUT, ICX/AUT [52].

YpoBenb  yOenurTeabHOcTH  pekoMmenaauumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: Jlnarnoctuueckue mkansl Ui BapuanTHeIX ¢opm AUID (IIBX/AUT,
[ICX/AWUI') He oOWEnpUHATHI W HEJOCTATOYHO BaJIUAUPOBAHBI. IJTO OOBACHSAETCS MaJou
pactpoCTpaHEHHOCThIO BapHaHTHBIX CHHIPOMOB, 3aTPYIHSIOMIEH MPOBEACHHWE KPYITHBIX
UCCIIIOBAaHUM, a TaKXKe CXOXKECThIO J1a0OpaTOPHBIX, CEPOJIOTUYECKUX U MOP(OIOTHYECKUX
npusHakoB  3a0oneBanuit  [52]. Cranpmaptaeie  kputepun AWD  mokaszamud  HU3KYHO
YYBCTBUTEJIBHOCTb U crelupuuHocTh npu auarHoctuke [ICX/AUL, uro 0ObsCHIETCS HaTUYUEM
00X 1a00PATOPHBIX, CEPOTOTHICCKHX U MOP(DOIOTHUSCKUX TpHU3HAKOB 3a0oneBaHuii [181,
337, 342]. IAIHG He pekoMeHAyeT HCIOJb30BaTh B Clyyae MEPEKPECTHBIX CHHIPOMOB
JIMarHOCTUYECKUE KPUTEPUH, IPpeAHa3HaueHHbIe Tt quarnoctuku AU [52].

[MTapmxckue KpuTepun (CM. TIPIITOKEHHS) TIOKa3aJIi 00JIee BBICOKYIO YyBCTBHTEIIBHOCTD U

crenr(GUIHOCTh B CPaBHEHHHM ¢ AuarHoctunyeckumu mkanamu AUD y nammentos [TBX/AUT [52,

335].

o Pexomennyercs ansa nmarnoctuku [IBX/AUI ucnoas3oBarts [lapnaxckne kpurepun
AUT/MBX, BrioYawinue OleHKY ypoBHs chiBopoTounbix AJIT, II® (I'T'T), 1gG,
Hanmnuue AMA, AIMA u mopdoJiornyeckue nannbie [1, 343, 344].

YpoBenb  yOenuTelbHOCTH pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB 2).
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Kommenmapuu: Ha cerogusmHuii neHb Haubosiee HaASKHBIM HHCTPYMEHTOM JUIS
nocraHoBku guarHo3a I[IBX/AUD senstorcs Ilapmwxckue kputepun AWI/TIBX [344] (cwm.
npuioxkenue 7). CornacHo UM, AHAarHO3 MOKET OBITh YCTAHOBJICH MPHU COOTIOACHHUH JBYX U3
tpex kpurepueB [1BX u nByx u3 tpex kpurepue AUI.

Kpurepuu [16X npu AUT/TIBX:

— aktuBHOCTh L[ > 2 BI'H ut (wmm) [TT > 5 BI'H;

— naimnuue AMA,;

— XapakTepHas MopdoJioruyeckasi KapTUHA. TUNUYHbIE MOBPEXKACHUS SKETYHBIX
MPOTOKOB («IBETYIIUE) KETIHBIC TPOTOKH).

Kpurepun AUL" npu AUT/TIBX:

— aKTUBHOCTb chiBOpoTouHOil AJIT > 5 BI'H;

— ypoBeHb cbiBopoTouHOro IgG > 2 BI'H unu Hanuuue aHTUTEN K TJIAIKAM MBIIIAM
(ATMA);

— THUCTOJIOTMYECKasi KapTHHA YMEPEHHOTO WM TSDKEJIOTO «IOTPAHUYHOTO)» TelaThuTa
(TIepuIopTaNbHBIC WK TIEPUCENITAIbHBIC JTUM(OIUTAPHBIE CTYIIEHYAThIE HEKPO3bl) B OHOIITATE.

Kputepun MMeEOT BBICOKYIO CIENU(UYHOCTh, HO YMEPEHHYIO UYyBCTBUTEIBHOCTH, YTO
00yCJIOBJIEHO BO3MOKHBIM MCKJIIOYEHHEM TMalUeHToB ¢ BapuaHTHBIM AWIT u MmeHee
BBIPAKCHHBIMU MpHU3HaKamu xosectasa [343]. OHu moaBepraroTcsi KpUTHKE OTACIBHBIX aBTOPOB,
MIOCKOJIBKY HE YYHTBHIBAIOT TAIMEHTOB C JIETKUMH TIEPEKPECTHBIMHU MPOSBICHUSMH, KOTOpPHIE
HOTEHIMAILHO MOTITH OBl MOJYYHUTh MOJIb3Y OT KOMOMHHPOBAHHOTO JedeHus [345].

B 2018 r. W. Zhang C coaBT. OblTa MpeaioKeHa HOBask cucTeMa 0auTbHON OICHKU ISt
BeisiBiieHuss [IBX/AUD [346]. Ho osrta cuctemMa mpeacTaBisieTcss MeHee YyIOOHOH s
NPAaKTUYECKOTO HCIIOJIb30BaHM, CONIEPKHUT HEKOTopble Mopdomornyeckne kputepun AW,

KOTOpBIE 1103Ke ObUIM OTBEPrHYTHI Kak npusHaku AUI.

e Pexomenayercsa BbimoanuTh MPXIII' manmentam ¢ AUI' m rucrosiormyecKumu
NPU3HAKAMH TMOBPEKICHUS IKEIYHbIX IPOTOKOB M (MJIM) JAYKTONECHHEH Js
uckawvenus IMCX/AUT [1, 2, 329].

YpoBenb  yOenurtenbHocTH  pekoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB D).

Kommenmapuu: OOmenpuHsaTeIXx auarHoctuueckux kpurepueB [ICX/AUDIT  we
cymecTByeT. JluarHoctuka Oa3upyercsi Ha BBISBICHHM KIMHHUYECKUX, OMOXUMUYECKUX H
rucrosorudeckux npuszHakoB AUID u tummunsix st [ICX xomanruorpaduuecknx M3MEHEHHH
(mo gamapiM  MPXIIT wmu, B 0COOBIX chydasiX, SHIOCKOIMUYECKOW pEeTpOrpagHon

XOJIaHTHOTIaHKpeaTorpaduu) Wik MOpPOIOTHIecKUX mpu3HakoB [347, 348].
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[Ipennaratorcs cienyronme KpUuTepuu:
Kpurepuu AUL" mpu AUT/TICX:

1) nanmnune AHA u (wn) ant SMA B TuTpe He Menee 1 : 40;

2) THUCTOJIOTHYECKAs KapTHHA YMEPEHHOI'O WM TSDKEJIOTO «IIOTPAHUYHOIO» TelaTHTa B
ouorrare.

Kpurepuu [1CX npu AUT/TICX:

1) xonaHruorpaduyeckue u3MeHeHus, xapakrepHoie 1 [1CX;

2) niu Mmopdonornueckue npusHaku [ICX MeIKuX mMpoTOKOB (MIEPHIYKTYISIPHBIH (HUOPO3,
naykrorneHus u ap.) [347, 348].

MPXIII" — ocHoHo#t MeTo aAuarHocTrkH [TICX kpymnHbix mpotokos [329, 347]. Cienyet
YUUTBIBAaTh, YTO XOJAHTHOTpaduyuecKass BH3yalW3alys HE BBIABISET pPAHHUE W3MEHEHHS
MIPOTOKOB, MOITOMY MAIlMEHTaM C BBICOKOW creneHbpto mogo3penus Ha [ICX/AUD tpebyetcs
nposenenrue MPXIII' B tuHaMuke Ha IPOTSHKEHUN HECKOIBKUX JIET.

Ocoboe BHHMaHHE CIIEAyeT YIENATh MalMeHTaM, y KOTOPbIX 3a00JieBaHNE BO3HHKIIO B
JETCKOM M MOJOJOM Bo3pacTe. B wuccienoBaHusX MMOAYEPKUBAIOTCA (HEHOTUIIMYECKUE
ocobennoctH BapuantHoro cuapoma AUI/IICX y nereii: 6onee monoBunsl aeteit ¢ AUT umenu
KIMHUYeCKUe, NabopaTopHble U XojaHruorpaduueckue npusHaku I[ICX [54]. B kpymHOM
MHOTOIIEHTPOBOM MeXAyHapogHoM peTtpocnektuBHoM KW, BritouaBmem 781 pebeHka c
nuarHo3om [ICX, 67% cooTBeTcTBOBaIM MUarHocTHYeCKuM Kputepusim AUT, B otiinune ot 6,6%
B aHAJOTHYHOM uccienoBanuu 7121 B3pocmoro marmenta [62, 349]. ns ob6o3HaueHUs
AUT/TICX y neteit HCTIONB3YeTCs] TEPMUH «ay TOMMMYHHBIN CKIEPO3UPYIOLIHii Xomanru [350].
Bricoxkas pacnipoctpanenHocts AUT/IICX B 1eTckoil monyisliuy yKa3bIBaeT Ha HE0OOX0JUMOCTh
MCCJIEIOBAHMSI COCTOSIHUS KEITYEBBIBOIAIIMX MyTEH KaK JIeTIM C MOMEHTA [IOCTaHOBKHU AMAarHo3a
AWT, Tak u B3pocibM B Bo3pacte 10 25 net [350].

[Tatmentsl ¢ AUI" u moBbllIeHHEM aKTHUBHOCTH JIAOOPATOPHBIX MapKepoOB XOJEeCTasa,
orcyrcTBUEM AMA 1 HOpManbHOM XojaHrHorpammoi MoryT umerh [ICX Menkux MmpoTOKOB
[351] mu60 AMA-neratusHbiii [16X [352], koTOpbIe MOTYT OBITH OTPE/IEIICHBI THCTOIOTMYECKAM
UCCIIEJOBAaHUEM.

Haubounpiryto ciioxHOCTh TpeAcTaBisieT pa3paboTka kputepueB aumarHoctuku I[1CX
Menkux mpoTokoB / AUD. DTo 0OBSICHAETCS PEIKOCTHIO IMATOJOTHH, a TaKKE CXOXKECTBHIO
nposiBiicHni  3a0oneBanuit  [54, 353]. OOBIYHO AMArHO3 YCTAHABIMBACTCS MAI[MEHTAM,
cooTBeTcTBYIOIIMM KputepusM ANI' m umeromum xapakrtepHele g [ICX Menkux mpoTokoB

Mopdotornueckue npusHaku [347].
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e Pexomenayercsa BbinosiHenne MPXIIT" manuentam ¢ AUT B coueTaHnu ¢ A3BEHHBIM

kosutToM (SIK) nas BeisBaenuss AUT/TICX [1, 329, 354].

YpoBenb  yOenurTeabHOcTH ~ pekoMeHaauumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJbCTB D).

Kommenmapuu: Viccnenosanue, BkiroyaBiiee 3684 marmumenta ¢ SK, mokasano, 4to
pacnpoctpanenHocth AUIT cpenn Hux cocrasnsier 0,24% [355]. SIK mmarnoctupyercs y 16%
B3pocibix u 20% nereit ¢ AU, mpu AUI/TICX mopaxkenue kuiieyHuka umeror 10 45%
naruentos [350, 356].

MPXIITI" — ocHoBHO# MeToa auarnoctrku [ICX [329]. AUT/TICX cremyeT HCKITIOYATh y
Bcex nanueHToB ¢ AUIL u SIK, B 0cOOEHHOCTH y KOTOPBIX UMEETCS HEOOBSICHUMOE MOBBIIIEHNE

J1a00paTOPHBIX MapKepoOB XoJiecTasa uin orcyTcTByet orBeT Ha UCT [353].

2.6.4 JlekapCTBEHHO-MHAVIUPOBAHHBII AVTOMMMYHOIOAO0HBIN TIeNaTHT H ero

AUATHOCTHUKA

JlexapcTBEHHO-UHYIIUPOBAHHBINA ayTOUMMYHOT0100HbBIN rernatut (JIN-AIID') — ogun u3
(eHoTHUNIOB JIeKkapcTBeHHBIX opaxenuit nedenu (JIIIIT) [357]. Tepmun JIN-ATIIL Obut ipeioxkeH
JKCIEepTaMU B pe3ysbTaTe COBMECTHOM paboThl KoHcopLmyMa 1o jgeKapCTBEHHBIM HOPaKEHHUSIM
neuenn (Drug-Induced Liver Injury consortium) u IAIHG [357]. Tlo AaHHBIM OTAEIBHBIX
uccnenoBanuii, JIM-AIIT' cocrasisier 2,3-9,2% ot 3apeructpupoBanubix ciydaes JIITIT [358,
359].

Omnwucano 6onee 40 pa3aMUHBIX IMpenapaToB, KOTopble MOTYT BbI3biBaTh JIM-AIII, B ToM
quciae HUTPOPYpaHTOMH, METHIIIONA, THApaia3uH, MUHOLUUKINH, UHTEP()EPOHbI, HHTHOUTOPHI
I'MI'-KoA-penykra3pl  (IpeMMyIIECTBEHHO AaTOpBacTaTWH, peXe — CHUMBAacTaTUH U
pO3yBacTaTH), METHJIIPEIHU30I0H, AUKIO(EHAK, MPOTUBOOMYXOJEBbIE IMpenaparbl KIaccoB
UHTUOMTOPOB NPOTEMHKHMHA3bl (Hambonee YacTo — HMMAaTUHUO, pexe — ma3onaHuo),
MOHOKJIOHAJIbHBIX aHTHTEN U KOHBIOTATOB aHTUTEN (HapuMep, MUIuMyMal, HUBOJIyMal U Ap.),
UMMYHOJlelpeccaHTbl U3 Tpynnbl  uHruouropop @DHO-o (Hampumep, uHPIHKCHUMAO,
aganumyma0), ¢uromnpenaparbl U OHMOJOTMYECKH aKTHBHBIE J00AaBKM (HampuMep, THHOCIOpa
cepauenuctHas). [Ipu 3ToM HeKOTOpbIe JIEKapCTBEHHBIE CPEACTBA U BAKIIMHBI MOTYT SBISTHCS

Tpurrepom passutus uctuaaoro AUI [357, 360, 361, 362].

o Pexomenayercs npu noxo3peHu Ha AUI BBINOJIHATH TIHATENbHBIN cOOpP U aHAJIN3
aHaMHe3a IpHeMa JIEKAPCTBEHHbIX CPEICTB, (PUTONPOAYKTOB H OHMOJIOTHYECKH

aAKTHUBHBIX 100aBoK 115 1uddepenmmamuu ¢ JIU-AIIT [357, 363, 364].
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YpoBenb yOeaurTenbHocTH  pexkoMeHgauumi C  (YpoBeHb /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB D).

Kommenmapuu: JlabopatopHbie ¥ (WJIH) THCTOJIOTUYECKUE TMPU3HAKH, KOTOPHIE MOTYT
ObITh BbIsIBIICHBI nipu JIM-ATIID, uaentrnunsl TakoBeiM npu AU, a cnienmuduyeckne MapKepsl,
KOTOpPBIE TIO3BOJIMJIA OBl pPa3rpaHUYUTh AITH JBa cocTosHus, oTcyrcrByer. Jmsa JIW-AIID
xapaktepeH renarouemunoisipuslid tun JIIT (mporekaromuii ¢ MOBBIIIEHUEM AKTHUBHOCTH
TpaHCAMHHA3), TIOBBIIICHWE YPOBHS CHIBOPOTOYHOTO |G © BBISIBICHHE AayTOAHTHUTEIN.
['ucronornueckue u3mMeHeHusl, onpezaenseMpie B neuenu npu JIM-AIIl, Takke OJM3KH K TAKOBBIM
npu kinaccuaeckom AUI, 3a HCKITIOUEHHEM OTCYTCTBHSI BhIpaxkeHHOTro udbposa u LI [187]. B To
K€ BpeMs MU JJIUTEILHOM TpHEME JIEKApCTBEHHBIX CpeacTB, Bbi3biBatomux JIM-ATIID, Oblin
3aukcupoBansl u ciydan LI [365].

Huarnoctuka JIM-AIIl' nomxna OasupoBarbcsi Ha KP «JlekapcTBeHHBIE TMOpakeHHS
neyeHu y B3pocibix» [363, 364]: TpeOyeTcst MCKIIIOUEHHE IPYTUX MPUYHMH MOPAKCHUS OpraHa
MOATBEPK/ICHNE MPUUYNHHO-CIICICTBEHHON CBSI3H C MPUEMOM JIEKAPCTBEHHOTO CPeACTBA (IIIKAJIBI
RUCAM/RECAM, conoctaBieHue C JaHHBIMU JIATEPATypbl U 0a3aMu JaHHBIX O MOOOYHBIX
NENCTBUSX JIeKapCcTBEHHBIX cpeacTB). Juddepenunansuas nuarnoctuka ¢ AUD BaxkHa, Tak Kak
y yactu nanueHToB ¢ JIU-AIIl" ve TpeOyercs UCT (3aboneBaHue pa3zpeiaeTcsi CaMOCTOSATENBHO
MOCJIe MPEKpaIleHUs MpUeMa MPUYUHHOTO Tpenapara), a B apyrux ciaydasx UCT tpebyercs, Ho,
B omimuue oT AUT, kpatkoBpemennas [357, 360].

[Ipunuunuaneueiv oTinuueM JIM-AIIT ot AUT aBnsieTcst OTCyTCTBHE PELIMAUBOB MOCIIE

paspemienus mporecca [357].

3. Jleuenne, BKJIIOYASI MeIUKAMEHTO3HYIO U HEMETUKAMEHTO3HYIO Tepanuio,
AMEeTOTEpPaNnuIo, 00e300,1UBaHNe, MeAMIUHCKUE TOKA3AHUS U

IMPOTHBOIIOKA3aHUA K IPUMCHCHHUIO METO/10B JICHCHHUSA

3.1 Hemenukamenro3uas repanusg AUT

Hemenukamento3znoe neuenne AWM He paspaborano. He cymecTtByer HaydHO
00OCHOBAaHHBIX PEKOMEHJAIM Mo MuUTaHU0 M oOpa3y xu3Hu npu AUI. ¥V mauueHtoB c

nexkomneHncupoBanHbiM LT crnenyer npunepxuBatbest npuHIUnoB nutanus npu LIT [160, 366,

367].

3.2 MeauxkamenTo3Has repanusa AU

Hens neuennst AT — nocTrxkeHne MOTHOW peMHUCCHH 3a00JIEBaHMS U TIPEIOTBPAIICHUE
nporpeccupoBanus nmopaxenus neuenu [1]. UCT sBnsiercs 6a3ucHbIM MeTOn0M JieueHuss AUT.

OnHa 1NO3BOJSIET KYNUPOBaTh BOCHIAIMTENBHBIM MpOIEcC, AOOMTHCA PEMHCCHUU 3a00JCBaHMA,
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crocoOCcTByeT penykiuu ¢GuOpo3a u HadanbHbIX craamii IIII, a Takke yBennyMBaeT
IPOIOJDKUTEIBHOCTh JKU3HU manueHToB [148, 273, 368, 369, 370, 371]. B ncuenun AUI
BBIJICJISIFOT HECKOJIBKO MEPUOI0B: 1) HHAYKIIMOHHBIN; 2) TOICPKUBAIOIINI; 3) OTMEHA TePaIlHu;

4) reyeHue peruaInuBa.

e Pexomenayercsa paccmarpuBatb nposeaenne UCT y Bcex nmaumentoB ¢ AUDT pus

JOCTHIKeHUsI peMuccun 3adoneBanus [1, 372].

YpoBenb  yoOenurTeabHOCcTH  pekomenHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
J0KA3aTeJbCTB D).

Kommenmapuu: AUID sBnsercss arpecCHBHBIM MPOTPECCUPYIOMIMM 3a00JIeBaHUEM C
KOJICOAHUSIMU aKTUBHOCTH, B OOJBIIMHCTBE CIy4aeB ObICTPO MpUBOIAIIMM K pasBututo LT u
JeKOMITeHcauu. Msrkoe, 6ECCUMIITOMHOE TEYEHUE MOXKET OBITh BPEMEHHBIM COCTOSIHHEM, H,
COOTBETCTBEHHO, Ha3HAUEHHUE TEPAIIUHU TOJKHO PACCMATPUBATHCS Y BCEX MAI[MEHTOB, HE3aBUCHMO
OT aKTHBHOCTHU 3a00JieBaHUs B Jie0I0Te. Y HEJIEYCHHBIX MAIIMEHTOB C JIETKUM OECCHMIITOMHBIM
AUI nabaromatorcst 6osee HU3KKME mokasareny 10-1eTHel BEDKMBAEMOCTH, YEM Y TOJTYYaBIINX
WCT ¢ TsokenasiM CHMITOMHBIM 3abosieBanueM (67% mnporus 98%, p=0,01) [128]. TTostomy
npakTudecku Bce nanuentsl ¢ AUL sBistroTes kanauaatamu Ha nposeaenue MCT. Mckimrouenue
MOTYT COCTaBJSTh JIMIIAa CO CIIOHTAaHHOW peMHCCHed, HO W OHHM TpPeOYIOT JWHAMHYECKOTO

HaOmoeHus i cBoeBpemenHoro Haznadenun VICT [1] (cm. pasaen 4 «HaOmoaeHuey).

e Pexomennyercs nis ouenku orBera Ha UCT npu AUI ucnoab3oBaTh cieayroiimue
TePMHUHBbI: TOJHbI OHOXMMHUYECKHMIi OTBET, HeJOCTATOUYHBINH OTBeT, OTCYTCTBHE
0TBETA, PEMHUCCHSI, HENEPEHOCUMOCThD JiedeHus!, peuuaus [2, 148].

YpoBens  ybOenutTeabHocTH  pekoMmenHaanmii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: Koucencycom, nnuruupoBanibiM IAIHG (2022), Obutn mpeaioxkeHbl
COIJIACOBAHHBIE KPUTEPUH M KOHEYHBIE TOYKH OTBETa Ha JICUEHHE: IMOJIHBIM OMOXUMHMUYECKHMA
OTBET, HEJIOCTATOYHBIN OTBET, OTCYTCTBHUE OTBETA, PEMHCCHSI i HETIEPEHOCUMOCTS JieueHus [148].

[TomHbIii OMOXUMHUYECKUI OTBET — HOPMAJIM3aIUsl CHIBOPOTOYHBIX TpaHcamuHas u 1gG
(amxe BI'H), noymkeH OBbITh TOCTUTHYT HE MO3HEE YeM depe3 6 Mec. Mocie Havana JeYeHUs.

Hekoropble  aBTOphl  MpepiaraloT  BBLAEIATH  MOHATHE  MMMYHOJOTMYECKOU
peMuccuu/oTBeTa Ha OCHOBaHMK HOopManu3aiuu ypoHs 1gG (nmke BI'H) [115].

HenocraTouHslii 0TBET — OTCYTCTBHE HOPMaIM3allU CHIBOPOTOYHBIX TpaHcamuHas u 1gG

(Beite BI'H) gepe3 6 mMec. mocie Havaia jgeueHusl.
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OtcyTcTBHE OTBETA — CHMI)KEHHE YPOBHS TPaHCAaMMHA3 B CHIBOPOTKE MeHee ueM Ha 50%
B T€UEHUE 4 HeJl. 1ociie Hayasa JiedeHUs (KpoMe CilydaeB, KOTla CHUKEHHUE YPOBHS TPaHCAaMUHA3
meHee ueM Ha 50% npuBOAUT K MX HOPMAJIU3AIIHHN).

Pemuccuss — oOTCyTCTBHE KJIMHUYECKUX U J1a0OPATOPHBIX NPU3HAKOB AKTHBHOCTHU
(1moJIHBIA OMOXMMHMUYECKHH OTBET) B COYETAHUU C OTCYTCTBUEM I'MCTOJIOTMYECKOM aKTUBHOCTH IIPU
uccnenoBannu 6uontara (UI'A < 4). DTOT TepMUH HCTIOJIB3YETCS TOJIBKO MPU MOATBEPKICHUH
MOP(OJIOTHYECKUM HCCICIOBAaHUEM, M €CJIM KOHTPOJIbHAas OWOINCHS HE BBIOJIHSIACH, TO
MIPUMEHSETCS TEPMHUH «OMOXMMHYECKHUH OTBeT». B Oosee mmpokoM cwmbiciae pemuccuss AUIT
HOJpa3yMeBaeT OTCYTCTBHE AKTUBHOCTH 3a0ojieBaHMs (COTJACHO KIMHUYECKUM JIaHHbIM,
pe3yiapTaraM  JIabOpaTOPHBIX W TUCTOJIOTMYECKHUX  HCCIEIOBAaHUI),  COMPOBOMXKIACTCS
3HAYUTEIBHBIM  OCHA0JICHHEM WM TIOJIHBIM OTCYTCTBHEM KIMHHYECKHX CHMIITOMOB,
BO3MOXKHOCTBIO JJISi IAllMEHTa BO3BPAIIEHUS K OOBIYHOW KHM3HM, MOJHBIM WM YacCTUYHBIM
perpeccom ¢pudpo3a.

Henepenocumocts nedeHus — n000e HeOIaronpusaTHOE COOBITHE, BO3MOXKHO, CBSI3aHHOE
C JiedeHHEeM (110 OLIEHKE JIeHalM BpayoM), KOTOPOE MPUBEJIO K MOTEHLUUATbHOMY NPEKPAILEHUIO
npuema npernapara.

Kpurepuu orera |AIHG Obli BanuaupoBaHbl Ha MyJIbTHIIEHTPOBOW KOTOpTE NAllMEHTOB
¢ AUI': moka3aHO yJydlIeHHe BEDKHBAEMOCTH MAIIMEHTOB MPHU MOJHOM OMOXMMHYECKOM OTBETE
[368].

Kpome Toro, BeIIenstoT moHATHE «peuuauB AWI» — MOBBIIIEHHE AaKTUBHOCTU

3a0oeBaHus MOCIe UHIYKIMNA PEMUCCUH U oTMeHbl/cHikeHus 10361 ICT [1].

3.2.1 MuaykuyonHas repanus

. Pexomenayercst npu AUI' (kpome ciiydaes nekomnerHcuposansoro LI
H OCTPOro TSKeJ0ro renaTura) B KayecTBe Tepanmuu 1-ii JMHHM HMCHOJb30BATh
KOMOMHAIUM MPeTHU30J0HA™* (0,5-1 mr/kr/cyT) + a3aTHONPUHA™*(1-2 mr/kr/cyT) WIH
NpeaHu300Ha** (0,5-1 mr/kr/cyT) + #mMukodenonara modpernwia (MM®P) (1-2 r/cyr) B
WHAMBHUIYAJIbHO MOI00PAHHBIX /103aX C IeJIBI0 JOCTHKEHHSI OTBETA Ha Jedyenue [1, 2,
373, 374, 375, 376].
YpoBenb  yOenuTelbHOCTH  pexkoMeHaaumid B (ypoBenb  J10cTOBEpHOCTH
JI0KA3aTeJbCTB 2).
Kommenmapuu: TK sBnstorcst npenaparamu 1-i THHAM, B TTOJABIISIFOIIEM OOJIBITUHCTBE
ciy4aeB 00eCIeUMBAOIIMMHA UHIYKIUIO peMuccuu. Mcnomp3yeTcs: mpeqHu30I0H**, 00bIYHO B

nepoparbHOM pexume. IPPEeKTUBHOCTH MOHOTEPATUH TTPETHU30JIOHOM™* U KOMOMHHPOBAHHOMN
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Tepanmuyd  TPEAHM30JIOHOM™*  +  azaTHonmpuHOM™*  OblIa  JOKa3aHa B  HECKOJIBKUX
pangommsupoBanubix KU (PKUW) [374, 375, 377, 378] u noarBepkieHa CHUCTEMATHYECKUM
063opom [373].

OnTumainbHas 1032 TPEIHU30JIOHA™™ NI MHIYKIUU PEMUCCHH SIBIISETCS MPEAMETOM
muckyccun. B PKU, mnpoBemeHHoMm monBeka Hazaj, Obiia Joka3aHa dS((eKTUBHOCTH
npeaHu3oiIoHa** B HavanpHOW mo3e 60 wmr/cyr mpu MoHoTepanuu u 40 wmr/cyt mnpu
KoMOuHUpoBaHHOW Tepanuu [374]. Ho B janpHeifmeM cTano sICHO, 4TO TpeOyercs
MePCOHAIM3UPOBAHHBIA TOAXO0/ K OIpEACIICHHIO 103bl npenapara. Metaanamu3 25 KU (3305
MAIMEHTOB), BKIIFOYABIINHN UCCIEIOBAHUS C PA3IMYHBIMU J103aMU MPEIHU30I0HA™*, TOKa3aJ, YTO
4acToTa OMOXMMHUUYECKOTO0 OTBETAa HECKOJIBKO BBINIE MPH BBICOKUX n03ax (79% mnpotuB 72%
CllydaeB), HO TpPHU OSTOM HECKOJBKO TMOBBIMACTCS M YACTOTa HEXKENATENbHBIX SBICHUH U
HEraTUBHBIX UCX0JI0B (cMepTh, TII). B pesynpTaTe ObLT clienaH BBIBOA, YTO A03bl 60 MI/CYT Uiu
1 MI/Kr/cyT HOMKHBI OOCYXKAAThCcsl y MAIMEHTOB C OCTpbIM TsokensiM AW, medeHodHoit
nHenocratouHocteio u LI [379]. CymecrBoBaBiiee paHee MHEHHE O HEOOXOIUMOCTH
UCIIOJIb30BaHUsl 0oJiee BBICOKMX J03 JUIs CKopeuiiero noctikenus pemuccuu [1, 380] B
HACTOsIIEEe BpeMsl IEPECMOTPEHO, TaK Kak B MyJIbTUIIEHTPOBOM KoroptHoMm KU Obu1o nmokazaHo,
4YTO HCXOAHAs /1032 MPEIHU30JIOHA HE HMEET CTOJIb OOJNBLIOrO 3HAU€HWs, a MalUCeHTHI,
NOJTy4arollye Npy MHULMALKMY Tepanuu 0oJiee BBICOKYIO 103y IpeaHu3onoHa™* (>0,5 mr/kr/cyr),
B JajbHEHIIEeM TpeOyIoT U OoJiee BBHICOKYIO mojazepkuBaronryto 103y [381]. B KP pasnuunbix
accolanuii HadyanbHas 103a NpeHu3010Ha** pasaurcs ot 20—40 Mr/cyT npu KOMOMHHUPOBAHHOM
teparnun u 10 40—60 mr/cyT (0,5—1 mr/kr/cyT) mpu moHoTepamnuu [1, 1, 136, 137], ogHako moaxos
C JO03MPOBaHMEM B 3aBHCHMOCTH OT MacChl Teja TalWeHTa TpeJACTaBiIsieTcs Ooee
NIEPCOHATM3NUPOBAHHBIM.

[TapenTepasibHOE BBEJEHHME NPEAHM30JIOHA** (C MOCHEAYIOIIMM IepexojoM Ha
NEepOPANbHBIA TpUEM) MOXKET ObITh HCIIOJIB30BAHO NPH TSKEIOM Ipoliecce, MOJ03PEeHUH Ha
MaJtbabCopOIIHIO, a TAKXKE TP HEJOCTATOUHON MPUBEPIKSHHOCTH MAIMEeHTa K JieueHuo [1].

TeMITbr CHIDKEHUS T03BI TPETHU30JI0Ha™ * ToA0MpatoTCss HHINBUIYATHHO, B 3aBHCUMOCTH
OT COCTOSIHMSI MTallM€HTAa, HATMYMS WIN OTCYTCTBHUS MPU3HAKOB IMEYEHOYHOM HEI0OCTaTOYHOCTH U
orBeta Ha Tepanuioo. CHWXXEHHE 03Bl /0 MOJICPKUBAIOLICH MPOBOMAT IO KOHTPOJIEM
1a00paTOPHBIX TTOKA3aTeNeld COCTOSHUA MEeUYeHU B O0e30macHOCTH JieueHus. OOBIYHO CHIDKEHHE
JI03bl HAYMHAETCSA uYepe3 2 Hel. OT Hayaja JyiedeHHus. CKOpOCTh CHW)KEHHUS COCTaBISIET 5 MT
npenHuzonoHa** B Hememto 10 go03bl 15-20 wmr/cyr [lanbHeliliee yMEHBIIEHUE O3B

paccMaTpuBaCTCAd TOJIBKO IIOCJIC HOpMAJIM3allhuW AKTUBHOCTU TpaHCAMHWHA3. PGKOMeHﬂyeTCﬂ
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MOCTENIEHHOE CHWXeHue (1o 2,5—5 Mr kaxapie 2—4 Hen.) JUisl JOCTHXKEHHSI TIOIeP KUBAIOIIEH
10361 5—10 Mr/cyT 10 KOHTpOJIEM J1ab0pPaTOPHBIX MOKa3aTesel COCTOsIHUS 1edeHu [1].

[Tpu MHIYKIIMOHHOH Tepanuy IPEIHU30JI0H** 00BIYHO KOMOMHHUPYIOT C a3aTHONPUHOM ™ *
— MMMYHOJENPECCAHTOM W3 TPYINIbl TUONYPUHOBBIX AHTUMETA00IMTOB. MoOHOTEpanus
MPEAHU30JIOHOM™* 1  KOMOWHHMpOBaHHAs Tepamus MPEIHU30JIOHOM™** + azaTHONMpPUHOM™™
CUMTAIOTCS OAMHAKOBO J((EKTUBHBIMU TPU HUHAYKIUH JUIS JOCTHDKEHUS OTBETa, HO
KOMOWHUPOBAHHAsI TE€paIus CIIOCOOCTBYET YMEHBIIEHHIO MOOOYHBIX 3P ekToB. MOHOTEpanus
azatuonpuHoM™* mpu AWI' He ucnonb3yercs, Tak Kak NpU HeEH IOKa3aHO IOBBILIEHHUE
CMEPTHOCTH B CPaBHEHHH C Tepanuei mpeanu3ononom™** [373].

Azatnonpua™* onTuManbHO H00ABIATH B CpeaHEM uepe3 2 Hell. oT Havaia yedenus ['K,
[0CJI€ YMEHBIICHUS! TUNEPOMINpyOMHEMHUN TIPH €€ HCXOAHOM Hammuuu (Ommupyoun <100
MKMOITB/1T).  OTCpOYCHHOE NpPUMEHEHHE OOYCIOBICHO MPEXIEC BCEro IMOTCHIUATbHOU
rernaToTOKCUYHOCThIO a3atnonpuna** [1]. Takas TakTHKa MO3BOJISET OLICHUTh 1yBCTBUTEILHOCTD
K 'K, uCKiIIOUMTH BEpOATHOCTH pAa3BUTHsA a3zaTuonpuH-uHayuupoBanHoro JIIIII wu, ecinm
TpeOyeTcsi, TPOBECTH HCCIICAOBAHUE IS OICHKH aKTHBHOCTH THOILYPHHMETHIITpaHC(epasbl
(TIIMT), yuactByromeit B MeTabonu3mMe THomypuHoB. HauanbpHast mo3a azatuonpuna** — 50
MI/CYyT MEpOopajbHO C MOCIEAYIOUIMM HHIUBUAYaTbHBIM IOJ00OPOM J03bI 10 MaKCHMAaJIbHO
nepenocumoirt  (1,0-2,0 wmr/kr/cyt) [1]. [lo3a momOupaercss mpekae BCEr0 ¢ yYeTOM
reMaTOJIOTHYECKOW  TIEpEHOCUMOCTH,  TIOCKOJIbKY  TpermapaT  BBI3bIBa€T  00paTuMyro
JI0303aBUCUMYIO JIETIPECCUI0 KOCTHOTO MO3Ta.

IlepenocumocTs a3zaTuonpuHa** oOycloBIE€Ha B MEPBYIO OdYepelb TIeHETHYECKU
JICTEepPMUHHUPOBAHHBIMU 0cOOeHHOCTsIMU ero metabonu3ma [382]. TIIMT (mpoaykt rena TPMT)
aBlseTcs Haubosiee M3y4eHHBIM (EPMEHTOM MeTaboiau3Ma TuonypuHoB. Jlpyroil depmeHT,
y4acTBYyIOIIMI B MeTabonu3me azaruonpuna, — Oenok NUDTIL5, oTHOcsmmiics k ceMeicTBy
rugpona3 [383]. PacmpocrpaneHHOCTH BapuaHTHBIX aytenedd rena TPMT Ha Tepputopumn
Poccuiickoit ®enepannu cocrasiser 5,5% [384]. Hocurenn ammeneii TIIMT co cHuXKEHHOM
¢byHKIMe (rOMO3UTOTHl WM KOMIAyHI-T€TePO3UTOThI), OUEBHUJIHO, COCTAaBISIIOT MeHee 1% B
nonynsanui. OHU  SABISIOTCS  «MEAJICHHBIMM» METAa0O0JIM3aTOPaMU U MPEIPACHOIOKEHbI K
Pa3BUTUIO MHUEIOTOKCHYHOCTH TIPU NpUEME THUOIYPHHOB JaXX€ B CTaHAApTHBIX jgo3ax [385].
Pacnipoctpanernnocts mytanTHBIX awteneit reHa NUDT15 umeet sTHHYECKYIO CIelM(PUIHOCTD C
0oJsee yacTO BBISIBISIEMOCTBIO y KuTeseld BocTouHOl A3nu U TaTHHOAMEPHUKAHIEB U PEAKON —
y eBporieou10B U adpukaniies [386].

B pytunHo# npaktuke y 6onpHbIx ¢ AUT onpenenenue nonmumopduszmos reHoB TPMT u

NUDT15 nepex HauanoM Tepamuu a3aTHONPUHOM™** HE MPOBOIUTCS B CBS3H C PEAKOM

61



BCTPEYAEMOCTBIO MyTAHTHBIX aJUIEJIeH, XOTS MOXKET OBbITh MOJIE3HO Ul OTJEJIbHBIX NAllUEHTOB B
cilydae HenepeHocumocTH npenapara [1]. Kpome toro, naxe Hamuuue «aukoroy» tuna TPMT wuau
NUDT15 He wuckiIO4aeT BEpPOATHOCTh Pa3BUTUS MOOOYHBIX 3(dekToB, Tak Kak OOBIYHO
BBINOJIHACTCSI BBISBJICHHE TOJBKO Haubojee pacHpOCTPaHEHHBIX IOJUMOP(PU3MOB, HE BCE
aJlJIeJIbHbIE BAPMAHTBHl M3BECTHBI U ONPEJEJICHbI, M, HAKOHEIL, MOI'YyT ObITb ApPYrue NPUUYHMHBI
pa3BuTHSl HexenarenbHbIX d3(¢dexkToB y KoHkperHoro mnanuenra [387]. Kpome Toro,
reHoTunu4Yeckuii M (Qenorunuueckuii ckpuHuHr aktuBHoctd TIIMT B kpoBHM He naer
uH(popManuu 0 APYrHX PacHpoCTpaHEHHBIX MOOOYHBIX 3 deKTax azaTHONpPUHA™*, TaKUX Kak
TOIIHOTA, chbillb W apTpanruu [388], a Hopmanbhas aktuBHOCTE TIIMT He wuckiIrOYaeT
BO3HHUKHOBEHHS J10303aBHCUMOM TOKCHYHOCTH (BKJIIOYast iuToneHuto) npu AUT [389].

[TockonmbKy  MeTaboNM3M  THONYPHHOB ~ HMMEET  IIMPOKYI  HHIUBHAYaIbHYIO
BapHabeIbHOCTh, ONTUMAJIbHON MpeACTaBIAEeTCS KOPPEKTHPOBKA J103bl a3aTHONpHUHA** myTem
(bapMaKOKUHETHYECKOI0 MOHMTOPUHIA YPOBHEH METa0OJIMTOB TUOINYpUHA Ul JOCTHXKEHUS
TEPaneBTHYECKOTO JHMana3oHa W MPEAOTBPALICHUS Pa3BUTHs TOKCHYHOCTU. Ompenenenue 6-
THOTYaHUHOBBIX HykJIeoTHa0B (6-TI'H) Hambosee 1emecooOpa3HO HpH OLEHKE COOJIIOICHHMS
peXuMa JICUCHHs M Y TIALMEHTOB C HEIMOJIHBIM 0TBeTOM [1].

B knuHMuUecKol mpakTHKe IpU Mo00pe A03bl a3aTHONPHHA™* clieyeT OpUEeHTHPOBAThCS
IPEeX/Ie BCETO Ha IMOKa3aTeNd KIMHNYECKOTO aHainu3a KpoBH. [Ipu onTumanbsHOM 103€ mpemnapara
cpeanuii 00vem sputporuToB (mean corpuscular volume, MCV) nomkeH yBeIMYUBATHCS
(mpesbimats BI'H), mpu 3TOM KJIeTKH KPOBH (B EPBYIO OUEPEb JIEHKOIMTHI) JOKHBI OCTaBaThCsA
B mpezenax pedepeHTHbIx 3HaueHuit [390].

AzatuonpuH™* peKkoMeHAyeTcsl MPUMEHSITh C OCTOPOXKHOCThIO y mareHToB ¢ AUIT Ha
craquu  LIl, mpm [WTONEHUSX, C OHKOJOTWYECKMMH 3a00JICBaHMSAMH B aHAMHE3e W
ycraHoBieHHOM Aeduuute TIIMT. B 3Tux cutyanusx HeoOXoIuMO WHAMBUIYaTbHO OLIEHUBATh
COOTHOILIEHUE pHUCKa U MOoJb3bl. [Ipu TsoKenoi nuToneHny a3aTHONPUH HEOOXOAUMO OTMEHUTD.
A3aTHONPHH NMPOTHBOTOKa3aH mpu aekommneHcupoBanHoM [{ITu OTAUT (cm. paznen 3.2.6) [389,
391].

#Mukodenonara moderun (MMD) —  HUMMyHOJENPECCAHT,  CEICKTUBHBIM
HEKOHKYPEHTHBIN 00paTUMbIIl HHTMOUTOP HHO3MHMOHO(pOChaTaeruaporenassl. B oTkpsiTom 24-
HeaensHoM PKU nokazano, yto #MMO® B coueTaHuu ¢ MpeHU30JI0HOM B KauecTBe Tepanuu 1-i
JUHUM y HauBHbIX mnauueHtoB ¢ AUD sddextuBHee azaTvonpuHa™* g AOCTHKEHUS
OMOXMMHYECKOT0 OTBeTa Ipu Oojee OnarompusTHOM mpoduie nepenocumoctu [376]. #MMO
pEeKOMeH IyeTcsl Ha3HayaTh B HauaibHOH f03¢e 0,5 r 2 pas3a B CyTKH C OCIEAYIOIIUM yBETHYEHUEM

no3el 10 1 r 2 pa3a B cytku [390].
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e Pexomenayercss B mepuoJ MHAYKIUM Tepanuu peryjiasipHoe (KpaTHocTh oT 1 m0 14
JAHel B 3aBUCHMOCTH OT COCTOSIHUSI IALIMEHTA) BbINOJHEeHH e 00111ero (KJIHHUYeCKOr0)
aHAJIM3a KPOBU U aHAJM3a KPOBH OMOXMMHUYECKOro oduerepaneBTudeckoro (AJIT,
ACT, 1D, o61umit OnmpyouH, npsimoi oumupyonn, MHO, riroko3a, o0muii 6e/10k,
alb0yMHH, KpeaTMHHH, MOYE€BHHA, KaJuil) i OUeHKH 3PPeKTUBHOCTH U
oezonacHocTu UCT, moadopa 103 JiekapCTBEHHBIX CPEICTB M KOPPeKIUuM JieueHus [1,
1].

YpoBenb yOeaurTeqabHocTH  pekoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J0KA3aTeIbCTB D).

Kommenmapuu: B neproJl MHIYKIUA BaXXEH MOHUTOPHUHT JIAOOPATOPHBIX MOKa3aTeNeH
COCTOSIHMSI TeueHu W Oe3omacHOCTH JedeHus. Yactora KOHTPOJIBHBIX MEPONPHUATHMA
OTIpEe/IeNIIeTCS COCTOSHMEM TNAallMeHTa, aKTUBHOCTHIO 3a00JIeBaHUS, HAIWYHEM [EYCHOYHOU
HEJOCTAaTOYHOCTH, OTBETOM Ha JiedeHHe. [lepBUYHBIN KOHTPOIIb MOKa3aTeNel OCYLIECTBIAETCS
yepe3 / IHEH, HO TIPH TSHKEIIOM TCUSHHUH 3a00JeBaHusI, TPU3HAKaX IEYCHOYHON HETOCTATOUYHOCTH
MOYKET OBITh BBITIOJIHEH PaHbIIe, a B TSDKENBIX CIIydasx MpoBOauThes exenHeBHo [392]. IMocie
CcTaOUIM3allMy COCTOSHUSL TAallMeHTa JiabopaTOpHbIE IOKa3aTedd B MEpUOJ HHAYKIHOHHON

TE€pariiu OLCHUBAKOTCA 1 pa3 B 2 HCA. 10 JOCTUIKCHUA l'IOI[I[ep)KI/IBaI-OH_[eﬁ JAO3bI IpCIIapaToB [1]

e Pexomenayercsi UIi OLEHKH OTBeTA HA TepPalnWi0 BBINOJHATH AHAJIU3 KPOBH
onoxumuyeckuii o0merepanesTuyeckuii (aktuBHocts AJIT, ACT, ypoBenb
Oonsnpyouna, MHO) yepes 4 Hea. u 6 Mec. 0T Ha4Ya/1a JICYCHHUS M ONIPeeIsITh B KPOBH
ypoBeHb UMMYHOIJI00yIMHA G Yepe3 6 Mec. OT Hauaja Jevyenus [148].

YpoBenb  yOegutenbHocTH  pexoMeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: Vicxons M3 pacCMOTPEHHBIX BBIIIE KPUTEPHEB OTBETAa Ha TEpaIUIo,
NEPBUYHBII OTBET OLICHUBAETCS 4yepe3 4 Hell., a JOCTHKEHHE MOJIHOTO OMOXMMHUYECKOTO OTBETA
— yepe3 6 mec. oT Hayana jedeHusi. OTCyTCTBHE CHH)KEHHE YPOBHS TPaHCAMUHA3 B CHIBOPOTKE
meree yeM Ha 50% uepes 4 Henl. OT Havaa JISYEHUS ¥ OTCYTCTBHE HOPMaJTM3aliy CHIBOPOTOYHBIX
TpancamuHa3 U 1gG uyepe3 6 mec. OT Havana JeyeHHs TpeOyeT MEPeoleHKH AMarHo3a |

nepecMotpa Tepanuu [148].

L] PeKOMeHZIyeTCSI Ipu HEAOCTATOYHOM OTBE€TE€ Ha TeEpanvMlw y HalUEHTOB,
MOJIy4YaKIIHUX a3aTHONPUH**, onpee/IUTh YPOBEHb €ro MeTad0JIMTOB B KPOBH (IIpH

AOCTYITHOCTH MeTO)Ia) JAJISA OHCHKH NMPUBEPKEHHOCTH K JICYCHUIO U ONITUMAJBHOI0
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noadopa 103bl, a TAaK:Ke PACCMOTPeTh BO3MOKHOCTH KOPpPEeKUHMH MeTadoum3Ma

npenapara #axnomypunosiom B g03e 100 mr/cyT [390, 393].

YpoBenb  yOenuTelbHOCTH  pexkoMeHaaumii B (ypoBeHb  [10cTOBEpHOCTH
J0KA3aTeJbCTB 2).

Kommenmapuu: Henocratounas 3h(QeKTUBHOCTh JIeYeHHUsS] MOXKET OBbITh OOyCIOBIEHA
WHVBUIYATBHBIMU OCOOCHHOCTSAMHU MeTabonu3Ma azatwornpuHa**. B arom ciydae ero mosa
MOXET OBITh CKOPPEKTHUPOBaHA HAa OCHOBAHHMM OIPENEJICHUS METAO0OIUTOB: 6-THOTYaHWHOBBIX
HyKJIeoTH10B (6-TGN), BKIIFOUArOIIMX OCHOBHOE aKTUBHOE COeAMHEHUE 6-THOTyaHUH-Tprudocdar
(6-TGTP), u 6-MeTHIMEPKANTONMYyPUHOBBIX MeTaboautoB (6-MMP), He ob6namaromumx
UMMYHO/ICTIPECCUBHBIM JICHCTBHEM, HO OTPAXKAIOIIUX TOKCHYHOCTH mpenapara. Ilpu ypoBue 6-
TGN <220 mmombs Ha 8x10° SpuTpOIMTOB (acCOMMMPOBAH C HENOCTHKEHHEM YCTOHYHBOI
OMOXMMHYECKON PEMHICCHUN) TOJIKHA OBIThH OLIEHEHA TPUBEP>KEHHOCTD MallMeHTa K iedeHuto. Ecnu
MAIUEHT COOMIOAAET PEXKUM TepAluH, TO PEKOMEHAYETCsl TOBBICUTH 103y azaTHonpuHa**. Ecnu
ypoBeHb 6-TGN Hu3Kui, HO pu 3TOM coaepxkanue 6-MMP Bbicokoe, ciiefyeT CKOppeKTUPOBATh
MeTa0OoIM3M a3aTHONpUHA IyTeM Ha3HA4YeHUs WHTHOMTOpa 00pa30BaHUS MOYEBOH KHCIIOTHI
#annmonypunona (B 1o3e 100 mMr/cyT), ymeHbIiaroriero oopasosanue 6-MMP [394]. B atom ciry4dae
71032 a3aTHONIPHHA CHIKaeTcs 10 1/4 ot ucxoauoit [390]. Manee 103y azatuonpuHa™* mocTeneHHo
yBenuuuBaoT Ha ¢GoHe mnpueMa #HamnmomypuHona. Jlo3a aszarmonpuHa**, TpeOyemas s
ONTUMAIBHOTO JIEKAPCTBEHHOTO B3aWMOJICHCTBUS, TPUOIMIKAETCS K 2—3 MI/KT Macchl Tena, 4To
oOecrieunBaeT Xopomui 3amac Oe3omacHocTH. Ilpu HeBo3MoxkHOCTH u3MepeHust 6-TGN B
KauecTBe CyppOraTHOTO MapKepa MOXKeT ObITh HCIIOJNIb30BaH TOKa3aTellb CpeaHero obbnema
spurporutoB (MCV) — mpu mpuemMe JOCTaTOYHOM 03Bl a3aTHONPHUHA OH JOJDKEH
yBennumBathces (pesbimats BI'H) [390].

Tepanus #anmnomypuHOIOM MOXET MPUBOAUTH K moBbimieHut0 AJIT (Habmiomaercs y 2—
6% mamueHToB), KOTOpash MOKET HOPMAaTU30BaThCS CIOHTAHHO WM MPU OTMEHE IMperapara.
Kpome Toro, onucanbpl penknue ciydad TsDKEIOro OCTPOrO TMOPaKEHHs TIEUeHH ero MpH Ipueme,
KOTOPBIE COTNPOBOXIAIHCH CHMITOMAaMH THIIEPUYYBCTBUTEIBHOCTH, 4Yalle ONHMCAaHHBIE Y
a(poaMeprKaHIIEB 1 aCCOIIMUPOBAHHBIE C ornpeeaeHHbIMU auensvu HLA [395].

KoMOuHMpoBaHHas Tepamusi a3aTHOMPUHOM™* M HaNIOMypHHOJIOM B HHU3KUX J03aX
uccienoBanack npeumyiectseHHo rnpu B3K. [Ipu 3ToM KyMynsTHBHASI 4acTOTa HEKEIATENbHBIX
SIBIICHU, TIPUBOIAIIAS K TPEKpAIICHUIO Tepanud, cocTaBmwia 7%, B ToMm uucie 4% s
MHUETOTOKCMYHOCTH U 1% s rematotokcuuyHoctd. HampoTuB, ucxonHas (BCIeICTBUE
MOHOTEPANNUU THOITYPUHAMHU ) MUEIIOTOKCUYHOCTD pa3pemmiack y 87%, a renaTroTOKCUYHOCTb —

y 86% namuenToB B cpeaneM yepes 1,2 u 1,4 mec. coorBerctBerno [396]. [Ipu AUT momoOHBIX
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KPYIHBIX MCCJICIOBAaHUNA HE BBIMOJHUIOCH. [losToMy mipu moBbimieHun akTuBHOCTH AJIT y
nanuenTta ¢ AUIDT, nonyvaromero #auionypuHod, ClexyeT paccMoTpeTb Bo3MmoxHocTh JIIIIT n

pykoBoactBoBaThCs KP «JlekapcTBeHHBIE TOPAKEHUS TICYECHU.

e Pexomenayercss Ha3HAYATH Tepanuio 2-ii JUHUHU (AJHTEPHATHBHYI0 Tepanuio) Npu

NPOTHBONOKA3AHUAX K NPUMEHEHHUIO NpenaparoB 1-if JUHUM, HX HeNePEeHOCHMOCTH

WIN HEJOCTYIIHOCTH C LeJbI0 JOCTHKeHHsl OTBeTa Ha Jedenue. HMcmoub3yrores:

OynecoHua 9 MI/CyT Kak aJibTePHATHBA NPEAHU30JI0HY** NIPH ero HemepeHoCUMOCTH

(y nauuentoB 6e3 LI u (wsm) III') B coyeTaHuu ¢ azaTuonpuHomM**; #MMa® 1-2

r/cyt niau #mepkanronypun 0,5-1 Mr/kr/cyT (kak ajJibTepHaAaTHBa a3aTHONPUHY**) B

COYeTAHUM ¢  NPEeIHU30J0HOM*¥;  MOHOTepamusi  NPeJIHU30JOHOM** B

HHIHBHIYaJbHO MOoA00paHHbIX q03ax [1, 2, 390, 397, 398].

Yposenb  yOenurteqnbHOcTH  pekoMengaumii C  (ypoBeHb  [10CTOBEPHOCTH
J0KA3aTeJbCTB D).

Kommenmapuu: HenepeHocuMOCTb JiedeHUs, TpeOyoIIasi IpUMEHEHHS aJlbTEPHATUBHON
Tepanuu, HaOmronaercst B 13% ciygaeB. Yacte mobounsix s¢dekroB ['K (yBenmueHue macchl
TeJa, CTPUH, JTyYHOOOpa3HOE JIMIIO0, TUPCYTHU3M, anonenus) npucytcTBytoT y 80% mnanueHTos,
IPOTEKAIOT HETSDKENO W MCYE3al0T CaMOCTOSATENbHO MpH cHibkeHun 103 [147]. KnnHudecku
3HaunMble MoOo4HbIe dPdekThl cuctemubix ['K passuBarorcs B 25-27% ciyuaes [399, 400].
HaunbGonee BakHBIMHM TpHM JUIMTEIBHOM JICYEHHUU SIBJISIOTCS CaxapHbI aAuabeT W 1moTeps
MUuHepanpbHOW TmoTHOCTH KocTHoM TKaHu (MIIKT) ¢ ¢opmupoBanuem ocrteomnoposa,
HEKOHTpOJIMpYyeMasl apTepualibHasi TMIIEPTEH3Us, ONMOPTYHUCTUYECKHE WH(EKIUH, pa3BUTHE
KaTapakxThl.

Cunraercs, uro cneuuduueckue g ['K nmoOGounbie 3(dexTsl MOryT BO3HHUKATh Yy
narenToB ¢ AUD' mpu mpueme 103, npespimaromux 7,5—-10 Mr/cyT, B Te4eHHE HECKOJIBKUX
mecsiieB [401]. Ognako KM no3o3aBrcuMocTH HexkenatenbHbIX siBierni 'K, moareepxnaromne
3TO TPEINOJOKEHUE, MPOBOAMINCH MPEUMYIIECTBEHHO MpPH PEBMAaTHUECKUX 3a00JIeBaHMSIX.
Haunbie perpocnektuBHOoro KM 476 nmanuentoB ¢ AUIT mokaszanu, 4To Ja)ke HU3KHUE JO3bI
IpenapaToB NpU JUIMTEIBHOM HCIOJb30BAHUM MOTYT NMPHUBOJUTH K 3HAYUTEIBHBIM MOOOYHBIM
apdexram. Tak, nake HU3KUE 1036l HpeAHM30I0HA (<5,0 MI/CYT) yBEIWYMBAIN BEPOATHOCTH
MEPEIOMOB, B TO BpeMsl Kak 1035l >5,0 MI/CyT yBeNTUUHBAJIA BEPOATHOCTh PA3BUTHS KaTapaKkThl U
nuabera [400].

AnbrepHatuBoil cucremHsiM ['K sBnsiercs Oyneconuma, mokazaBmmii B PKM cBoro
3¢ (HEeKTUBHOCTh B MHAYKIIMH U MOAJEPKKE PEMUCCHH U OONAAAIOIINNA MEHBIIMMH TOOOYHBIMU

s dpexramu [398]. MeTaananus, BeITOTHEHHBIH 3KkcriepTamu ripu cozpannu KP AASLD, nmokasa,
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4yTo OMOXMMHYECKas peMuccusi Obula Oojiee BeposTHA IPU MCIOJIb30BaHUU OylecOHUAa U
azaTHONpUHA** 10 CPaBHEHHUIO C IMPEIHU30JOHOM U a3aTHONMPUHOM™*, OJHAKO aHanmu3 ObLI
ocHoBaH Ha ogHOM PKH. Hu onHo 3 KU He onieHMBaiio Takue napameTpsl, Kak TUCTOJIOTHYECKOE
paspenienue, nporpeccuponanue a0 LI, cMepTy U TpaHCIUIaHTaUMK NeyeHH. TOJIbKO B OJHOM
pabote coob1anoch o 6oee HU3KON yacToTe HeOIaronpUATHBIX ABJICHUN, HHAYLHMpoBaHHBIX ['K,
npu npueme OynecoHuMaa | asatuonpuHa** B cpaBHeHun c cuctemHbiMu ['K [1, 398].
B perpocnektuBHoM KW OyzmecoHun yBenmuuuMBajd BEpOSTHOCTb pPAa3BUTHUA KaTapakThl H
nepenomoB; 3ToT 3(dekr He 3aBHceNl OT MPUMEHEHHs [PEeJHU30JI0HAa B TEUYEHUE
npeamectByromux 1-3 et [400].

K nenocrarkam OyaecoHuzia, NMpPEensTCTBYIOIIMM €ro MPUMEHEHHMIO Kak Tepanuu |-if
JIMHUAU, OTHOCSTCS OTCYTCTBHE CHCTEMHOTO ACWCTBHUS (UTO HEOOXOAMMO IPH BHENEUECHOYHBIX
nposinenusix AUIDY), puck akTHUBalMK COIMYTCTBYIOIMX ayTOMMMYHHBIX 3a00J€BaHUN Ha (oHe
TONHWYECKON Tepanuu, HEBO3MOKHOCTh TUTPOBAHMS /03Bl 10 nojaepkuBatonieid. Kpome toro,
Oyneconuy npotuBonokasad npu I, nabmrogaromeiicss y 6osnpoit nonu nauuentos ¢ AUL, B
CBSI3M C TIOBBIIICHHEM pPHCKOB TPOMOO30B B CHCTEME BOpPOTHOW BeHBI. [Ipu sTOM mpm
HOPTOCUCTEMHOM LIIYHTUPOBAHUHU HE BO3HHUKAeT 3(h(eKTa nepBoro MpoxoxIeHHUs yepe3 MNeyeHb,
U CHCTeMHbIe T000YHbIE 2B PeKThI OyaecoHH1a Oy Iy T TAKUMHE e, Kak U 'y TpamunnoHHbix ['K [1,
1, 390].

Byneconua e HazHavaroT manueHtaM ¢ ocTpbiM TsokensiM AU wmm ¢ LI (em. paznmen
3.2.6) [402, 403].

HenepenocumocTs azaruonpuna** HaOmogaercs y 3-5% nalnuMeHTOB U pa3BUBAaeTCA
00bI4HO B TIepBbIe 2 Het. stedenus [390].

Bo3MOXXHOW ~ aJbTEpHATHBOW NPU  HENEPEHOCHMMOCTH  a3aTHOIPUHA  SBIIIETCS
#mepkantonypun [309, 390]. XoTs #MepkanTomypuH sSBJSIETCS METAOOIUTOM a3aTHONpHHA** B
nporecce obpazoBanust 6-TGN, 25-50% mnanueHTOB ¢ HENEPEeHOCHMMOCTBIO a3aTHONPHHA
nepeHocat #mepkanronypus [397], koTopslit HazHavaeTcs B HavanbHO# 103e 0,51 mr/kr [390].

OnTumanbHOI anbTepHAaTUBOM azaTtuonpuHy** spnsercs #MM®, koTopblii Ha3HAYAETCS
B HauanbHOU n03e 0,5 mr (mamee — 1 mr) 2 pasza B cyTku. B otkpbeitom 24-nenensHom PKU
nokazaHo, yTo MM® B codeTaHuM C MPETHU3OJIOHOM B KadecTBe Tepanmuu 1-il nuHuuM Gojee
s (deKTUBeH, YeM a3aTHONPUH**, M NOCTHKEHHUS] OMOXMMHUYECKON peMUCCUU U UMeeT Ooliee
ONMaronpUsATHBIA MPOQHIb MEPEHOCHMOCTH, 4YeM aszartuonpuu** [376]. IIpeamouTurenbHBIM
PEKUMOM TPH HEMEPEHOCHMOCTH a3aTHONpHHa™* mpencraBisercs ucnonb3oBanne #MMOD B

no3e 1-2 mr/cyT B komOunaruu ¢ I'K (u3 pacuera npenuuzonona 0,5-1,0 mr/kr/cyt) [390].
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B03MOXHBIM BapHaHTOM TP HEMEPEHOCHMOCTH CTEPOUACOEPEraroX IpernapaToB
(azatmonpura™**, #mepkantomypur, #MM®D) sBuseTCS MOHOTEpamus MPETHU30IOHOM**,
adexkTuBHOCTh KOTOpoii mokazaHa B PKU [373]. Omnako oHa TpeOyeT MOBBIIMICHHBIX 103
npernapara u, COOTBETCTBEHHO, IPHUBOJIUT K BBIPAXKCHHBIM TOOOYHBIM d((ekram, mpex/ie BCero K
Hapymenuto MIIKT (moapobnee cm. pazaen 5). IlosTromy MoOHOTepamusi MPETHH30JIOHOM™**
JIOJDKHA TIPUMEHSTHCS TOJIBKO IPU HEBO3MOXXHOCTH KaKOTO-THOO JPYroro KOMOWHUPOBAHHOTO
JICYCHHUS.

Jleuenne npenapatamu 2-i JMHUW JIOJDKHO TPOBOIMTHCS B IICHTPAaX, MMEIOIIMX OIBIT

paboThI ¢ maHHOM Kareropueit marueHTos [309].

3.2.2 HHogaep;kuBawmas repanus

e Pexomenayercsi mocJjie 10CTHKEHUS MOJTHOT0 OMOXHMHUYECKOTO OTBETA Y MAIMEHTOB
¢ AUT nas mogep:xkanusi peMHCCHU UCIIO0JIb30BATH MPEIHU30JOH** U a3aTHONPHH**

(mm #MM®) B MHUHMUMAJBHO J(PPEKTHBHBIX MONAEPKUBAIOIINX /103aX ¢

pPeryjsipHbIM KOHTPOJIeM JIa00paTOPHBIX MOKAa3aTejieil aKTUBHOCTH 3a00J1eBaHUS

(mepBbie moaroga — 1 pa3 B Mmecsin, jgajee — 1 pa3 B 3-6 Mec.) 1Jisi OLEHKH

yppexTuBHOCTH Jevyenus [1, 376, 390].

Yposenb  yOenurtenbHocTH  pexkoMengauuii C  (ypoBeHb  [I0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

OnTUManbHO CIIeIYET CTPEMHUTHCS K MOAICPYKHUBAOIIEH MOHOTEpAIiy a3aTHonpuHOM [1].
[Tpu cHmwxeHuu 103 TpeOyeTcss OpUEHTUPOBATHCS Ha JabOpaTOpHBIE MOKa3aTeld aKTUBHOCTHU
3aboneBanus (AJIT, ACT, IgG).

[To panHbIM cuctematmyeckoro o63opa PKW, komOuHamus mnpegHu3zogoHa™™ +
azaruonpuHa** sddexkTuBHEE TMOANEPKUBACT PEMHUCCUIO, YEM MOHOTEPAIHs MPEIHU30IOHOM.
[Tpu 5TOM 3P PEKTUBHOCTH MOAJIEPKAHUS HE PA3IUYAIACH MEKY KOMOMHUPOBAHHOW Tepanuei u
MOHOTepanuei azatuonpuHom [373].

Yactora KOHTpONS TMOKazaTenedl S((EeKTHBHOCTH paccMmaTpuBaeTcsi B pasnene 5.2

«HaOmroneune.

o Pexomennyercs mnammentam ¢ AHWI, mnonywarommum MHMCT, pacemorperb
AOMOJIHUTEeIbHOe HazHaueHHe Y/JIXK** B go3ze 13-15 wMr/kr ¢ uneabmo
crepouacoeperaomero 3¢pdexra, a rtakke HazHayarh Y/IXK** mnanuenram,
KoTOpbIM npoTuBoNokazana UCT, ¢ ueJbi0 CHUKEHHSI AKTUBHOCTH M 3aMeIJIeHUs

nporpeccun 3adoeBanus [404].
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YpoBenb  y0enuTeIbHOCTH pekoMeHaauuidi B (ypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB 2).

Kommenmapuu: V] IXK** obnagaer UMMyHOMOJYJIHPYIONIEH aKTUBHOCTBIO, MOIABIISSA
cexkpenuro MJI-2, NJI-4 u unTepdepoHa-y akTUBUPOBAHHBIMHA T-THUMQPOIUTAMU U MPOIAYKITHIO
uMMyHoOTTI00yIMHA B-mumdonuramu, camkas yposau @HO-o u MJI-6 B cBIBOPOTKE 110 TaHHBIM
JKCIIepUMEHTANIBHBIX padoT [405, 406].

B ne6onbmom KU tepammust YV IXK** B Teuenne rona npuBoauna k camkennio AJIT, ACT,
IgG u yMeHbBIIEHHIO HEKPOBOCHAIMTEIbHOM akTuBHOCTH B Omontare [407, 408]. B KU,
cpaauBaBiieM pexxumbl Y IXK** 'K u 'K + YIXK**, nopmanuzamus AJIT Obl1a focTurayta
y 64% npu monotepanuu YAXK**. [Ipu stom Ha Qone moHOTepanuu YAXK** 3a mepuon
HaOmronenust (B cpemnem 49,7 mec.) HE BBISBICHO TNPOTPECCHPOBAHHS 3a00JICBaHHS 10
neueHouHoi HemoctarouHoctu wiH ['TIP. KomOunamms 'K u YIXK** obGecrneunBana Gonee
HHU3KYIO TOIEPKUBAIOIIYO 103y npeanu3onona** [404].

[Tpu AUT ¢ HemocTatouHbM 0TBeTOM / pedpakTepHbIM TeueHueM aodasienue Y JIXK**
K CTaHJAPTHOMY JICUYCHHIO XOTS WM HE BIHMJIO Ha JOCTH)KCHHE OTBETa Ha TEPANUI0, HO
CIOCOOCTBOBAJIO TMOJOXKUTENBHON TUHAMHUKE Ja0OpaTOpHBIX ToKa3aTened (Mo JaHHBIM

HebosbIoro monyroauaaoro Ki) [409].

3.2.3 Tepanusi NPy HEJOCTATOYHOM OTBETE MJIM OTCYTCTBHHU O0TBETA

e Pexomenayercs npu HeIO0CTATOYHOM OTBeTe WJIM OTCYTCTBHUM OHMOXHMMHYECKOIO
orBera Ha MUCT npm AUI' yTOYHHUTH NPHUBEPKEHHOCTHh NMALMEHTA K JICYECHHIO M
NPOBECTH MOBTOPHOE 00C/IeJOBAHNE MAIMECHTA JJIsl HCKJIIOYEeHUs! AJIbTEPHATHBHBIX
NPUYHH 3260/1eBaHNST H NEPEKPECTHHIX cHHApPoMoB [148].

YpoBenb yOeaurenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbCTB D).

o Pexomennyercss manmentam ¢ AUI' npu HexocTaTo4yHOM OTBeTe WM OTCYTCTBHH
oTBeTa Ha Tepanuio 1-ii waM 2-ii JUHMU JUIA JOCTHKEHUsI OTBETa Ha JieYyeHHe
HA3HAYUTH Tepanuio 3-ii JUHUM HHIMOUTOPaAMH Ka/lbIHHeBpPUHA (#TaKpoJuMYyC,
#UMKJIOCIIOPHH) C MOCTENEHHBIM MOA00POM HHAMBHAYAJTbHON 103bI N0 KOHTPOJIEM
KOHLEHTPAlMU B KPOBH (MCCJIeI0OBAHUE YPOBHS LMKJIOCIOPHHA A, mcciael0BaHHe
YPOBHSI  JIECKAPCTBEHHbIX NpPenapaToB B  KPOBH  (TaKpoJUMYC)): s
HUMKJI0CIOPUHA — pacyeTHAasi 1032 2 MI/KI 2 pa3a B JIeHb; KOHIIEHTPalllsl B KPOBH

<120 ur/mu; aJs #TakpouMyca HavyajabHas 103a 1 Mr 2 pa3a B 1eHb, pacueTHasi 1032
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0,1 Mmr/kr 2 pa3a B aeHb (IJIsi NMPOJIOHTHPOBaHHOH ¢opmMbl — 1 pa3 B JeHb),

KOHIleHTpanus B KpoBu 6-8 ur/ma [1, 2, 148, 390, 410].

YpoBenb  yoOenurTeabHOCTH  pekoMmenHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
J0Ka3aTeJbCTB D).

Kommenmapuu: HenoctaTouHblii OTBET Ha Tepanuto 1-i uinu 2-i 1uHUKM HAOII0MaeTCs Y
20-50% mnamuentoB. B sTom cnyuyae HasHawyaercs Tepanus 3-il JIMHUHM, KOTOpas MPOBOIUTCS
MHTUOUTOpAaMH KaJIbIIMHEBPHHA (#TakposmMyc, HIUMKIOCIOPHUH) € TOCTENEHHBIM MOAOOpOM
WHAUBUAYAIbHON /03I MOJ KOHTPOJEM KOHLIEHTPAllUW Iperapara B KPOBU M IMOCIEAYIOIIUM
CHIKEHHEM 0361 / OTMeHOM npeaau3oiona** [1, 2, 411].

[lo nanubiM Meraananuza 15 KW, npu HemocratouHom oTBete Ha Tepanuio 'K +

a3aTUONPUHOM ™™

HauOOJbINAasT JIOJI MAlMEHTOB CO CHIDKEHHEM YPOBHS TpaHcamuHa3 (Oojee
90%) wabmoAagach MPU NPUMEHEHWH WHIHOUTOPOB KAIBIMHEBPUHA, a HaHOOJBIIYIO
3¢ PEKTUBHOCTH IEMOHCTPUpOBa #rakpoiumyc [410].

[lepen Havanom Tepanuu 3-il TUHUU CIEAYET PACCMOTPETH BO3MOXHOCTH MPOBEACHUS
OWoncMM  TEYeHW, YTOOBl JIOKa3aTh HEOOXOJUMOCTh TaKOrO JICYCHHUS, HCKIIIOYHUTH
aJIbTEPHATHBHBIC JUATHO3BI M TTOJPOOHO ONMMCATh aKTUBHOCTD 3a00JieBaHMs (CTeneHb) U Guopo3
(cranus) no ee Havana. Ilo maHHBIM MynbTULEHTpoBOro perpocrnexktuBHoro KU, #MMO® u
#TakponuMmyc o00JIamaroT cxoxked 3((EKTHBHOCTHIO B KAadeCTBE Tepamuu 2-U JIMHUU TIPH
HEMepPEeHOCUMOCTH cTaHAapTHOU Teparnuu ['K + azatnonpuHOM™™*, HO MPU HETOCTATOYHOM OTBETE
Ha Tepanuio 3(PPEeKTUBHOCTh H#TAKpOIMMYycCa 3HAUUTENBHO BhINIE, YeM #MMOD (mocTikeHue
oTBeTa Ha Tepanuio 56,5% mpotus 34%) [412].

Cucrematnueckue o030psl KM, B KOTOpBIX ManUeHTHl MOMy4ald H#TAaKpOJUMYC MpU
pedpakTepHOM K craHmaptHOW Tepanuu AUWI, mokaszamu, uyto y 76% wu3 HUX OBUT JOCTHUTHYT
MOJTHBIA OMOXMMHUYECKUI OTBET Ha JieueHWe M (WHM) TUCTOJIoTHYecKas pemuccus [413, 414].
Hcxons u3 3T0r0, Ha3HAYEHHE #TaKpOIMMYyca MPEACTaBIACTCS MpeanouTUTeNbHbIM. HauansHas
J03a Tmpemnaparta coctarisier 1 Mr 2 pa3a B cyTkH (B COYETAaHWHU C MPEIHU30IOHOM** B 103e,
KOTOPYIO paHee MoJydaa MaIlueHT), OPHEHTUPOBOYHAsS pacueTHas go3a — 0,1 mr/kr 2 pasza B
CYTKH, IIeJieBasi KOHIIEHTpalus B KpoBu — 6-8 Hr/mi [2].

[Ipn mepeBoje manMeHTa Ha Tepanuilo 3-W JTUHUM paHee Ha3HAYeHHas Tepamusi B

JanbHEHIIeM mocreneHHo otmensercs [2, 309].

e Pexomenayercss y mamuentoB ¢ AWI' 1o Ha3HayeHuss Tepanmum 3-d JMHHHA
WHTHOMTOPaMHU KaJbIUHEBPHHA (#TaKpoamMyc, #IINKJIOCTIOPHH) OLIEHUTDH (PYHKIHIO
NnovyeKk (aHaMM3 KPOBH OHOXMMHMYECKHMII oOlieTepaneBTHYECKHii: KpeaTHMHHH,

cKkopocTh KIy00ukoBoil ¢uabtpanuun (CK®)), a Ha ¢oHe JedyeHH NPOBOAMTH
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peryjsipHblii  KOHTPOJib KpeaTnHuHa, CK® u 1raoko3bl (aHAIM3 KPOBH

OMoXMMHMYecKHi  oOlIeTepanmeBTHYECKMil)) M  ompejejieHHe  CbIBOPOTOYHOI

KOHLEHTPALMH JIEKAPCTBEHHOI0 CPe/ICTBA /LISl KOPPEKIHH 10361 H CBOEBPEMEHHOI0

BbISIBJICHHS HeKeIaTeIbHbIX saBaenuii [390].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaauuii C  (ypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: 1lpu HazHaueHUM WHTUOMTOPOB KaJbIMHEBPHHA 0COOOE BHHUMAaHHE
JOJDKHO — yHENATBCS  KOHTPOJIF0O (YHKIMM TOYeK B CBS3W C HMX IOTCHIMAIBHOM
HEPPOTOKCHYHOCThI0. DYHKIIMIO TI0YeK, onpeaesiemyto 1o CK®, crnemyer oneHMBaTh 10 U BO
BpeMs JedeHus, a npu cHKeHun CK® — paccMOTpeTh BO3MOKHOCTH CHH)KEHHUS O3B
npenapatoB Ha 25% u 6oaee [390]. Tem He MeHee, O JaHHBIM CHCTEMATHYSCKHX 0030pOB, Y
MOJIABJISIONIETO OONBIMMHCTBA ManueHToB ¢ AWT, noiyvaronmx #TakpoiuMyc, QyHKIUS TOYEK
ocraercs crabunbhoi [413, 414].

Meraananus 21 KU, B kotopsix manueHTsl ¢ AUL momydanu #MM® uim #rakponumyc,
NOKa3aj, 4TO MPU HAa3HAYCHUM #TaKpOJIMMyca HeXeaTelbHbIC sBICHHsS HaOmonarorcs y 1/4
narnueHToB ¢ AU, HO peako TpeOyroT OTMEHbI npemnaparta. HaOmromaeTcss mpeuMyiecTBEeHHO
HEHPOTOKCMYHOCT U JKEIyJOYHO-KHILEYHbIE JKaJoObl, peIKo — caxapHbli Jaualer,

HE(PPOTOKCHUHOCTS, 3y1 U ajonerus [415].

e Pexomenayercs y nanuenToB ¢ AU’ npu oTCyTCTBUHM 0TBETa HA TepaNuIo 3-i JIMHUH
PACCMOTPETh «Tepanuio CrnaceHus» (MpUMeHeHue #puTyKkcumada, #uHpankcumada,
#0eaumymaba, #0apmuuTHHHOA) B HMHIMBHAYAJIbHO NOAOOPAaHHBIX N03aX IS
JIOCTHIKEHNsI OTBeTa Ha Jeyenue [2, 390, 416].

YpoBens  ybOenutTeabHOcTH  pekoMmenHaanmii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB D).

Kommenmapuu: «Tepanus ciaceHus» paccMaTpuBaeTcs npu HeapPpeKTUBHOCTH Tepanuu
3-ii TUHWM W JOJDKHA Ha3Ha4aThCsl IMociie KoHcmimyma. [Ipu BbIOOpe mpemapara cliiemyer
YUUTBHIBaTh, YTO HMEIOTCS OMHMCAHUA MO3UTHBHOTO 3¢dekra Ha TeueHue AUID ciemyromux
npenapartoB: #putykcumada, #uHpaukcumaba, #O0enumymada, #oapruutuanba [417, 418, 4109,
420, 421, 422]. HanOonpImuii ONBIT HAKOIUICH Yy B3poCibix nanueHTtoB ¢ AU B mpuMeHeHnn
#putykcumaba. MHOTOLIEHTPOBOE MEXIyHapOAHOE peTpocnekTuBHOe KoroptHoe KU ouenumo
pesynbratel euenus AUT, peppaktepHoro k Tepanuu 1-it umu 2-ii (3-i) muHUH, #PUTYKCHMAOOM.
[Tpenapat ymyuman yaboparopHbsle nokazarenn y 70% nanueHTOB B TEUEHHE ABYXJICTHETO
neproaa HaONIOJICHHs, OJJHOBPEMEHHO MO3BOJsIA CHU3UTH no3y 'K y 2/3 mammeHToB M ObLI

6e3omacen [418].
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B perpocniektuBHOM MyibTUIIeHTpoBOM KU, BKiIIOYaBIIeM NManMeHTOB, HE OTBETHBILIUX
Ha Tepanuio 2-i u 3-i IMHUM, Tepanus UHGIMKCUMaOboM obecreuna OMOXUMHUYECKUN OTBET B
55% ciryuaes [416].

Jleuenue BbIICyKa3aHHBIMU IIPEHapaTaMy JIOJDKHO MPOBOAMTHCS B LEHTPAX, UMEIOIINX

OTBIT PabOTHI C ATOW KAaTETOPHUEH MAIMEHTOB M TCHHO-WHXEHEPHOU OMOJOTHYECKOW Teparuen

[309].

3.2.4 OTMeHa Tepanuu

o Pexomennyercs paccmorpers otMeny UCT y manuentos ¢ AUI 6e3 LI n mostHbImM
OMOXMMHYECKHM OTBETOM, COXPAHSIOIIMMCSI B Te4deHHe [BYX JIeT, C LeJIbI0
odecrieyeHusl mepuoaa 6e3MeIMKaAMEHTO3HOTo Hadonenus [1, 137, 423].

YpoBenb  ybOenurTeabHOcTH  pekoMmenHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
J0KA3aTeIbCTB D).

Kommenmapuu: Tlo6ounbie >¢dextsr UCT saBnsoTCS JUMUTHUPYIOLUM (DaKTOpOM,
OTIPENIeNAIOT NOTPEOHOCTh B MHHUMU3AIUK JI03 JIEKAPCTBEHHBIX IMPENapaToB U PaCCMOTPEHHE
Borpoca 00 ux ormene mnocie kypca MCT y wactu maruentoB [424, 425]. BonbmmHCTBO
HKCHEPTOB MpENoiaratoT, 4To HeoOXoAMMbIM ycinoBueM s 3aBepuieHus HCT saBnsercs
COXpaHEHHe TOJTHOTO OMOXMMUYIECKOT0 OTBETa He MeHee nByX jeT [1, 136, 423]. OqHako oTMeHa
mpenapara ¥ JOCTWIKEHHE JJIMTEIBRHOTO Tepuoja Oe3meauKkaMeHTO3Hou pemuccuun AUD
BO3MOXXHBI TOJIbKO y HeOombmiod uactu mnarmeHToB [1]. [To maHHBIM pPETPOCHEKTHBHBIX

PICCJIGI[OBaHI/Iﬁ, peMUCCHUAd NI OMOXMMHUYCCKUI OTBET COXPAHAIOTCA B TCUCHUC HEC MCHECC TPCX JICT

y 19-47% marmenTos [322, 426, 427, 428].

e Pexomennyercst npu npuHsaTHu pemieHusi 00 ormene UCT naumenty ¢ AUTL ¢ nenbio
NpeJoTBpPallleHUs] peuuJIMBa YYMTHIBATh CJjelyolIHe TMO0KAa3aTeJu: MOJHBbIH
OMOXMMHYECKHIl OTBeT B TeYeHHE ABYX JieT; B INEPHOJ PACCMOTPEHHSI OTMEHbI
Tepanuu akTUBHOCTH AJIT (anaau3 kpoBu OMOXMMHUYeCKHIi 001eTepaneBTHYCCKHIA)
Menee mo1oBuHBI 0T BI'H n ypoBenb 1gG (ucciienoBanue ypoBHsI HMMYHOTJIO0OYJIMHA
G B kpoBH) He OoJiee 12 1/7; OTCYyTCTBHME HEKPOBOCHAJMTEIbHOH AKTHBHOCTH B
TkaHu nedenun (UT'A < 4), B cayyasx ecju NPOBOAWJIACH, KOHTPOJIbHAsI OHOMCHS
neuenn [309, 423, 429, 430].

YpoBeHb  yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEpHOCTH
J0KA3aTeJbCTB 3).
Kommenmapuu: Ilokazano, uyro Oonee Bbicokue ypoBHu AJIT u 1gG Obutn

B3aMMOCBSI3aHbI C PEIUINBOM TOCJIC OTMEHBI JeueHus win cHikeHust 103 UCT [115, 429]. [Ipu
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9TOM COXPaHEHHE PEMHUCCHU HAOIII0JAIOCh Y MAIMEHTOB, Y KOTOPBIX mpu npekpamenun UCT
aktuBHOCTH AJIT cocrapnsina menee monoBuHbl oT BI'H, a ypoBens 1gG Obut HEe Gonee 12 1/n
[429]. ITatmenTtsl ¢ AUT" Ge3 ucxomnoro noBkiieHust ypoBHs 1gG (pu moCTaHOBKE AMArHo3a)
UMEIOT 00Jice BBICOKHME MAHCHI Ha ycremnyio otmeny MCT [231].

BoccranoBnieHre TKaHM TI€YCHH Ha (OHE JICUCHHSI CHIDKACT PHUCK IOCIEAYIONIETO
peuuauBa [431], HO HanmMyKe MOPTAIBHON IUIA3MOKJICTOUHOW HH(UIbTpAIMU B OHONTAaTaX
NICYCHH SBJIIETCS MPEJUKTOPOM PELUINBA IOCIe OTMEHBI Mperapara, Jaxke B o0pas3iax rne4yeHd,
B OCTaJIbHOM COOTBETCTBYIOIIMX KpHUTepusiM pemuccun [432]. Mcxons U3 3TOro, ONTUMAIBHO
ObUTO OBl BBIMIOJHATH OuorncHto TeueHu 10 oTMeHbl VCT, HO IHUPOKOMY NMPUMEHEHHUIO TaKOM
TaKTHKH TPEISITCTBYET e¢ HMHBa3WBHOCTH [1]. OmHako mpoBeneHHe OWONCHM TEUCHH ISt
MOJTBEPKICHUSI PEMUCCHH 3a00JIeBaHHSI HE CHM)KAET YaCTOTy PEIHUAWBOB IO CPABHEHHUIO CO
ciydasmu, B KOTopbix UCT oTMEHs1ach Ha OCHOBaHMH OMOXHUMUYECKOro oTBeTa [423], mostomy

€€ BBIIIOJIHCHHC IICPC otmenoi UCT JJIA TOATBEPIKACHUA PEMUCCHUHA HE ABJIACTCA 00s13aTE/IbHBIM.

e Jlnsa nmpenorBpamenus peakruBauuu AU u nekomMneHcanuu 3a00/1eBaHUs NeYeHH
pexomenayerca He oTMeHaTh MCT namumenram ¢ AU B cragmu HII (mpu
OTCYTCTBHMHM NPOTHBONOKA3aHNH K Heil), eciu He noka3aHa perpeccusi I na dgone
Jeuyenus [424, 433].

YpoBenb  y0enuteabHocTH  pekoMenaaumii C  (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Hanuuue craguu 111, BeposTHO, YBENUYUBACT 3aBUCUMOCTD OT JieueHus [424, 433, 434].
Kpome toro, peunaus AU mpu LI1 MoxxeT mpuBecTH K OBICTPOIN AEKOMIIEHCAIIUU COCTOSHUS

IICYCHU.

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

YpoBeHb  yOeauTelbHOCTH  pekoMeHaanuii B (ypoBeHb  10CTOBEpHOCTH
JI0KA3aTeJIbCTB 3).

ITpu BozoOHOBNeHNM CT nocne peuuauBa AUI nmocneayromnye nonbITKH MpeKparieHus
JICYCHUS] TIPAKTHYECKA y BCEX MAIMEHTOB MPHUBOAAT K HOBOMY permauBy [427]. TloBTOpHBIC
pPEeLMINBEI YXYALIAIOT MPOrHo3 3aboneBanus [435], a mpomonrupoannas UCT cHmkaeT puck

peuuauBos [425].

3.2.5 Tepanus peunauBa
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Peungus AU — moBbllIeHHe aKTUBHOCTH 3a00JIEBaHUS MOCIE UHAYKIMUA PEMHUCCHH U
OTMEHBI Tpernapara (wiu HecoOmonaeHus pexuma jnedenus) [1]. Pemumu AUWD oObraHO
ACHMIITOMEH M ONpeAessieTcs KaKk MOBTOPHOE MOSABICHHE KIMHUYECKHX M (MIK) J1ab0paTOPHBIX
MapkepoB aktuBHocTH (moBeimieHue AJIT) mnocne 3aBepmenuss NMCT wim Ha Qone
HOJJIEPXKUBAIOIIEH Tepanuu (IPU OTCYTCTBUHU APYTMX MPUYMH MOBBIMICHUS TpaHcamuHas) [436,
437, 438]. BobIIMHCTBO aBTOPOB OINPECISIOT PEHUAMB KaK MoBbleHHe akTuBHOCTH AJIT >
3BI'H u (wm) ypoBus IgG > 20 r/n B ceiBopoTKe KpoBH. Ho MokeT HabmromaTbcs U MeHee
BhIpa)KEHHOE TOBBINICHHE ChIBOpoTOuHOro ypoBHs AJIT u (wan) 1gG [1, 147, 439].

YacToTa peruanBOB BapbUPYET, M0 pa3HbIM JaHHbIM, 0T 25 10 100% ciayuaes [399, 425,
427]. BayKHO OTMETHTB, 4TO HECOOIIOICHUE PEKUMA JICUCHHSI UTPACT 3HAYMMYFO POJIb B Pa3BUTHUU
peunauBos [440].

PeunauB Hanbomnee yacto HaOIIOAAETCA B MIEPBBIH IO [TOCIIE OTMEHBI TEPANH, B CPEAHEM

gepes 4 Mec. mociie ee okoHuanus [441], Ho MOKET BO3HUKATh U uepe3 aecaruerus [442, 443].

e Pexomennyercs npu peunause AU nauats UCT ¢ ucxoaHoi MHAYKIIMOHHO 103bI
(c koppekumeii HA AKTYaJbHYI0 MAacCy TeJla M KOMOPOWIHOCTb) C MOCJeTyIOINM
nepexoJ0M Ha a0Jrocpounyo noaaep:xxkupamomyw UCT nis nocTu:keHHs1 0TBeTa HA
JiedeHHe U MpeI0TBPAIIeHHs: MOBTOPHOTo peunausa [1, 424, 427, 441].
YpoBeHb  y0eauTeJbHOCTH  pekoMeHAannid B  (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB 3).
Kommenmapuu: llpu nedenunm peuumuBa AW manueHTsl OOBIYHO OTBEUYAIOT Ha
UCXOJHYI0 HHAYKIMOHHYI0 103y WICT [424, 441]. UCT y TakuxX MalHMeHTOB JOJDKHA OBITH

I[OJ'[FOCpO‘-IHOfI, TaK KaK HPCKPAIICHUEC JICUHCHWA B OTHUX ClIydasaX NPUBOAUT K HOBOMY pCUHUANBY

[1, 427].

3.2.6 Jleyenune B 0cOOBIX rPynmax

3.2.6.1 Jleuenue ocTporo rsaxeaoro AU

He cymectByer 4eTkux KpuTepueB, B Kakux ciydasx AU cienyer paccmarpuBarh Kak
OTAUI'. OctpeiMm AUWI cumraercs mnpu neOr0Te B TedeHHe 10 26 Hem. 0e3 MPU3HAKOB
npeaniecTBytomniero 3adonesanus [392]. B ormenpHbIX uccnenoBanusax kpurepusimu OTAUT
ABJISIIUCD:

1) onpenenennblit uin BepostHeii AUIT (Ha ocHoBanuu yrpoiienHo# onenku IAIHG mo
E.M. Hennes ¢ coaBrt.);

2) MHO > 1,5 u (uu) chIBOpOTOUHBIN OnnpyOuH > 200 MKMOIB/T;

3) orcyrcTBue anamuesa AUT
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4) ructojorudecku nmoarsepkacHubii AUL [444].
B T0 xe Bpems cymectByet nBa Bapuanta OTAUT™:
e AUT, nposBisifOIIMCS OCTPOM EYEHOYHON HEJ0CTaTOYHOCTHIO;
e OCTpasg TI€YEHOYHass HEJOCTAaTOYHOCTh Ha (OHE XPOHUYECKOW IEeYECHOYHOU

HenocrarouHoctu (OIIXIIH) mpu AUT.

o Pexomennyercsst y nmanmentoB ¢ OTAUI', Ho 0e3 mpu3HakoB BbIpaxkeHHoil 11D,
paccMaTpMBaTh Tepanui0 NMPeJIHU30JOHOM** ¢ y4eTOM PHCKOB ero Ha3Ha4eHusi B
uHUIuupywomeid g03e 1-15 Mr/kr (BHYTPMBEHHO WJIH TEPOPaIbHO) s
npeaoTBpaleHus: HedIaronpusiTHoro ucxona [445, 446, 447].

YpoBenb  yOenutenbHocTH  pekomengamuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: CymectBytoT Bompochkl 1o 3¢dektuBHoctu ['K mpu OTAUI.
Yo6enuTenbHbIX A0Ka3aTenbCTB B mogaepkky Tepanuu 'K mpu octpom AU u OTAUL e
CYLLIECTBYET BO MHOIOM M3-32 HEBO3MOKHOCTHM IPOBEJIECHUS KAUECTBEHHBIX MPOCHEKTUBHBIX
KoHTpospyembIx K. Pe3ynpTaThl peTpOCHEKTUBHBIX HCCIEIOBAHUNM T'OBOPSIT B OCHOBHOM B
nonbk3y npumeHenus ['K y marpentoB ¢ octpeiv AU u OTAUT [445, 448, 449, 450]. C apyroii
ctoponsl, HedpdekTuBHOe neueHue ['K B KU ¢ yyactuem 72 nanuentoB ¢ OTAUI u xentyxoit
HaOmoanock B 18% ciyuaes [450].

Cunraercs, uto npu OTAUI cnenyet paccmaTpuBaTh BO3MOXHOCTh paHHed Tepanuu ['K
no passutus [19 [392, 447]. Tlpu stom IID nerkoil cTemeHd He SBISIETCS aOCOTIOTHBIM
HpOTHBOMOKa3aHueM K Tepanuu 'K y maiueHToB Hemoxuinoro Bo3pacta [445, 447].

Tepanusa 'K 4gacTto He yiydmiaeT BBDKMBA€MOCTb M IPOTHO3 Uil nanueHTtoB ¢ AUI,
MIPOSIBIISIIOIIMXCS. OCTPOU ITEYEHOYHON HETOCTaTOYHOCTBIO, M MoAroToBKa K TII nomkHa HavaTecs
HesamemnutenbHo [1, 451, 452, 453]. XoTs cymiecTBYIOT M ApyrHe JaHHbBIE. DTO KacaeTcs B
HepBYIO OYepe/Ib MAaMEeHTOB ¢ Hu3kuMu nokaszarensimu MELD [454].

[TposBnsitomuiics B ¢opme OIIXIIH AU sBnsercs dype3BbIYailHO TreTepOreHHOMN
KJIIMHUYECKON TPYIION C MIMPOKUM CHEKTPOM CUMITOMOB, CTaaui Gpudpo3a 1 MpOBOIUPYIOIINX
¢dakxTopoB. Hay4yHbIX naHHBIX 1O oueHke >(dextuBHocTH Tepanuu 'K y manHoi kareropuu
NalMeHTOB KpaifHe Maio. B oxHoil u3 pador obmias 90-gueBHas BepkuBaeMocTh pu OITXITH u
AUT 6e3 TII cocrauna 75% Ha pone tepamun 'K u 48,1% B orcyrctBue Tepanuu ['K [455]. LT,
10 JAHHBIM €JJMHUYHBIX UCCIIEI0BaHUH, HE OKa3bIBaET 3HAUMMOTO BKJIaJa B YXy/IIIIEHHE IPOrHO3a
Ha (¢one Tepanuu ['K u y marmentoB ¢ OIIXITH u AUT: 90-n1HeBHAs BEDKMBAEMOCTh COCTABHIIA
45,7% npu LT u 50% y nmaruentos 6e3 L1 [456, 457]. [TanMeHThI ¢ KIMHUYECKU BBIPAXKCHHOM

1D mpakTuvecku He oTBeyaroT Ha Tepanuto ['K [455].
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YuuteIBas pucK pa3Butus cercuca rnpu tepanuu ['K, kotopsiii coctasisier npumepHo 20%
[455], a Takxke BBICOKYIO JICTAIbHOCTh B 3TOW TPYIIIE, TAKUX MAIIMEHTOB CICIYET HEMEIJICHHO
BKJIFOYMUTH B JIMCT Oxkujanus Ha TIL

Huskyro s¢dexruBaocts ['K yacTo cBA3bIBaIM ¢ HECBOCBPEMEHHBIM HA4allOM Tepanuu
[106]. B nccnenoBanuu marmeratoB ¢ OTAUI 6e3 LIIT u I13, a takxke ¢ mokasareirem MHO > 1,5
MOKa3aHo, 4YTO no3aHee Ha3zHadeHue ['K MoxkeT ompenenuTh KIMHHYECKYI0 HEd(pPEeKTHBHOCTD
nedeHus U HeooxoaumocTs TII y Takux nmanueHToB. Takke onpeaeneHo, 4To UCXOIHbIN YPOBEHb
MHO u Bpems Havana Tepanuu ['K SBIsSI0TCS He3aBUCHMBIMU MPEIUKTOPAMH BBDKUBAEMOCTH 0€3
TII B Teuenue 6 Mec. OT MOCTaHOBKH jauarHo3a [458]. BakHO MOMHHTB, YTO €CJIM MMAIMEHT C
octppiM uiu OTAUNIT He pearumpyeT Ha Tepamui0 M MPOrPECCUpPYET A0 IEYEHOUHOU
HeocTaTouyHoCTH, Tpedyercs TII B MakcuManbHO ckaThie CpokH, a BBeaeHune I'’K B Takom ciaydae
OMACHO M3-32 MOBBIIIEHHOTO pHUCKa WH(GEKIHUU, YTO AENAeT MOKa3aHUA M MPOJOJIKHUTEIbHOCTD
neuenus ['K npu OTAUI auckyTraGenbHBIMU.

Bompoc ontumanbubix 1103 'K nmpu OTAUIT He pemen. B peTpocneKTUBHBIX
HCCIIEIOBAaHMSIX MCIIOJIB30BATUCH PA3JIMYHbIC JO3bI U ITyTH BBEICHUS MpeIHU300Ha**: 40 Mr/cyT
nepopaibo [455]; 40-100 mr/cyT mepopansHo [449]; npeauusonon 1,3 mr/kr [451]; 1,5 mr/kr
BHYTpHBeHHO [446]; 0,5-1 mMr/kr nepopanbHo win BHyTprBeHHO [445]. Taxoke ObLIH HAOTIOJCHUSI
110 IPUMEHCHHIO METHIIIPEAHU30I0Ha U THaApoKopTr3oHa [110, 445].

VYV namuenTtoB ¢ octpeiMm AUIDT Ge3 koarysonaTuu B ciydae MPOTHO3ZUPYEMOTO TIOXOTO
otBeTa Ha Tepanuio 'K ciegyer nepecMoTpeTs quarHos, a 3ateM yBennuuTh 103y I'K u (unm) B
ciydae, eciii ypoBeHb OmnnpyOuna Hike 100 MKMOIB/T, pacCMOTPETh BO3MOXKHOCTH 100aBUTH
azatuonpuH [1, 1]. [TapamnensHO peKOMEHyeTCs OIIEHUTh HeoOXxoaumocTh TI1, ocoOeHHO eciu
noka3arenu MHO yxyamatorcs. [anuentoB ¢ OTAUI, mioxum nporHo3om M KoaryJjonatuen
clefyeT HeMeUIeHHO BKIIOUuTh B jucT oxupanus TII (cm. paszpen 3.3.2 «TpancrnaHTanus
TICUCHUY ).

HemHorouuncieHHble 1aHHbIE TOBOPAT 00 OTCYTCTBUH CBSI3U MEXIY OTBETOM Ha TE€paIuio
'K u rucTonornyeckiuMu pru3HakaMu, BKItodast ctaauio ¢puodposa [450]. Kpome toro, B psae KN
MIOKa3aHO OTCYTCTBHE CBsA3M Mexay HanuuueM LI B Hagane jnedeHns U KIMHUYECKUM HUCXOA0M

ot tepanuu 'K [444, 459].

e Pexomenayercs onpenensitb nokasareab MELD (1 ero moaudukanmnu) y nanueHToB
¢ OTAUT no Hauyasna Tepanuu, a TakKe Ha 3-if U 7-ii JeHb TePANUU ¥ IPH YXY/ALIEHUH
COCTOSIHUSI JIS1 NMPOTHO3MPOBAaHUSI Te4dyeHHs, onpeneaeHus Heodxomumoctu TII n
OLIECHKH OTBETA Ha JedyeHue. [[0noIHUTEILHO VISl OLIEHKH 0TBEeTa Ha Tepanuio Ha 3-

i 1eHb BO3MOKHO Hcnojb3oBanue mkaabl SURFASA [107, 444, 449, 450, 460, 461].
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YpoBenb yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH
J10KA3aTeJIbCTB 3).

Kommenmapuu: Onenka orseta Ha jeyenne OTAUI GazupyeTcs Ha OLleHKE TUHAMUKU
CBIBOPOTOUYHBIX MapKEpOB TeMaTOlENONIPHOro MoBpexaeHus u GyHkuuu nedenu. Ilpu stom
CHI)KEHHE YpOBHS TpaHCAaMUHA3 MOKET CBUJETEIbCTBOBATh KaKk 00 OTBETE Ha TEpamuio, TaK H,
HAIIPOTHUB, O HEOJIArONMPHUATHOM TPOTHO3€, B TO BpeMs KaK M3MEHEHHE MoKaszareneidl (GpyHkuuu
nevenu (ounmupyonn, MHO) siBisiercst 6omiee HaIe:KHBIM IPOTHOCTUIECKUM (PaKTOPOM.

Coob6mianock, uro uaaekc MELD Obl1 mojie3eH mis BBISBICHHS NALMEHTOB C HU3KOH
sbpextuBHocThiO Neuenus 'K u neobxomumoctrio TII [107, 450]. Knuanvecku mokasaHo, 4To
6oee Boicokue nokazarean MELD npu oOpaniennn Obiim CBsI3aHbI ¢ HU3KOH 3(p(PEKTUBHOCTHIO
teparuu [449]. B KU noka3zana a¢dpextuBHOCTS 1miKaiasl MELD wimu MoauduiiupoBaHHOM MIKaJIbI
MELD-Na na 3-if unu 7-i IeHb Teparnuu i IPOTHO3UPOBAHUS paHHETro OTBeTa Ha Tepanuio ['K
[450, 462].

Psn aBTOpOB IpeaioKuIM Uil IPOTHO3UpOBaHus oTBeTa Ha Tepanuio ['K mucrons3oBars
mkany SURFASA, yuntsiBaroniyto nokaszarenu MHO B Hauane Tepanuu ¥ Ha 3-i JIeHb, a TaKKe
ypoBeHb OunupyOuna Ha 3-ii nenb. Bamumnocte mkanst SURFASA Opima moarBepxaeHa
perpocriektiBHO [444, 445, 450, 459, 460, 461, 463, 464].

dakTopamMu, OKa3bIBAOIIMMHI BIMSHUE HA OTBET Npu Tepanmuu ['K, mo pa3HeIM JaHHBIM,
SIBJISUTACK: TIOXKHUITON BO3pacT; Oosiee Tshkenoe 3aboneBanue neuenn (MELD > 27); nanuuwue I19;
craaus Gudbposza > F3 [455]; MELD > 24; 6amner no mkaine Yaiing — Isio >11; orcyrcTBre
camkenuns uaaekca MELD depes 2 uen. [457], mokasatenss MELD >24 u 6amna SURFASA > —
1,2 na 3-it nenn [456].

KonTponb npyrux 1abopaTopHBIX TIOKa3aTeliel yka3zaH B pazjene 3.2.

e He pexomennyercss manuentam ¢ OTAUI' nHazHayaTh OyaecoHHA, a3aTHONPHH™¥,
#MM® 10 WCYe3HOBEHHUS MNMPU3HAKOB IEYEHOYHOH HEJI0CTATOYHOCTH C HeJbI0
npeoTBpaleHus ocJiokHeHuit [376, 402, 465].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB 3).

Kommenmapuu: 1lpumenenne HermokokoptukongHod UCT npu OTAUNIT orpanuueHo
MOTEHLIMAIbHON TelaTOTOKCUYHOCTBIO TaKUX MIPENapaToB, Kak a3aTuonpuH™*. Pemenue Borpoca
o HazHadyeHuu crepouzcoeperaronieii UCT paccmarpuBaeTcs mocie cTabMINM3aIii COCTOSHUS

nanucHTa, HCYC3HOBCHUA HpOHBHeHI/Iﬁ MICYCHOYHOM HEAOCTATOYHOCTH.
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e Pexomennyercs y nauumentoB ¢ OTAHUI ¢ Tsxesoi koaryaonarueii u I1D 111-1V cr.

AJISl MPeJOTBPALLECHHs JIETAJIBHOI0 MCX0Ja PACCMOTPETh CPOYHYI0 (HEOTJIOMKHYIO)

TII 0e3 naznauenus I'K. Hasnauenne I'K qosxno paccmaTpuBarhbes B clIy4asx, ecJiu

TII He Mo:KeT OBITH BHINOJIHEHA CBOEBpPeMeHHO [447].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: 1lpu Tsoxensix 1 MomaueHocHbIX Gpopmax OTAUI s¢pdexruBnocts ['K-
tepanuu Hu3ka [451]. Tepamust 'K y maiineHTOB ¢ BRIpaKEHHOM IIEUCHOYHON HEI0CTATOYHOCTBIO,
Tsokenont [1D moxker mpoBoguThcs B ciydasx, ecinu TII He MokeT OBbITh BBHINOJHEHA
cBoeBpeMeHHO. Haznauenue I'K B 3THX cilydasx IOJDKHO MPOBOJUTHCS IyTEM KOHCHUIMYyMa

CIICHUaJIMCTOB, BKIIFOYArOIICTO Bpa‘{eﬁ'TpaHCHJIaHTOHOFOB.

e Pexomenayercs y manmentoB ¢ OTAMUI, He orBeuarmmux Ha Ttepanuw 'K,
paccmoTpers Bhinonenune TII 115 npegoTBpanieHus JeTajabHOro ucxoaa [445, 447].
YpoBenb  yOenutenbHocTH  pekomengamuii  C  (ypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJbCTB 5).

Kommenmapuu: Otser Ha Tepanuio I'K onieHnBaeTcs no 6MOXHMMHUYECKUM MOKa3aTesIM,
CHUHTETUYECKOM (D)YHKIIMU MEYEeHHU U pa3BUTHIO Wi rporpeccupoBanuto [13. B Hacrosux KP Mbl
npejuiaraeM Hcnoib3oBarhk nokazarenb MELD wmn MELD-Na wa 3-it u 7-if neHp Tepanuu u
nononauTenbHO — mKary SURFASE (cM. Beime). [Ipu HeaddextuHocTr UCT y manueHTos ¢
octpbM TspkensiM AU 1 MELD > 15 Heo6X0uMO paccMOTPETh BONIPOC O MOCTAHOBKE B JIUCT

oxumanust TII (cm. pasmen 3.3.2 «TpaHCIUTaHTALMS TIEYCHI).

3.2.6.2 Jleuenue AUT B craguu I

Bcem nanuentam ¢ komrneHncupoBanHbiM LT (kmace A mo Yaiing — I1bio0), He3aBHCHUMO
OT TUCTOJIOTHYECKOI aKTUBHOCTH, PEKOMEH TyeTcs poBoANTh cTanaapTHyro UCT [466].

ITepexon oT koMneHcupoBaHHoro LI k nekoMIeHCUPOBAaHHOMY SIBIISIETCSI KPUTUYECKUM
MOMEHTOM B XOJi¢ 3a00JeBaHMs, MIPU 3TOM y MAlMEHTOB BO3HUKAIOT TaKHE OCIIOKHEHUS, Kak
actut, [19 u kpoBOTeueHUs M3 BapUKO3HO PACHIMPEHHBIX BEH BEPXHHUX OTAEIOB KEITYyIOYHO-
KumeyHoro tpakra [467]. HeoOxomuma MuHIUMU3aIMs pucka Hed((GEKTHBHOTO JICUCHUS U YUET
NPOTHOCTUYECKUX (PAKTOPOB, BIUSIOMIMX Ha BEBKUBAEMOCTbD.

Pemenne Bompoca o HazHauennn CT y manueHnToB ¢ aexkomnencupoBanHbiM LI kinacca
B o Yaitng — [pro nmpuHUMaeTcs MHANBUIYAIBHO HA OCHOBAaHUH PE3YJIbTaTOB 00CIIEIOBAHUS,
B3BCLIMBAHMUS PHCKOB OCJIOXHEHUH JIEUEeHUs, MPOrpeccCHpoBaHUs 3a00JIeBaHUS U BEPOSTHOM

IIOJIB3bI OT JICUCHHA. HpI/I O9TOM CJIICAYCT YYHMTLIBATH BO3PACT, COMYTCTBYIOLIYIO ITATOJIOTHIO,
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pe3yNbTaThl TJAOOPATOPHBIX U MHCTPYMEHTAIbHBIX HUCCIEAOBAHUN, TPUBEPKEHHOCTD MAUEHTa K
neyenuto [466]. Hasnauenne MCT naumentram c jaexomreHcupoBanHbiM L1 xmacca C mo
Yaiinn — [Ipto, Kak mpaBuiIo, yxe HerenecoodpasHo [468].

e Pexomenayercs npu pemeHun Bonpoca o HazHaueHuu UCT namumenty ¢ AUT
yuntbiBaTh KJacc LIl mo Yainbay — IIbl0 W THIATEJBbHO B3BENIUBATH
NOTeHIHAJbHYI0 1oab3y HW puckn MCT, Brkiawuyasa puck #HHGPEKIHOHHBIX
OCJIOKHEHHUIi, ¢ 1eJbl0 NMpeIoTBpALleHusl yXydleHus coctosinus. IIpu npuHATHH
pemienusi o HazHaveHnn UCT manuenty ¢ AUT ¢ nekomnencupoBannbim LI kiacca
B no Yaiiabagy — I[Ibl0 ¢ UHeJbl JieYeHHS PEKOMEHAYeTCH HCIO0JIb30BaTh
HHULIHHUPYIOUIYI) MOHOTEPANHIO NMPEIHU30JI0HOM B MHAMBHUAYAJIBHO MOA00PaHHOI
no3e (ot 15 o 50 mr/cyT) ¢ mocjeayOmIMM yMeHblIeHUEM /103bI H, TP OTCYTCTBUM
NMPOTUBONOKA3AHUI, MOA00POM cTepouacOeperaone Tepanuu ¢ mejJblo CHUKEHMS
akTuBHOCTH 3a00JieBanusi. He pexomenayerca nposoauts UCT npu AUT u LII
kiacca C mo Yaiisiba — Ibio [466, 468, 469].

YpoBenb  yOenurTeabHOcTH  pekoMmenaauumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJIbCTB D).

Kommenmapuu: AyTouMMyHHBII XapakTep B Buje T-KJI€TOYHOTO NOBPEXICHUS NEYEHU
NPOJIOJDKAET CTUMYJIMPOBATh BOCIAJICHHE Jake MpPH yTpaTe TIEYCHBbIO (YHKIIMOHAIBHBIX
pesepsos [1, 233, 470].

'K sBasttorcsi ocHoBoi Tepamuu AU [468, 469]. OxHako WX HCMOJNB30BaHUE TPH
nexomieHcupoBanHoM L{IT orpannyeHo puckom pa3BuTHs OaKTepHaIbHON HH(EKINH, Cericuca 1
KEITyTOYHO-KUIIEYHBIX KPOBOTCUCHHH, KOTOPBIE SBIISIOTCS YACTHIMU OCJIOKHEHUSIMH y JTOU
KaTeropuu maiuenTos [471].

Knuanyeckue naHHbIe TOKa3bIBAIOT, YTO Y YACTH MALIUEHTOB € IeKOMIIeHCUpoBaHHbBIM LII1
Beaencteue AUIT nedenne 'K moxer npuBoauts k pexomneHcauuu LI, dro ymywmaer
BBDKHBaeMOCTh [468, 469, 472]. Tak, B KU, BkiogyaBmiem 82 marpienTa ¢ JeKOMIIEHCHPOBAHHBIM
HII, B moarpymnme, mnoaydaBmed ['K, oTMedasoch CTaTUCTUYECKHM 3HAYUMOE CHUKEHUE
cmeptHocTH 03 TII o cpaBuenuto ¢ He noxyuasmumu MCT. ITpu stom B 62,5% ciyyaes yaanoch
JNOCTUTHYTh pexkomneHncanuu LI mpu Tepanuu npeanuzonoHoM™* ¢ HauvanbHOM n030i 15-50
MT/CYT W €€ TOCJICIYIONIMM CHIDKCHHEM JI0 TojepxuBaromieii 10361 5-10 mr/cyTt. V wactu
MAIMEHTOB B JAJIbHEWIIEM HCIOJb30Balach cTepouacoeperaromnias Tepanus (a3aTHonpua™* unm
#MM®O® B kOMOMHAITUH ¢ TIpeAHU307I0HOM™* *) [468].

KiroueBbIM MOMEHTOM SIBJISIETCSI paHHEE BBISBICHHE MAIlMEHTOB, KOTOPHIE, BEpPOSTHEE

Bcero, orBeTaT Ha MCT. Kak BO3MOXHBIM KpUTEpHil OTBeTa NpHu AekoMmIeHcupoBaHHoM LII1
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paccMaTpUBAIOTCS KIMHUYECKHE U OMOXMMHYECKHE MapKephl, TaKHME KaK CHI)KEHHE YpOBHEH
CBIBOPOTOYHOTO OmiinpyouHa u nmokasatenss MELD B teuenue 1-ii Henenu neuenus [472].

OO6cyxnaercs BO3MOXKHOCTh IpuMeHeHus npu LIl apyrux MMMyHOCYNPECCUBHBIX
[penapaToB, Takke Kak azatuonpua™*, #MM® u uHrHOUTOPHI KajabliuHeBprHa [468, 473]. DT
JIEKapCTBEHHbIE CPEJICTBA MOI'YT 00ECHEYUTh AOJITOCPOYHYI0 MMMYHOCYIIPECCHUIO C MEHBIIMM
pHrcKoM 1MOO0UYHBIX 3¢ eKToB, cBs3aHHbIX ¢ ['K, 0HaKO OHM Tak)Ke HECYT PUCK MHQEKIHHA U
TOKCHYHOCTH, 0COOEHHO Y MAllMEHTOB C MPOTPECCUPYIOLINM 3a001eBanneM nedeHu. Kpome toro,
Ha CErOJHSAIIHUN A€Hb OUY€Hb MaJI0 KIMHUYECKUX JIaHHBIX, TOCBSILEHHBIX MCIIOIb30BaHUIO 3TUX
npenapatoB npu AWIT Ha cragum aekomneHcupoBaHHoro ILIII, mosTomMy BO3MOXHOCTB HX
IPUMEHEHHUS Y 3TON KaTeropuu IMalMEeHTOB BbI3bIBAET OUYEHb OOJIBIIOE KOJIMYECTBO BOIPOCOB.
OtznenpHble aBTOPBI CUUTAIOT, YTO B HEKOTOPBIX CIIydasX BO3MOXKHO J00aBIEHHME K TEparuu
npeaHU30JI0HOM™* azaTnonpuHa™* wim #MM®, HO 3TH BBIBOJBI caenanbl Ha ocHoBaHuu KU ¢
HEOOJIBIIMM KOJMYECTBOM MAIMEHTOB M TPeOYyIOT danbHeimero wusydenus [468, 469].
AHaJOrMYHO MPUMEHEHHE OWOJIOIMYECKUX [IpernapaToB, TaKUX KakK pUTyKCHMad, mpH
nexomneHcupoBanHoM LIII y manmenToB, He oTBewaromux Ha cranjpaptayro MCT, ocraercs
00J1aCTBIO TIPOIOIIKAIOIINXCS UccaeaoBanuii [418, 474].

[TaumenTsl, KOTOpBIE HE pearupyroT Ha Tepanuio ['K B Teuenune 1-if Hexgenu, ocobeHHO Te,
y KOTo He HaOJII0JaeTcs 3HAaUNTEIbHOIO CHUYKEHUS YPOBHS 00111eT0 OMmnnpyOnHa, UMEIOT MJI0XO0M
nporHo3 [475].

bakrepuanbHas MHQEKIMs SABISETCS BeLyLIeH MPUUUHON JIETaJIbHOCTH M OTCYTCTBHSA
OTBeTa IpH JedueHuu y nauueHToB ¢ AUI' u nexomnencupoBansusiM LI, koTOpBIE MOTYyUaroT
teparuto 'K [476]. CymectByroT (akToOpbl, BIHUSIOIIME HA pPa3BUTHE JIMXOPAIAKH U
MH(QEKIMOHHBIX ocnoxHeHui y mnanueHToB ¢ LIII. Cpean He3zaBUCHMBIX (DaKTOPOB Ba)KHO
OTMETHTh HH3KO€ coJiepKaHue anbOyMMHa B KPOBM M  aCUUTHYECKOM IKUIKOCTH,
nexomneHcupoBanHblil LI, manuuue 11D, pe3ancTeHTHBIN aclUUT, a TaKKe BBICOKUN YPOBEHB
ounupyouna [475, 477, 478]. 3a pa3ButueM WHPEKIIMOHHBIX OCIOKHEHUI y manueHToB ¢ LI1
yalie BCEro CTOAT CHHJPOM M30BITOYHOrO OaKTepualbHOIO pocTa M OakTepuaibHas
TpaHcnokarus [476].

HNmmyHnocynpeccuBHble 3¢ dektsl 'K B coueranuu ¢ ociabieHHBIM UMMYHHBIM OTBETOM,
BbI3BaHHBIM L[], TOBBIIAIOT BOCHIPUUMYHUBOCTD K OaKTepHAbHBIM, TPHOKOBBIM U BUPYCHBIM
uHdekuusam [471]. UroObl CHU3UTH 3TOT PHCK, TPeOyeTCs TINATSIbHBI KOHTPOJb ISt
CBOEBPEMEHHOTO BBISIBJICHUS MPHU3HAKOB HH(EKIUH, paccMaTpUBACTCS NPOPHUIAKTHUECKOE

Ha3Ha4YCHHE aHTUOMOTUKOB [475, 477, 478].

79



e Pexomennyercs y naunenTon ¢ L{II, BoizBanubiM AUTL, npu pasBUTHM OCJIO0KHEHUM
LI ¢ uensio ux jevenus caenoBars KP «lluppo3 u pudpo3 neuenn» [160].
YpoBenb  yOenutenbHocTH  pekomengamuii  C  (YypoBeHb  /10CTOBEPHOCTH

J0Ka3aTeJbCTB D).

Kommenmapuu: Jleuenue ocnoxHenuid LI npu AUI He otnmuaercs ot LI apyrux
stronoruil. [{ns maumentoB ¢ AUWI, xoTopble NpOrpeccUpyroT A0 TEPMUHAIBHOM CTaauu
3a005IeBaHNs NE€YEHH, HECMOTPS Ha ONTHUMAaJIbHOE MeJuKaMeHTo3Hoe Jsedenue, TII ocraercs
OKOHYATEJbHBIM BapuaHToM JedeHus (cMm. pasmen 3.3.2 «TpaHCuiaHTalMs —MCUCH»).
Ontumuzanusa coctossHuss nepen TII, Bkirodass KOHTPOJb OCIIOXKHEHUHM, TAaKUX Kak AaclMT,
KPOBOTEUYEHMsI M3 BapuKO3HbIX BeH U I1D, mMmeer pemaromiee 3HaYeHUE Ui YIy4IIEHUs
pe3ynbraroB nocie TII. CBoeBpeMeHHOE HalpaBiIeHUE B LIEHTP TPAHCIUIAHTALUU PEKOMEH1YETCS
JUIsl TIAMEHTOB, KOTOPbIE HE OTBEYAIOT HAa MEAMKAMEHTO3HYIO TEpanui0 WU Yy KOTOPBIX

pasBuBarOTCs cepbe3nbie ocnokuenus LT [479, 480, 481, 482].

3.1.6.3 Jleuenue AUT y JuIl MOKUJIOT0 U CTAPYECKOT0 BO3PACTA

Cornacao pexomenaamusMm BO3, onpeneneHne «moXuion» OTHOCUTCS K JIMIAM CTapIiie
60 set [483]. B KU mo AWI" B kavuecTBe MOXKHJIIBIX pacCMaTPHBAIH MalreHToB crapiie 60 nin 65
ner [81, 484, 485].

PesynbraTel  HaOMOJATENBHBIX,  OSMUIAEMHOJOTHMYECKHX,  peTpocneKTHBHBIX KU
JNeMOHCTPHUPYIOT, uTo TeueHne AUl y moXuiaplx manueHToB (10 CPAaBHEHHIO C MAIlMEHTAMH C
neOrotoM B 0ojiee MOJOAOM BO3pacTe) XapaKTepU3yeTCs 4Yallle BCEro CleayIoIUMU
0ocoOeHHOCTIMU: OoJiee MPOJODKUTENBHBIM MEPUOJIOM OT Je0I0Ta 10 YCTAaHOBJIEHHUS JHAarHO3a;
Oosee yacTOl MHAYKIMEH JIEKApCTBEHHBIMU CPEICTBAMU; Yalle CTEPThIM CyOKIMHUYECKUM, HO
npu 2TOM OoJjiee JOOpPOKAYECTBEHHBIM TEUEHHEM; O0Jiee BBICOKOM YacTOTOW TMOJIHOTO
o6uoxumuueckoro orsera Ha VICT u Gomnee peakuM pa3BUTHEM PELMIMBOB IOCJTE €€ OTMEHBI;
ay4muM porHoszom [81, 99, 485, 486, 487, 488].

e Pexomenayercsa paccmorpers nposeaenne UCT y manmentoB ¢ AU moxkuiioro
BO3pacTa ¢ UeJbI0 [OCTH)KEHUS] peMUCCHH 3a00JIeBaHUSI M TPH OTCYTCTBHH
NPOTHBONOKA3aHMIi B KayecTBe MHAYKIUOHHOW TepamuM MCHOJIb30BaTh
NPpeAHU30J0H** B 103e He OoJiee 0,5 MI/KI/CYyT B cOYETAHMM € A3aTHONPHHOM** B
HHINBHAYAJIbHO Mox00panHoii 1o3e (1-2 mr/kr/cyr) [81, 485, 489, 490].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB D).

Kommenmapuu: VY noxunsix nanueHToB ¢ AWIT pexkomeHIyeTcs paccMaTpuBaTh

BO3MOXHOCTb NPUMCHCHUA FK, MOCKOJIBKY HUMCIOMUCCA NJaHHBIC CBUACTCILCTBYOT O TOM, YTO
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MOKUJIbIE TMAlMEHThl XOPOILIO PEarupyloT Ha TEPalui0 C MEHBIIMM KOJIMYECTBOM PEIHINBOB
nocJie OTMeHbI JieueHus [81].

Cucremaruueckuii 0030p noarsepxkaaet 3¢ dexruBnocts u 6e3onacHocts UCT npu AU
y MOKUJIBIX marreHToB [489]. Y GONbIIMHCTBA MOXKHIIBIX IMAIIMEHTOB B KAYECTBE MpernaparoB 1-i
JUHUM TPUMEHSIaCh MOHOTEpamnus MpPeJHU30JIOHOM™* MM KOMOMHALUWs MPEIHU30J0Ha™*™ +
azaruonpuna** (87,6%). Tepanus 1-ii nuaum Obuta 3QdEKTHUBHA JUISI MHIYKIUU PEMHUCCUU Y
MOXWIBIX, @ HEyJaud JICYCHUS M PELUAMBBI Y TMOXUIBIX CIY4YaJUCh PEXe IO CPaBHEHUIO C
MosIoasIMH TlariueHTamMu. B ogqHom KU m3ydanoces BiusiHue kKoMOMHUpoBaHHOHM Tepanuu ['K u
#MM®, onHako NOTy4YEHHBIE PE3YIbTAaThl TOKA HEIOCTATOYHBI JIJIsl TOTO, YTOOBI PEKOMEHI0BATh
3Ty CXeMY Y JIaHHOH Kareropuu nanueHtos [487].

B cucrematuueckom o0630pe, Bkimodaromiem 10 perpocnektuBHbix KW u B 00miei
cnoxHoctu 1063 nmanuenta ¢ AUI, cxeMbl MHAYKIIMOHHOW Tepanuu BkiItoyanu 'K wim B Buze
MOHOTEpPAINUU, WIK B COUYETAHUH C azaTHonpuHoM™*. Mcronb3oBancs mpenaHu3oIoH™* B mo3zax
20-60, 2040 mr/cyt u 1 mr/kr/cyt. 1031 a3aTronpuHa coctaBisin 50, 75-100 mr/cyt u 1-1,5
mr/kr/cyt [81]. s mojmepKuMBaroUIed Teparnuy HUCIOJB30BaIMCh: mnpeanusonon** (5-10
Mr/cyT); npeaauzonon** (2,5-7,5 mr/cyr) B coueranuu azatuonpuHomM** (1 wmu 2 Mr/kr/cyr);
MOHOTeparnus azarTnonpuHoM™** (2 mr/kr/mens) [485].

e Ilpm HanuyuMm KOMOPOUAHBIX COCTOSIHUIA, OMpeNeJSIIONINX PUCK HEXKeJIaTeJIbHOro
npuMeHeHusi cucTeMHbIX 'K, 1 0TCyTCTBUM MPOTHBONMOKA3AHUIT PeKOMEHIYeTCs Y
noxuabIxX nauueHToB ¢ AUI 6e3 LTI ucnosib3oBath Oyaeconn 9 Mr/cyT B COYeTAHUM
€ 2a3aTHONPHHOM B HHAMBHIYaJIbHO moaoopannoii go3e (1-2 mr/kr/cyr) [1, 398, 490,
491].

YpoBenb  yOenutTeabHocTH ~ pekomenaauumii C  (YpoBeHb  JI0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: B pekOMEHIAIMAX pa3IUYHBIX TeMaToJOTHYECKUX —accolranui
(AASLD, 2019; EASL 2015; APASL 2021; PT'A 2013) ormedaeTcst, 4TO JCUCHHE MOMKHIIBIX
MalMeHTOB TPEJCTaBIsAeT COOOM CIOXKHYIO 3amady, W O0Cykmaercs HeoOX0IUMOCTh
uHanBUAyanu3upoBaTh cxembl UCT ¢ yuyeToM akTHBHOCTU 3a00JI€BaHMS UM HAIHYUS TSHKEIOTO
¢ubpo3za umu L1, ¢ ogHON CTOPOHBI, U KOHCTUTYIIHOHATBHBIX OCOOCHHOCTEH MOKUIIBIX JTFOICH,
COMYTCTBYIOIIUX 3a00JIeBaHUl U TeKyIlei Tepanun — ¢ apyrou [1, 1, 491, 493].

[Taimentam moxkmioro Bo3pacta ¢ AWD menecoobpasnocts mnpoeaeHuss MCT
PEKOMEHIIyeTCSl ONpPENeNSITh WHAUBUAYaIbHO, HCXOAS W3 KOHCTUTYLHMOHAIBLHOTO CTaTyca
NalMeHTa, HAIMYMA COIYTCTBYIOIIEH IaTOJNIOTHH, CTaTyca 3aboieBaHusi (TskecTh (uOposa

MEYCHU, BOCTIAIUTENbHAST aKTUBHOCTH), OMOJOrHYecKoro Bospacta. [Ipu pemieHuu Bompoca o
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HazHauyeHUH VICT noxxusbIiM anueHTaM peKoMeHIyeTcst 0c000 BbIIEIUTh HEKOTOPbIE KATETOPHU
NaIMeHTOoB: ¢ HanuyneM B edrore AT ocreonoposa, caxapHoro quadera, Ipyrux KOMIIOHEHTOB
METa0OJIMYECKOT0 CHHAPOMAa W HWHOW 3HAYMMOH COINYTCTBYIOIIEH MaTojorue. Y Takux
[AlMEHTOB PEKOMEHyeTCs MPEeIBApUTENbHO OLIEHUTh BO3MOXKHOCTH oTBeTa Ha VICT u puck ee
1mo00YHBIX A (PEKTOB.

Jleuenne noxwibix nauueHToB ¢ AUI yierkoit creneHu akTUBHOCTH HE SIBJIIETCSI CTPOTO
00s13aTeIbHBIM U 3aBUCHT OT OLICHKHU OanaHca MexIy 3pQeKkTuBHOCThIO u prckamu [137]. Tlo
HEKOTOpPbIM JIaHHBIM, NpH JerkoM TedeHuu AUI ucxompl y HENEYEHHBIX MAIMEHTOB He
OTJMYAIOTCS OT TIpyHnbl MauueHToB, kotopele nomyyanu MCT: 10-neTHsiss BBDKMBAEMOCTb
coctasisuia ot 67 1o 90% naxe 6e3 nedenus [128], yTo mo3BONISET PACCMOTPETH BO3MOXKHOCTh HE
npoBoauTth UCT B ciiyuasix erkoro teuenus AU y noXuiibIX maueHToB (0OTCYTCTBHE KIMHUKO-
7a00paTOpHOl ~ aKTUBHOCTH, IPU3HAKOB 3HaYMMoOro (ubpo3a W  Hajduyue HU3KOM
THCTOJIOTUYECKOM aKTMBHOCTM Ha 3Tale IOCTaHOBKHM auarto3a). OJHAKO B TaKUX Cllydasx
pEeKOMEHAyeTCsl aKTUBHOE JMHAMUYECKOe HAOJIOJEHME: TIIATEIbHbIE MOHUTOPUHI YPOBHS
tpancamunas u 1gG kaxpie 3 mec. [1].

JUis ocTanbHBIX MALMEHTOB IMOXXWIOro Bo3pacta (B ciydae orcyrctBus OTAUID nnm
nexommeHcupoanHoro [[I1) pekomeHnmyercs omupaTbcs Ha ClEIyIOIIME MPUHLUIBL IPH
npuHIATUY perieHus o HazHayenun UCT:

e mnpu orcyrctBuu nportuBonokazanuii k MCT u I'K pekomenayercs B KadecTBe
UHIYKIIMOHHOMN Teparuu pacCMOTPETh Ha3HaYeHUE MpeTHU30JI0Ha** B n103ax He Oonee 0,5
MI/KT ¢ azaTHOnpuHOM™* 1-2 Mr/kr/cyT uiau 6e3 Hero (C yuyeToM BO3MOXKHBIX PHUCKOB
pa3BUTHUS HEXKEJIATSIbHBIX SBJICHHIA);

e TIIpU BBICOKON BEPOSTHOCTH CBA3aHHOro ¢ jedyeHueM 'K yXyamieHus TedeHHs III0XO
KOHTPOJMPYEMOr0  caxapHoro  jguabera, OCTEONOpO3a,  MCHUXO3MOLMOHAIBHBIX
pacCTpOICTB U NMCUXUATPUUECKUX 3a00JIeBaHU, apTepHaIbHON TUIIEPTEH3UH, KaTapaKThl
pEeKOMeH/IyeTCsl paccMOTpeTh y marueHToB 0e3 L[I1 HazHauenune OymecoHuaa B mo3e 9
MT/CyT W azatuonpuHa** 1-2 Mr/kr/cyT;

e mmtensHOCcTh UCT pexoMenmyeTcs mo BO3MOXKHOCTH MUHUME3HpoBath [1, 81, 485, 486,
487, 489, 490].

YV mun noxwunoro Bo3pacta npu HazHadenun MCT, Brmouaromeit 'K, TpeGyercs
oOsi3aTenpHas OllEHKa, a B JaibHeWeM — TmiaredbHbiidi KoHTposib MITKT, menukamenTo3Has

npoduIaKTUKa WK JIedeHue octeonopo3a (cM. paszaen 4 «[Ipodunakrukay).

3.2.6.4 AUT' u GepeMeHHOCThH
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B Hacrosiiiee BpemMsi B MUpe HAKOILIEH JOCTATOYHBIN OIBIT MO BEICHUIO OEpEMEHHOCTH Y
naruenTok ¢ AUI'. Konrponupyemsiii AUI He City>KUT IPOTUBONOKAa3aHUEM HU K O€peMEHHOCTH,
HU K TPyJIHOMY BCKapMJMBaHHUIO. B menom 6epemenHocts U poabl npu AUI npeacraBisroTcs
0e30MacHBIMH KaK JIJIsl MATepH, Tak U st pedenka [1, 493, 494, 495, 496, 497, 498].

OnuceiBatoTcst pa3nnyHble BapuaHTsl TeueHus AUI, cBsizanHble ¢ 6epemeHHOCThIO. [10
UMEIOIITUMCS JINTePaTypPHBIM JaHHBIM, 00ocTpenne AT Bo Bpemst 6epeMEHHOCTH OTMEYaeTCs B
7-12% ciyuaes, B mociepoioBoMm nepuosie — B 11-81% ciyuaes [499]. Takke B penkux ciaydasx
BO3MOYEH Kak Je0roT AT Bo BpeMst OepeMEHHOCTH, Tak U crioHTaHHas pemuccus [1, 498, 500].

e Pexomenayercss MH(OPMHUPOBATH KEHINMH [eTOPOAHOro Bo3pacta ¢ AUI o

BO3MOKHOCTH OepeMeHHOCTHM W TIpyaHoro BckapmuuBanuss Ha ¢oue UCT pas

NMOBBIIIEHUs HX ocBeoMJIeHHocTH [501].

YpoBenb  yOenutenbHocTH  pekoMenganuii C  (ypoBeHb  /10CTOBEPHOCTH
J0KA3aTeJIbCTB D).

e Pexomenayercs xxkenmmuam ¢ AUL niiannpoBaTs 6epeMeHHOCTDb MOCJIe JOCTHAKEHHU S

OMOXMMHUYECKOr0 OTBETA M €ro COXpaHeHHsl He MeHee 1 rojga Ha mojaep:KuUBalouIei

HCT c nesbio ycneumHoro coxpanenusi 6epemennocru [1, 1, 309, 502, 503].

YpoBenb  yOenmtenbHocTH  pexkoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: 1lenecooOpa3Ho 10 HACTyIUIGHHsT OepeMEHHOCTH OOCyX AaTh C
nanreHTKou Biausinue teuenus AUIL u npenaparoB, UCHOJB3YEMBbIX JUISl €0 JICYEHUS, Ha 3J0POBbE
miona W Marepu. bepeMeHHOCTh pEeKOMEHAyeTCs IUJIaHUpOBaTh, KOTJa COXpaHsAETCA
OMoXMMHUYeCKHii OTBeT Ha JedeHne He MeHee 1 roma [1, 1, 309, 466]. CoxpaneHwue
Oouoxummuueckoro orBeta npu AWNIT ¢ momompio MeAMKaMEHTO3HOH Tepaluu BO BpeMs
OepeMEHHOCTH CBA3aHO C €€ ONarompusATHBIMH HCXOJaMH M HE OKa3bIBa€T CYIIECTBEHHOTO
BJIMSIHASL HA YaCTOTY BBIKHMIBIIICH, MEPTBOPOXKICHUHU, TectanmuoHHbi mepuox [504, 505].
Heobxogumo mnpomomkenue mnoaaepxkuBaroiieii MCT y Oepemennsix mnamueHtok ¢ AUI,
MIOCKOJIbKY MPEKPAIICHUE Tepalii MOXET MPUBOJNTH K peruauBy 3abonesanus [1, 502, 503].
[Tpu orcyTcTBHM Haanexaiero KoHTpoiast AU MoxkeT akTHBHPOBATHCS BO BpeMsi OEpeMEHHOCTH,
YTO CBSI3aHO C BHICOKHM YPOBHEM OCJIOXKHEHHI CO CTOPOHBI T1oAa U MaTepu B npeaenax 10-20%
[491].

e PexoMenayercsi mpoao/LKaTh MOMAEPKUBAIOIIYI0 TEPANuI0 MPeIHU30J0HOM** U

(M) a3aTHONMPHHOM™* HAa MNPOTHAKEHHMH BCeil OepeMEHHOCTH M TIPYIHOrO

BCKAPMJIMBAHUSI JUISI 00ecledeHusl KOHTPOJs HajJ aKTHBHOCTBHIO 3a0oJieBaHus [1,

137, 309, 466, 499, 501].
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YpoBenb yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB 4).

Kommenmapuu: Ilpu AWNI" oOmas yacToTa MAaTEpUHCKUX OCJIOKHEHUH BO BpEMs
OepeMEHHOCTH WJIM B TedeHne 12 wmec. mociie poaoB cocraBiser 38%, mnpu 3TOM
IPEKICBPEMEHHbIE POJIBI B OCHOBHOM OOYCJIOBJICHBI OTKa30M OT ajeKBaTHOro JseueHus [504].
Koaddurment xuBopoxaeHus y marepeir ¢ AUD cocrasnser 73%. IlpexaeBpeMeHHbBIE POIBI
npoucxonaT npumepHo B 20% OepemeHHOCTEH, HO HE ONHMCAHO HUKAKUX CHEIU(PUICCKIX
BPOXKJIEHHBIX Je(eKToB, cBa3aHHbIX ¢ AUI. HenoHOmEHHOCTh WM NOTEps IUI0/1a TAKXKE Yallle
CBsi3aHa C IJIOXUM KOHTpoJjeM akTuBHOcTH AU, B TOM 4ucie ¢ IpeKpalleHueM Teparuu 10 Uin
BO BpeMsi OepemenHocTH [504].

Baxxno, urto Bcnbimiku aktuBHocTM AMIT wamie BO3HUKAIOT y MAlUMEHTOK, HE
HOJYYaBIIMX/OTMEHUBUIMX Tepanuioo, a TaKkKe Yy TeX, Y KOro HalOJrojanach AaKTHBHOCTb
3a00JIeBaHUs B T€UCHHE To/1a 10 3auatus [504].

[Taruentkam ¢ AUI, koTopble GepeMeHHbI WU IIAHUPYIOT OEPEMEHHOCTh B TEUEHUE
CIIEAYIOUIETO TOJAA, CIEAYyeT MpOAOIDKATh JICYCHHE, YTOOBl CHHM3HTH PUCK OOOCTPEHHUS H
neuyeHouHoM aekommencaruu [1, 505].

Kosdpdumnuent morepu mioma u meprBopoxacHus npu AWUD Beime (27%), yem y
HaceneHus B 1e7oM (7—15%), Ho aHamoruYeH nmokasaTeso y xeHumH ¢ aApyrumu X311 (24-29%)
[505]. B nomymsiuonHoM uccinenoBanuu 2022 T. ¢ MCMONb30BaHUEM JaHHBIX HarpoHamsHOM
BbIOOpKHU cTannoHapHbIX OonmbHBIX CHIA 3a 2012-2016 rr. y GepemeHHbIX manueHTok ¢ AUDT
HaOmroasncst Oosiee BBICOKMH PHUCK TECTAlMOHHOIO CaxapHOro auabera M TMIIEPTEH3MBHBIX
ociokHeHHH B cpaBHeHuu ¢ rpymmoi apyrux X311 [507]. Ocraercs HEsICHBIM, CBSI3aHBI JIH ATH
PHCKH C aKTUBHOCTBIO 3a00ieBanus win npumenennem 'K [494, 497, 507, 507].

VY Gepemennbix nauueHTok ¢ LI nmporpeccupytomiee yBeanueHrne o0beMa KpOBU MOKET
IPUBECTH K MOBBIIIEHHOMY PUCKY KPOBOTEUEHHUS U3 BAPUKO3HO PACIIUPEHHBIX BEH MUIIEBOA U
(unmm) xenynka. Kenmuunam c LI, xotopble OGepeMeHHBI WM IUIAHUPYIOT 3a0epeMeHEeTh B
TEUYEHUE CIEAYIONIET0 TOAa, PEKOMEHAYEeTCS MPONTH JHIOCKOIHMYECKOe OOCIeIOBaHHE Ha
HaJIMYMe BApUKO3HOI'O pACIIMpEeHUs BeH Jubo 10 3a4atus, aubo Bo Bpems |l tpumecrtpa
OEpeMEHHOCTH M TpU HAIMYUHM TOKAa3aHWW BBIIOJHHUTH JIMTHUPOBAaHUE BapuUKCOB. JlaHHBIE
MEpOTIPUATHS HEOOXOIUMBI, TIOCKOJIBKY JICKAPCTBEHHBIE CpEACTBAa ISl MPO(HUIAKTHKH
KPOBOTEUEHHM M3 BapHKO3HBIX BeH ([-agpeHoO0JoKaTOphl W TEPIUIPECCHH) OKa3bIBAIOT
NOTEHIMATIbHOE TO00UHOE JelicTBUE npu Oepemennoctu [1, 509].

[lpumenenune npeaHuzonoHa** u azatuonpuHa*™* y mnamueHntok ¢ AW, kotopbie

IUTAHUPYIOT OEpPEeMEHHOCTh, MpeAcTaBisieTcss Oe3omacHbIM. B MccienoBaHUSX, MOCBSIICHHBIX
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teueHuto AUID nmpu GepeMeHHOCTH, HE ObUIO BBISIBJICHO HEraTMBHOTO BiusHUsA Tepanmuu ['K u
aszatronpuna**Ha mioj [1, 505, 510]. [TpomomkuTenbHas Tepanus TpeaHU30I0HOM** 1 (HiTH)
a3aTHONpPUHOM™* HeoOXoauMa JJIsi CHI)KEHUS! BepoaTHOCTH obocTperns AUI u ocroxxHeHHH y
marepu [1, 137].

[Tpeanonoxenue o toM, uro 'K Moryt BbI3bIBaTH OpPajIbHO-JIMLEBBIE PACIIECIMHBI U
HEeOJIaronpusITHbIE UCXOABI OEPEeMEHHOCTH (TMPEXICBPEMEHHBIE POJIBI, MPEIKIAMIICHS, HU3KAas
Macca TeJia [Py POXKACHUH), He oATBepAnIock. U eciu Oosee pannue nanubie (1997-2002 rr.)
CBU/IETEJILCTBOBAJIM O IMOBBIIIEHHOM PHCKE pa3BUTHUS PaCIIEIMHbI T'yObl U Heba B TeueHue |
TpuMecTpa OepeMEeHHOCTH Yy keHuuH, nonydaBmmx ['K, to nmamueie 3a 2003-2009 rr.,
npezncrasieHnble  HammonaneHeiM uccnenoBanneM CHIA mo mnpoduimakTHke BpPOKICHHBIX
NeeKTOB «Cydail — KOHTPOJIbY, HE BBIIBIIIM HUKAKOW CBS3H, PEAIIOIOKUTEILHO U3-3a OoJiee
HHU3KHUX /103, Ha3HaYaeMbIX B Oojiee mo3aHioro snoxy [510]. Tlnanenrapusiii hepment 11-6era-
THJIPOKCUCTEPOUIETHIporeHasa 2  rpeodpa3dyeT IpeIHU30J0H (aKTUBHBIM @penapar) B
MpEeAHN30H (HEAaKTUBHOE MPOJIEKAPCTBO), U ATO MOXKET 3aIMTHUTH TUI0J OT BICOKUX ypoBHel ['K
[511]. B mocnenyromieii paboTe, BKIIOYABIICH IMOYTH 52 THIC. OCPEMEHHBIX, IMOJIyYaBIIMX
pasnnunble Buabl 'K, He ObUIO BBIABICHO MOBBIIIEHUS YacTOTHI OpO(alUaNbHbIX Ie(PEKTOB U
JPYTUX Cepbe3HbIX MOOOYHBIX A dekToB y nereit [512].

Tepanuro a3aTHONPUHOM** He ClleyeT HU YMEHbBIIATh, HA IPUOCTAHABIINBATH, TIOCKOJIBKY
€ro TepaTOreHHBbIH AP QEKT, MONYYCHHBIH y JKUBOTHBIX, HE HaOmromaercs y smonei [491].
[Toka3aHo, uyTo Tepamusi a3aTHONPUHOM™* y MOJOABIX JoAel (epTuabHOro BO3pacTa He
yBEIUYMBAA PHUCK TMPEKICBPEMEHHBIX POJOB M TeparoreHHocTh [1]. O HexenarenbHBIX
SBJICHUSX, CBA3aHHBIX C MPUEMOM a3aTUONpPUHA** BO BpeMsi OEpeMEHHOCTH, HE COOOIIAOCH.
[lepBoHauambHBIE OMACEHHs 10 TOBOAY BO3MOMKHOW TEPATOT€HHOCTH OBUIM  BBI3BAHEI
UCCIICIOBAaHUSIMA HA JKMBOTHBIX, B KOTOPBIX MCIOJb30BAIUCh CBEPXTEPANEBTUYECKUE O3B
Cucremarnueckuit 0030p u Metaananu3, Bkiarodaimii 3000 6epemennbix nanuenTok ¢ B3K, ne
BBISIBIJTH YBEJTMYCHUS PHCKA HU3KOW MacChl Tella IPU POKIACHUN WM BPOXKICHHBIX IE(PEKTOB Yy
MaTepeid, IPUHUMABIINX a3aTHONPHH™*. OTHAKO PUCK TPEKIEBPEMEHHBIX POJIOB OB MOBBIIICH
(OLI 1,45) [513]. HenaBHue mcclieoBaHUS MOKA3aIH, YTO B PEIKUX CIy4asx y OepeMEeHHBIX
NAIMEeHTOK, MPUHUMAIOIIUX a3aTHONPHH™*, MOXET pa3BUTbCS BHYTPUIICUCHOUHBIH XoJecTas
O6epeMenHnbix [514]. B Takux ciiydasx peKOMEH/IyeTCs TEPaIHio a3aTHONPUHOM** MpeKpaTUTh U
BO300HOBHTH TIOCIIE POIOPA3PEIICHHS.

[Tpuem azaTronpuHa** cumTtaercs OE30MACHBIM M IPU I'PYIHOM BCKapMIIMBAHUH. XOTS

HEOOJIBIIINE KOJINIECTBA UX META00INTOB MOTYT NoIIaiaTb B IpyaAHOC MOJIOKO, 3TO HC BbI3bIBACT
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KaKHX-JTH0O0 OCJIOKHEHHUH y TPYAHBIX JeTel U He BIMSET Ha MX JanbHeiiiree pasputue [504, 515,
514].

e Ilpum mHasHavenunm #MM® ¢ peJbl0 NpeAOTBpPallleHHs PHCKA IS IUI0AA
pexoMeHayercsi HHGOPMHPOBATH JKEHIMH JAeTOpPOoAHOro Bo3pacta ¢ AUID o
MYTAreHHOM M TepaTOr¢HHOM NOTEHIHAaJe JAHHOIO Ipenapara, He00X0IMMOCTH BO
Bpems npuema #MM® ucnonb3oBath 3¢Q(peKTHBHBIC METOAbI KOHTPALCIIMHA U NPH
IVIAHNPOBAHNHU 0epeMeHHOCTH 00pPaTHUTBLCS K Bpady VI PACCMOTPEeHUs] M3MeHEHH s
HUCT [1, 501, 517].

YpoBenb  yOenurTenbHOCTH pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB 4).

Kommenmapuu: #MM® He noikeH NPUMEHSATHCS BO BpeMs OEpEMEHHOCTH U JOJIKEH
ObITh OTMEHEH HE MEHee 4YeM 3a 3 MecC. J0 IUIAHUPOBAHMS 3ayaTHs M3-3a MOBBIIIEHHOI'O PUCKA
norepu O6epeMeHHOCTH B | TpumecTpe M BpPOXKIEHHBIX aHOMAIMU (4alle Bcero IeeKToB yxa,
cepama u paciieannbl Heba) [1, 498, 517]. PexoMeHnayeTcs BBINOJIHEHHE TeCTa Ha OEPEMEHHOCTD
B TeueHue 1 Hex. mocne Havana npuema #MM® u ucrons3oBaHue IBYX dPPEKTHBHBIX METOIOB
KOHTpallenuuu B TeueHue 4 Hesl. 10 1 6 ez, nocie npuMeHenus #AMM®. HeOob110e KOJIMYECTBO
#MMO® oOHapyKHBaeTCsi B MOJIOKE KopMsIux marepeit [518].

e Pexomenayercs y maumeHtok ¢ AU Bo Bpemsi GepeMeHHOCTH M O0COOEHHO TOcCJ/Ie
POIOB THIATEIbHO KOHTPOJHPOBATH AKTHBHOCTH 3a00/1eBaHUsl (aHAJM3 KPOBH
onoxumuyeckuii oomerepanesrndecknii: AJIT, ACT, o0mnii OnimpyOouH u ypoBeHb
UMMYHorJ100y;1uHa G B kpoBH 1 pa3 B TpuMecTp M 4epe3 12 Hel. mocje poaoB) I
cBOeBpeMeHHOro BhisiBiienus peuuana AUI u koppexuun no3 UCT [498, 519].
YpoBenb  yOenutenbHocTH  pekomenganuii  C  (ypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJbCTB 5).

Kommenmapuu: Xenmwmuael ¢ AWIT [0MKHBI HAXOAWThCA MOJA  HNPHUCTAIBHBIM
HaOJIF0ICHHEM BO BpeMsi OEpeMEHHOCTH M B T€UEHHE MEPBBIX 3—6 Mec. TI0Cie POIOB /ISl pAaHHETO
BBISIBJIGHMSI aKTUBalUuu 3aboneBaHus. TpeOyercs ckpunuHr peuuauBa AWUIT Bo Bpewms
O6epemenHocTH (YpOBeHb TpaHcamuHa3z 1 pa3 B TpumecTp) U depe3 12 Hen. mocie pojoB.
PerumuBer AU B Tpm pasa wame Bcrpewarorcss mocie pomoB [518], uro momdepkuBaeT
HEOoOXOUMOCTh 0ojiee THIATENIbHOIO MOHUTOPUHTA U MOCIEAYIOIIEro HaOMI0JeHusl 3a
nanurenTkamu. [loteps Ouoxumumyeckoro orBera Ha MCT m0BOIBRHO pacmpocTpaHeHa TOCIe
POJIOB, KOTJa yPOBEHb 3CTPOr€Ha B KPOBU KEHILMHBI BO3BpaIlaeTcss K HopMe. B 310l cutyanun
cienyer paccmorpeth ycmienue UCT — kpaTkocpodHOe MOBBIIIEHHE 103 MpeaHu3oona** [1,

466, 498].
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e Pexomenayercs s auarHocTuku Jae0rora wiam  peuuauBa AUIDT nHa ¢domne
0epeMEeHHOCTH MCIO0JIb30BATh CTAHJAPTHBIE MOAXOAbI — TaKHe K€, KaK M Yy
HeGepeMeHHBIX ManueHTok [1, 493, 501].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJbCTB D).

Kommenmapuu: Heo6XomuMo yUuTHIBaTh BO3MOXKHOCTD 1e0r0oTa AT npu npoBeneHnn
muddepeHIaTbFHON TUarHOCTUKY MATOJIOTUN TIEYCHU, Pa3BUBIICHCS BO BpeMs OEpPEeMEHHOCTH,
0COOCHHO B CITy4asix, COMPOBOXKIAIONIMXCS TUIIEPraMMario0yinHeMuei / MOBBIIICHHEM YPOBHS
IgG. Taktuka muarnoctuku AUID y GepeMEHHBIX MalMEHTOK HE OTIMYACTCS OT CTAHIAPTHON W
BKJIFOUACT ompezesieHue ayroanturen, 1gG u npoBenenue Ouorncuu neyenu [1].

[Tpu quarnoctuke peruauBa AV y 6epeMEeHHBIX U MTOCIIE POJIOB CISAYET YUUTHIBATH, YTO
Ha (hoHEe OEPEeMEHHOCTH YPOBHH MMMYHOTJIOOYJTMHOB 3HAYUTEILHO 3HAYUTEILHO CHUXKAKOTCS (B
Il TpumecTpe — GoJiee yeM B 2 pa3a) U B CBSI3U C 3TUM MOTYT HE COOTBETCTBOBATh aKTUBHOCTH
3a0osieBanns. HampoTuB, mocie poJoB YPOBHH HWMMYHOTJIOOYJIMHOB MOTYT PEIHIPOKTHO
MOBBIIIATHCSI, OCTABAsICh MOBBIIICHHBIMU B TeueHHe 6 Mec. [520].

e Pexomenayercss npu gedrwre AUI' y OepeMeHHBIX Ha3HA4YaThb HHULUHMPYIOULYIO
Tepanu NPeJHU30JOHOM** M #a3aTHONPHUHOM B /103aX, AHAJOTHYHBIX NANMEHTAM
0e3 GepeMeHHOCTH, /IS IOCTHKEHNsI 0TBeTa Ha Tepamuio [501].

YpoBenb  yOenutenbHocTH  pekomengamuii C  (YypoBeHb  J10CTOBEPHOCTH
J0KA3aTeIbCTB D).

Kommenmapuu: Boripockl 6€301MacHOCTH TPUMEHEHUS MPEAHU30JI0HA™* U #a3aTHONIPUHA

y 0epemenHbIx ¢ AUI" paccMOTpeHb! BhILIE.

3.2.6.5 Jleuenue nepekpectHbix cuHaApoMoB AUI u xoJiecraruyeckux 3a00J1eBaHUi

(BapuanTHblie Gpopmbr AU

e PexomengoBano mnpu mnepekpectHbix cuHapomax AWML ¢ XxoJsecraTH4ecKUMH
3a0oieBaHMAMHU INeyeHH (BapuaHTHble (opmbl AUI') HazHauyaTh JeyeHUe B
COOTBETCTBMM € JOMHUHHPYIOIIMM MOP(}OJOrH4ecKUM MATTEPHOM C Y4YeTOM
KJIMHAYECKUX JTIAHHBIX IS JOCTHKEHUsI 0TBeTa Ha Tepanmio [52, 521].

YpoBenb  yOenutebHOCTH  pexkoMeHaauumid B (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB 2).

Kommenmapuu: HeBbicokass pacnpOCTpaHEHHOCTb  BapuaHTHBIX  Gopm  AUD
(mepexpectHbix cunApoMoB ¢ [IBX u [ICX/TICX mMenkux mpoTOKOB) 3aTPyAHSET MPOBEICHHE
kpynHbeix PKU o Tepanuu 3a0oneBanuii. Cxembl JeueHHs 3a4aCTyI0 MOAOUPAIOTCS SMINPUIECKU

u Bkimovaot ['C, twonypunbl, Y/IXK u ux xomOunanuu [52]. MexayHapoaHas rpymnma o
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uzyuennio AU (IAIHG, 2011) pexkomenmoBaia BBIOMpaTh TEPANCBTHYCCKYIO TAKTHKY IIO
npeobnanatomemMy mopdonoruueckomy mnartepHy [52]. Jlannas koHuenus uMmeeT OOJbIIOS
NPaKTUYECKOE 3HAYCHUE, TAK KaK BeIyIHUI CHHIPOM 3a00JI€BaHuUs OTPEICISIET OTBET HAa TEPAIIUIO
M [pPOrHO3 Uil JKM3HU manueHToB [52]. B  wuccineqoBaHWSAX MalMEHTBl € BEIYIIUM
Mopdosnoruueckum narrepHoMm AWIT u npusHakamMu XOJIECTaTUYECKUX 3a00JIeBaHUM dalle
OTBEYAM HA TEPANHUI0 W MMENH JYy4YIIUWA MPOTHO3 JUIS )KU3HU B CPAaBHEHUHM C OOJBHBIMH C
npeobnananreM cumnromoB 16X, T[ICX u npusnakamu AUT [522, 521].

e PexomennoBano manmeHTaMm, coorBercTByOmUM Ilapuskckum  KpuTepusim

AUTI'/TIBX, naznayatb UCT B koMOuHAIUM ¢ JuiUTeAbHOM Tepanuei Y IXK** B 1o3e

13-15 mr/Kr ¢ meJibio 10CTHKEHHUs 0OTBeTa Ha Jieuenue [67, 335, 521, 524].

YpoBenb  yOeguTeabHOCTHM  pekoMeHaaumii B (ypoBeHb  /10CTOBEpHOCTH
J0KA3aTeIbCTB 2).

Kommenmapuu: Tlaprxckue KpUTEpUM COOTBETCTBYIOT ONPEAETICHUAM KaXJOro u3
muaro3zoB [1BX u AU’ v no3BoisiOT MASHTU(PUIMPOBATH MALMEHTOB C BOCHAIMTEIbHBIM
kommoneHToM AUI, koropeim mokazana UCT [52, 335].

[Taruentam ¢ AUT/TIBX ¢ yMepeHHBIM U TSDKEIBIM «IIOTPAaHUYHBIMY»® TEMAaTUTOM, YTO
COOTBETCTBYET Mopdoioruueckomy kpurepuio komnoHeHta AU (Ilapuwxckue xpurepun),
nokazano HazHadenue MCT u YIXK** [64, 524 ,523]. B KU xomOunupoBanHas tepanus ['K
(MpeHU30H WK NpeaHI307I0H** 30 MI/CyT C IMOCTETIEHHBIM CHIKEHHEM B TeueHne 4 uex. 1o 10
mr/cyt) u YAXK (13-15 mr/kr/cyt) mpeBocxoauia no 3¢ dekruBHOcTH MoHOTepanuio ['K umu
VIAXK y mnamueHToB, cooTBeTcTByMOmmX I[lapmxckum kputepusim [344]. Kpome Toro, y
naiueHToB ¢ AUI/IIBX, nmony4yaBmyux KOMOMHUPOBAHHYIO TEPANHI0, OTMEYAJIOCh YJIydIlIEHUE
1abopaTOPHBIX MAPKEPOB, MoKazaresnelt pudposa neyeHu u 10-1eTHEro Nporuo3a BBKUBAEMOCTH
6e3 TII [335].

B npyroii pabore BeikuBaemocts 0e3 TII Obu1a 3HaUNTENBHO HUDKE Y TTanueHToB ¢ [1bX u
BBIPQXCHHBIM HEKPOBOCHAJIEHUEM MO JaHHBIM Ouoricuu neudeHu, He nonydaBmux WCT, mo
cpaBHenuto ¢ nanuentamu ¢ AUT/TIBX (65% npotus 87%, OP 0,52) [67].

Onanako B MHOTOLEeHTpoBOM KU, BkitouaBmieM 88 nanneHToB (30 U3 KOTOPBIX B KAYECTBE
tepanuu 1-i muauu nonydanu Y/IXK, 58 — komOunamumio YIXK u I'K + azatuonpun**), y
OOJBHBIX C yMEpeHHBIM HHTep(elc-renaTuToM 3(PQPEeKTUBHOCTh OOEUX CXEM B OTHOILIEHUU
Onoxummuueckoro orpera Obia comoctaBuMoi (80%), Torma kak y OOJBHBIX C TSDKEIBIM
uHTepdeiic-renatutoM 3¢pdexruBHocTs MoHOTepanuu Y IXK Obuta 3naunmo Hiwke (14 u 71%

COOTBETCTBEHHO) [526].
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Cuctematnveckuii 0030p, BraouaBmuii 21 KW mo AUI/IIBX, He BBIABHI 3HAYMMBIX
pa3nnyuii B OMOXMMHYECKOM OTBET€ M BIMSHUM Ha TMPOTHO3 Uil JKU3HM y NAIMEHTOB,
nony4daBmux MoHoTepamuo Y XK, UCT (I'K + azaruonpun™*) u ux KOMOWHAIMIO Y TIAIIICHTOB
C JICTKMM M yMepPEeHHbIM uHTepdeiic-rematutom [521]. B To ke BpeMs Tsukenblii nHTepdeiic-
renaTut ObLI MPEAUKTOPOM XOPOIIEro OMOXMMHUYECKOTO OTBETa HA KOMOWHHUPOBAHHYIO TEPAIUIO
[520]. B cBsi3u ¢ 3TUM, BEPOSTHO, IPH YMEPEHHON HEKPOBOCTIAIUTEILHON aKTUBHOCTH JIOMYCTHMA
albTepHAaTHBHAs cxeMa: MoHoTepamnus Y JIXK** ¢ pemennem Bornpoca o Haznauenuu VMCT gepe3
3 Mec. Ipu HeIOCTaTOYHOM OHOoXUMHUYeCKoM oTBete [67, 137, 328].

NmmynocynpeccuBHblii komnoneHT Tepanuu npu [IBX/AWIT moxgbupaetcs coriacHo
BBIIICH3IOKEHHBIM TpuHIUnaM jedeHust AUIL. Mmerorcs HabmofeHus 00 HMCIONb30BAaHUU B
cxemax Jedenuss [IBX/AUDT  npenuusonona**,  MmeTwinpenHu3oioHa#,  OymecoHuia,
aszaTuonpuHa** u Apyrux THonypuHos#, MM®#, Takpoaumyca#, iukinocnopuna# [67].

O6eTuxoneBas KUCIOTA B HACTOAIIEE BPEMs CUUTAETCs Tepanue 2-i JIMHUY Yy MTallueHTOB
¢ pesucteHTHbIM [IbX. B aByx koroptHbix KI, NOCBAIIEHHBIX 3TOM Tepanuu, BBIACISIUCH
noarpymmsl ¢ [IBX/ANI u HaOar01a51Cst TO3UTUBHBINA OTBET y YaCTH MAIEHTOB (aHAJTOIMYHO KaK
U y MalueHTOB ¢ Kiaccudeckoir ¢opmoii T1BX) [527, 526, 527]. Ho naHHBIX, YTOOBI
pexoMeH1oBaTh Takyto Tepanuto ans [IBX/AUIL, moka HenocTaTtouHO. Takke HET JOCTATOYHBIX
naHHbIx 00 ¢ ¢exruBHocTH npu [IBX/AUIL ncnons3yemeix npu I16X aroHucToB penentopos,
AaKTUBHUPYEMBIX MpOJUdepaTopaMu MEPOKCUCOM: MUMEIOTCS JHIIb HEOOJbIINE HAOMIOJEHUS MO
npuMeHeHHo Oe3adubdpara [67].

Ocraetcst HesICHBIM BOIIPOC 0 HEOOXOAMMOCTH JONOIHUTENBHOT0 Ha3HaueHus Y JIXK** k
NCT nauuentram ¢ npeoOnanarommm Mopdoaorndeckum narrepHomM AW 0e3 mabopaTopHbIX
IIPU3HAKOB XOJIECTa3a, HO C CEPOJOTMYECKMMM M THUCTOJIOrmYeckumu mnpusHakamu [IBX.
Y4uThIBas OTHOCUTEIBHYIO PENKOCTh PAa3BUTHS HEXKEIATEIBHBIX SBJICHHM, @ TAKKE BO3MOXKHBIE
oTJalIeHHbIE OJaronpusTHbIe 3 PeKThI Tepanuu, BeposTHO, HazHaueHune Y JIXK** noka3ano Bcem
nanueHTam, Kotopbie cooTBeTcTBYIOT [lapmkckum kputepusm AUT/TIBEX, 0coOEHHO MOJIOIBIM,
y KOTOPBIX B OyJyIlIEM CYIIECTBYET MOTEHIIMAIbHBIN PUCK PAa3BUTHSI TyKTONIEHUN U OUIMApHOTO
nuppo3sa [328].

e Pexomenayercs: y nanuenToB ¢ AUI/IICX (He MMeOIUX peJIeBAHTHBIX CTPUKTYP U
aApyrux (GaxkTopoB pHCKa pelUJAUBHPYIOLIEr0 O0aKTePHAJBLHOIO XOJIAHTUTA)
paccmoTpers Bonpoc 0 HazHayeHun UCT (nmpexnu3osion** B HavajdbHou mo03e 0,5
Mmr/kr u azatuonpua**B no3e 50-100 mr/cyt) B coueranuu ¢ YAXK**B no3ze 15-20

MI'/KT ¢ 1IeJIbI0 JOCTHKEHHsI 0TBeTa Ha jedyeHue [348, 521, 523, 524, 523, 530].
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YpoBenb yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB 2).

Kommenmapuu: Bonpoc o HazHaueHun VMCT nanueHTaM ¢ NepeKpecTHbIM CHHIPOMOM
AUT/TICX ocraercs 04CHB CI0XKHBIM. ITO OOBACHIETCS HE TOJIBKO OTCYTCTBHEM KpymHbIX PKHU,
HO U 0oJiee BHICOKUM PUCKOM Pa3BUTUS OCIOKHEHUH, B TOM uHucie WH(GEKIHMOHHBIX, a TaKKe
XYALIMMH OTBETOM Ha TEPAIUIO U MPOTHO30M JUIS )KU3HU MAIMEeHTOB B cpaBHeHuu ¢ AUL [54,
523, 531, 532]. B cBs3u ¢ 3TUM B KJIMHUYECKON NpakThUKe perieHue o HaszHadyeHun MCT
nanpentam ¢ AUI/TICX nomkHO TPUHUMATHCS WHIWBHUIYyAJIbHO HAa OCHOBAHHMHM BEAYIIETO
KIIMHUKO-MOP(OJIOTUYECKOTO MaTTepHAa C yYETOM BO3MOXXHBIX PHCKOB  OCIIO)KHEHUMN
COITyTCTBYIOIIUX 3a00JICBaHUN.

Hasznauenne WCT mnokazano mammentam ¢ AUI/IICX, coOTBETCTBYIOUIMM
TUCTOJIOTHYECKUM KPHUTEPUSM IOCTAHOBKHM JHAarHo3a, T.€. C YMEPEHHOW U TsDKEIou
HEKPOBOCIMAIUTEIHHON aKTUBHOCTBIO. MIMEIoTCs orpannueHHbIe 10Ka3aTeabcTBa 3 (HEeKTUBHOCTH
UCT 6e3 YAXK npu AUT/TICX [533]. Onnako B KU, BKiIFOUaBIIUX B3POCIBIX MAIIMEHTOB, Oojiee
3ppeKTUBHON B JOCTIDKEHHH Omoxumuueckoro otera Obumta WMCT (mpemnuzomon™* +
azatuonpun**) B coveranuu ¢ YJIXK** [523]. Jlo3bl azaTvomnpuHa y HAlMEHTOB B Cilydac
OpUMEHEHUs KOMOMHMpPOBaHHOW Tepamuu (mpeAHu3onoH** +  azatmonpun** +  VIXK)
HaxouiIich B nuanazone 50—100 mr/cyT [524].

B 1o e Bpems B monrocpouHoii nepcrektuBe (Oonee 10 set) B OONBIIMHCTBE CIydaeB
HabJr01aeTcst mporpeccupoBanue 3adonesanus no LT [534].

V nereit ¢ [ICX/AUI (B neauaTpuu NPUHAT TEPMHUH «ayTOUMMYHHBIH CKIEPO3UPYIONIHUiL
xonanruT»), noiayuasimx MCT, oTMevancs OMOXUMHUYECKUN OTBET U YMEHBIICHUE MPHU3HAKOB
BOCTIJICHUS B OMONTaTaX MEYSHH, OJJHAKO XOJIaHTHOTpaduuecKie N3MEHEHHS TPOTPECCUPOBAIIH,
a 10-meTHssT BBDKMBAEMOCTb 0O€3 TpaHCIUIAaHTALMU Me4YeHu Obuia Huke (65%), ueM mpu
kinaccuaeckom AUT (100%) [54].

OTH JaHHBIE B COBOKYITHOCTH YKAa3bIBAIOT HA I1€JI€CO00Pa3HOCTh Ha3HAYCHU ST KOMOMHAIIH
NCT u YAXK** y 6onpmmacTBa manueHToB ¢ AUT/IICX mist qocTiykeHuss OMOXUMUYECKOTO
0TBETa, HECMOTPSI HA OTCYTCTBUE KPYMHBIX MpocneKTuBHbIX PKU 1 yGenanTenbHBIX AaHHBIX O

BJIMSIHUM Ha 1porHo3 [532].

3.2.6.6 Jleuenue AHNI, acCONMUPOBAHHOIO ¢ HMMMYHOOIOCPEIOBAHHLIMM

3200J1eBAHUAMMU

AUID kaKk KJIacCCHUECKOe ayTOMMMYHHOE 3a00JieBaHHE YacTO aCCOLMUPOBAH C JPYTUMHU
MMMYHOOIIOCPEJOBAHHBIMU 3a00JIE€BAHUSAMH, MPEXKIEC BCEr0 ayTOMMMYHHBIMU (pEeBMATOMIHBIN

apTput, 1uQQy3Hble 3a00J€BaHUS COCIUHHUTENBHON TKAaHM M Jp.), HEKIACCHYECKHUMHU
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ayTOBOCIAJIUTEIBLHBIMU (TICOpPHA3, CAPKOMII03) M ajuleprudeckuMu (OpoHXHaNbHAs acTMa,
KkpanuBHUIa). COrNIaCHO JIaHHBIM KOTOPTHBIX HCCIEAOBaHUN, HMMYHOOIIOCPEIOBAHHbBIC
3aboseBanus BeisIBIsIOTCS Y 14—44% narentos ¢ AUT [68, 69, 70, 71]. Heo6Xx01uM0O OTMETHUTD,
yTo 0OJIee XapaKTePHBIM SIBIISETCS MSATKOE, CYOKIMHUYECKOE TeueHue KomopOumHbix AUNI
MMMYHOOIIOCPEIOBAaHHBIX 3a00JI€BaHUM, OJJTHAKO B HEKOTOPBIX CIIyYasX TSDKECTh UX MPOSBIICHUMA
JOMUHHUPYET, 4TO TPeOYET COOTBETCTBYIOIICH KOPPEKIIMH TEPANICBTHUYCCKON TaKTUKH [71].

e PexoMmenayercs ¢ meibl0 ONTHMU3AIMN TePaNuu M HAOIIOEHUS 32 NALMEHTAMH C
AHUT, coyeraromuMcs ¢ APYITMMH HMMYHHOONOCPEeI0BAaHHbLIMHM 3200/1¢BaHUSIMH,
OCYHIECTBJISATH JedyeOHbIe " JTHATHOCTHYECKHE MepOoNpPUSITUSA
MYJIbTHINCHUIIIMHAPHOH KOMAaH/10ii NPH 00513aTeJIbHOM Y4aCTHHM IAaCTPOIHTEPOJIOTA
U NpOoPUIBHOrO0 il KOMOPOMAHOr0 3a00JIeBaHUsl CHeNHAJHCTa (PeBMAaTOJI0ra,
IYJIbMOHOJIOTa, HEBPONATOJIOTa, TeMaToJ0ra, 3JHAOKPHHOJIOrA, JAepMaToJI0ra,
odranabmosora, ajuieproJora) [2, 535, 534, 535, 536, 537].

YpoBenb  yOenutenbHocTH  pekoMengaumii C  (ypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

e Pexomenayercs npu BbiOope UCT y mnammenta ¢ AU m kKoMOpOMIHBIM
HMMYHOOIIOCPEI0BAHHBIM 3a00/1eBaHHEM 0TaaBaTh npeanoyYTeHne
TepaneBTHYECKMM PpeKMMaM M JIEKAPCTBEHHBIM CpeacTBaM, 00J1aJal0luM
AOKA3aHHOW AKTHBHOCTHI0 B OTHomeHMH Kak AMI, Ttak u comyrcrByromen
NaToJIOTHH AJIs onTuMu3anuu Jeuyennsn [2, 536, 535, 540, 539].

YpoBenb  yOenurenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: Ilpu pemenun Bompoca o HasHaueHun u  Beibope HCT (u
MPOTUBOBOCTIATUTENILHOM  Tepanmuu) y  manmueHta ¢ AU uw  KOMOpOMAHBIM
MMMYHOOTIOCPEIOBAaHHBIM ~ 3a00JieBaHMEM HEOOXOJUMO OIICHHTh CHEKTP KIMHUYECKHX
MIPOSIBJICHUH, CTETIEHh AKTMBHOCTH M TPOTHO3 O0EHMX HO30JIOTHYECKHUX (opM i BBIOOpA
MIPUOPUTETHON MUIIICHU TEPAITUH M ONITUMU3AIIY JICUCHHUS.

B Hacrosiee Bpems B cBsizu ¢ orcyTcTBUEM PKU, mocBsieHHbIX onieHKe 3 (HEeKTUBHOCTH
paznuunbix pesxkuMoB MCT y manmentoB AUIT 1 koMOpOMIHBIMH UMMYHOOIIOCPEIOBAaHHBIMU
3a00/1€BaHUSAMH, JAHHBIX C BBICOKMM YPOBHEM JIOKA3aTEIbHOCTH IO AITOMY BOIIPOCY HE
cymectByeT. COOTBETCTBEHHO, BBIOOP ONTHUMAIBHOTO pPEXKHWMa HMMMYHOOPHEHTHPOBAHHON
tepanuu (MCT) ans gaHHOM KOTOPTHI OOJIbHBIX JIOJKEH OCHOBBIBATHCS Ha OOIIMX MPUHIIAIIAX

neuennst AUL u cooTBeTCTBYIOIIEH KOMOPOUIHOCTH.
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Cy1ecTByeT HIMPOKHUHA CIIEKTP UMMYHOCYIPECCUBHBIX JIEKAPCTBEHHBIX MpEnapaTosB, Ui
KOTOPBIX TO3UTUBHOE BIUsiHUE Ha TeueHHue AN ObUIO MPOIEMOHCTPUPOBAHO B HEOOIBIINX 110
pasmepy HepanaoMusupoBaHHBIX KW, cepusix KIMHHYECKUX CiIy4aeB JHOO EIMHUYHBIX
KJIMHUYEeCKHX HaOmoaeHusax. K ux unciy B nopsiike yObIBaHUs JOKa3aTeIbHOM 06a3bl OTHOCATCS
HHTHOMTOPHI KaJbIIMHEBPHHA (UKIOCHOPHH A, Takponumyc) [542, 541, 542, 543, 544, 545, 546,
547, 548], uaruduropsr M-TOR (cuponumyc) [551550], Ouosnornyeckue npenapaTbl: ”HTHOUTOPHI
®HO-o (nadaukcumad, ananumymad) [552, 553] u anTu-B-kiieTouHbIe penaparsl (pUTyKcHMao,
oenumyma0) [421, 422, 554], 6iokaTopsl auruapodoaaTpeaykrassl: Metorpekcar [555, 556].

B cBsI31 ¢ HerocTaTOUHOM 10Ka3aTeNIbHON 6a30ii U (MJIM) HEONITUMAJIbHBIM COOTHOIIEHUEM
3¢ deKkTHBHOCTH/OC30NIaCHOCTH  JIaHHbIE Mperaparbl HE HUCIOJB3YIOTCS B PYTUHHOM
TEpaNeBTUYECKON IPAaKTHKE IpU BeaeHMH nanueHToB ¢ AMI, omHako Moryr ¢ ycrnexom
IOPUMEHSTHCS B OTAEIBHBIX KIMHUYECKMX CUTYalUsX: IpU HAJIMYUM [POTHBOIOKAa3aHUH K
CTaHJApTHBIM NpenapataMm 1-i W 2- JUHMM, MX HEIOCTYIHOCTH WJIH HENEepeHOCHUMOCTH,
HEI0CTaTOYHOM OTBETE MJIM OTCYTCTBHH OTBETa Ha Tepanuio. OOpaTHAs CHUTyalus HMEET MECTO B
JICYCHUH HMMMYHOOIIOCPEOBAaHHBIX PEBMATOJIOTMYECKUX 3a0ojeBaHuid, npu KoTOpbix MM
SBISICTCA CTAHAAPTHON TEpaneBTHUYECKOW ONIUed Npu JedyeHUH OOJIbHBIX JU(PQy3HBIMU
3a00NIeBaHISME COCIMHHUTENBHOM TKauu [72, 557, 558], meToTpekcat — mpu JieueHHH OOIbHBIX
peBmarouaneiM  aptputoM  [559, 560], a Owuwonormuyeckwe Tpenaparbl  SBISIOTCS
pactpoCcTpaHEHHOW TepPareBTHYECKOM OIMInel 2-i M MOCIe Iy ONICH TMHIA TePaITHH.

B cBsa3u ¢ atum npu nedenun AUIDT, acconMupoBaHHOIO ¢ MMMYHOONOCPEIOBAHHBIMU
3a0oneBaHusAMHU, BbIOOp pexxuMa MCT nomkeH OCHOBBIBaTbCS Ha TOM, Kakoe U3 JIBYX
KOMOpPOM/IHBIX 3a00jeBaHM B HAcTOsllee BpeMs HAXOAUTCA B (a3ze aKTUBHOCTH
MMMYHOIIaTOJIOTHUECKOTO Tpoliecca W TpedyeT JedeHus. B ciaydae HeoOXoamMocTu
OJTHOBPEMEHHOI0  BO3JeiicTBUS Ha 00e  Hozosorudyeckue (GOpMbl  MPEACTaBIAETCS
nenecooOpa3HbIM — OT/aBaTh  IPEINOYTEHHE TEPareBTUUYECKUM peXuMaMm, 00JaJaronuM
JIOKa3aHHOW aKTUBHOCTBIO B OTHOEHUN Kak AUI', Tak n comyrcTByromen naronoruu. [Ipu aTom
Ha3HAUYEHHE TEeHHO-WH)XCHEPHBIX OWOJOTHMYECKHMX TNPEnapaToB JOJDKHO  IPOBOIUTHCS
CHelMaINCTaMHi, HWMEIOIIMMH ONBIT TMOJOOHON Tepamuu, HampuMmep, B IEHTpax TI€HHO-

WH)KEHEPHOH OMOJIOrMYecKoil Tepanuu [2].

3.2.6.7 Jleuenue AUT npu coueranuu ¢ HAYKBII

e IIpu AUT B coueranum ¢ HAXKBII nonoop UCT ciaexyer mpoBOAMTH € Yy4eTOM
puckoB BiausHUA MCT Ha KOMIOHEHTHI MeTA00JMYECKOIr0 CHHAPOMA C LeJbI0

MHUHHMU3aIuN ocoxHennii. Y nanmuentoB ¢ AUT/HAYKBII 6e3 LIT npu oTcyTcTBHM
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NPOTHBONOKA3aHMII PeKOMEHyeTcsl PacCMOTpeTh NPHMEHEeHHe cxeM Z2-il JIMHUH,

BKJIIOYAIOIINX OyIeCOHU/, A1 MUHMMH3AaIHH PHCKa ocjiokHeHuii [561, 560, 561].

YpoBenb  yOeauTelbHOCTM  pekoMeHaaumii B (ypoBeHb  /10CTOBEpHOCTH
J0KA3aTeJbCTB 2).

Kommenmapuu: HAXBII u AVI" MOryT COCyIlleCTBOBaTh, OKa3bIBasl MOTEHIMAILHOE
CHHEPTUYECKOe BIMAHUE HAa TeUCHUE 3a00JI€BaHUs U CHIDKATh 3()(PEeKTUBHOCTH TEpanuu, B CBS3H
C YeM Ba)XKHO YYHMTBIBATh 00€ COCTABISIONIMX 3a0oneBanus [561, 562].

C yuerom otpunarensHoro BiausHus 'K Ha caxapHblil qualeT u Ipyrue cocTaBlIsIOLINE
MeTa0O0JIMYECKOro CHHpoMa Hapsay ¢ kiaccudeckoi cxemoil UCT moxeT npumeHsaTscs Oosee
OBICTpPOE CHMYKEHHUE J103bl IPEIHU30JIOHA*™ 1 ero Gosiee HU3KUE J103bl BO BpeMsl MHAYKLUUU WU
ucronp3oBanue Oyneconmna (B orcyrcrBue LIII) Hapsimy ¢ paHHMM 100aBiIeHHEM
crepousicOeperaomux mnpenaparos. llepopanpHblii npuem OynecoHuzna B goze 9 wmr/cyt B
COYETaHUM ¢ a3aTHONPUHOM™* noka3a 3(pPEeKTUBHOCTb B MHULIMALIMU U TTOAJEPKKE PEMUCCUU Y
narenToB ¢ AU 6e3 LI, ¢ Hu3koit yacrotot cnennpuyeckux st ['K mo6ouHbIX 23 dexToB
[398]. Kpartkocpounoe mnpumenenue 'K, maxke B mo3ax, pekomenmoBanHbix mnpu AUWI, mo-
BUJUMOMY, HE OKa3bIBaeT CYyIIECTBEHHOro mobo4yHoro ¢ dekra y nanuentoB ¢ AV u HAXBII,
0JITHaKO TpeOyeT KOHTPOJISi COCTOSHUS CO CTOPOHBI NManueHToB. [Ipu neyenun naunentos ¢ AU
nu HAXBII, nonyudarommx WCT, HeoOXoauMo CTpOroe BBHITIOJHEHHE BCEX Ha3HAUYCHUH,
HANpPaBJIEHHBIX Ha KOPPEKIMI0 KOMIIOHEHTOB METa0O0JIMYEeCKOro CHHApPOMAa B COYETAHUU C
U3MEHEHUAMHU o00pa3a JKU3HU (CHIDKEHUE NOTpeOJIeHusl KaJlopuil, OTKa3 OT MpPOAYKTOB,
colepkalmmx  oOpaboTaHHyl0  (pPYKTO3y M aJKOrojisi, COOJIOAEHUE  JUeThl  I10
CPEAM3EMHOMOPCKOMY THITY M YBEIHUeHHE (BU3NUecKoi akTHBHOCTH) [561] B cooTBeTcTBHU ¢ KP
«HeasnkoronbHast )upoBasi 00JIe3Hb MEUSHH Y B3POCIBIX» [564].

Jleuenne 'K B nmonrocpodnoil mepcrexktuBe (Hampumep, npeaHuzonoH** > 10 mr/cyr
bosee 6-8 Mec. B cilydasix HEBO3ZMOXKHOCTHU IMOJHONH OTMEHBI) MOXET NMPHUBECTU K YXYALICHHIO
TedeHus: 3aboneBanui, accouuupoBaHHbiXx ¢ HAJXBIL, m mosromy Tpebyercs TiareabHOE
HaOJII0/IEHUE U CBOEBPEMEHHBIA MEpecMOTp TepanuM, HalpaBiICHHONW Ha JIEYEHHE CaXapHOIo

nuabera v apTepHaIbHOM runepren3un [561].

3.2.6.8 Jleuenne AUI" npu coyeTaHWU ¢ XPOHUYECKUMHU BUPYCHBIMHU HHGEeKIMAMHU

3.2.6.8.1 Jleuenue AUI" npu co4eTaHUU ¢ BUPYCHBIMHU reNATUTAMMU

[Tpu BessBnenun BI'C wnm axktuBHOM wHbeknmu BI'B y manmenta ¢ AUDT cinemyer

paccMOTpeTh IpoBelaeHue nporuBoBupycHor Ttepanuu (IIBT) nns mpenynpexiaeHus pucka
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aKTUBAIMKA MH(EKIUK U Mporpeccuu nmopaxenus neuenwn [1, 171, 172, 173, 174, 175, 176, 565,
564, 565, 566, 567, 568].

[Tpu Hannuuu y naumenta AUI 1 BeIsiBIeHUH perinkanny Bupyca renatuta C niam Bupyca
renatuta B nedenne HaumHaeTcs ¢ ucnoib3oBaHus 0esuHTepdepononoit [IBT ¢ yuerom craaum
¢bubposa B coorBercTBHHM C AciicTByonuMu KP no neuenuto BI'B u BI'C, a mocne snumuHanum
WJIM [10/1aBJIEHUS T€NaTOTPOIIHOIO BUPYCa CIEYET PACCMOTPETh BO3MOKHOCTh HazHaueHuss UCT
[1, 174, 176, 565].

e Pexomenayercst npu HazHayeHnd UCT anti-HBc-no3uTuBHbIM nanmuentam ¢ AUI u
YMEpPEHHbIM M BBICOKMM PHCKOM peaktuBauuu BI'B BHe 3aBHCHMOCTH OT CTaauHu
¢pubpo3a neuenu HazHauenue ynpexaawiei [IBT (nykieo3unamMu u HyKJI1€0THIAMU
€ BBICOKHM 0apbepoM Pe3MCTeHTHOCTH — IHTEKABHPOM M/ TeHOGOBHMPOM) HA BeCh
nepuox UCT u He MeHee 6 mec. (cpok onpeneasiercs kommnonentamu UCT) [176, 571,
572].

YpoBeHb  y0equTeNIbHOCTH  PpeKOMeHJalmuii A  (YpoBeHb J10CTOBEPHOCTH
JI0KA3aTeJbCTB 2).

Kommenmapuu: PeaxtuBanus BI'B MoxeT BO3HMKATh Kak MPU XPOHUYECKOM TIelaTUTe
B, Tax u npu pazpemmsiueiics nndexkunu BI'B u onpexnensiercs kak yBeaMueHUE WIM TOBTOPHOE
BeisiBnieHue JIHK Bupyca renatuta B. [lanmenTst, nomy4darorue UCT, HaxoasITCst B TPYyIINE pUCKa
peaktuBauuu BI'B: 17-55% nauuenTos, nmoaBeprasiunxcs paiee Bo3jaeictauto BI'B, Bo Bpems u
nocie UCT umeror pucku peakruBauuu BI'B (mpu ucxonnom nosnoxurensHoM HBsAg nons
yBenuuuBaetcs 10 100% c pa3BuTHEM OCTpOI MEYEHOYHOM HeAoCTaTouHOCTH B 15% ciydaes)
[572, 573].

Puck peaktuBaniuu BI'B Bo Bpemsi nedeHus oneHuBaeTcs Kak BbIcOKuM (=10%),
ymepennbiit (1-10%) u Huskuii (<1%) Ha ocHoBanum cepojorundeckoro mnpoduis (HBSAQ-
nonoxkutenbHbld  win  HBSAQ-HeratusHblil/aHTH-HBC-0NM0XUTENBHBIN), HAIWYUS WK
OTCYTCTBHS mporpeccupyromiero ¢uodpoza wm LII, a Ttaxxke THma, M03bI M IUIAHUPYEMOM
npopopkuteasbHocTn UCT [176, 571]. B 3aBUCHMMOCTH OT KaTeropud PHCKa MOXKET OBITH
OIpe/ieTIeHa CTpaTerusl MPEBEHTHBHOTO JICYSHHsI WJIM MOHUTOpHHTa [176, 574].

ITpu nnanupoBanun MCT maumeHT nomkeH mpodTH ckpuHUHT Ha BI'B (ompenenenue
HBsAgQ u antu-HBC B cbiBopoTke kpoBH) /i oneHku Hanuuust uHdexnun BI'B u pucka ee
peaktuBaiuu Bo Bpems CT [176, 571, 574, 575].

Pexomennmarmmun APASL [571] Taxke mpeiaraioT OLIEHHBATh CHIBOPOTOYHBIH ypOBEHb
anti-HBs nns HBsAg-neraruBHbix/antu-HBC-monoxxuTenpHbIX nanueHToB: moteps anti-HBs npu

paspemmBlieiics uHpeknuun BI'B  Moxer ObiTh mnpeaukropoMm peaktuBaimun BI'B, a
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ceiBOpoTOouHbIN TUTP anti-HBs > 100 ME/mi1 cBsi3aH co CHUKEHUEM pUCKa €€ pa3BUTHSA (TIPH 3TOM
anti-HBs we mpemorBpaimaer peaktuBanuu). Ho A0CTaTOUHBIX 10KA3aTEIbCTB B MOICPIKKY
UCIIOJIb30BaHUsI TUTPOB aHTU-HBS ISl MpUHATHS KIMHUYECKUX PEIICHUH MpPH OIEHKE PHCKa
pBI'B noka ner.

PeaktuBanus Bupyca renaruta B onpeznensercs cienyromum o0pa3om:

1) npu ucxoxgHoM oOHapyxeHnn HBSAQ:

— > 2 log yBennuenue yposus JJHK BI'B ot ucxonHoro ypoBHs;

— oonapyxenue JIHK BI'B nHa ypoBue > 100 ME/mn y mamweHTa ¢ HCXOIHO
HeonpenensieMbiM ypoBHeM /JHK BI'B;

2) nupu paspemmBineiics wunHpexkuuu BI'B (HBsAg-orpunarensubiii, antu-HBC-
MTOJIOKUTEIBHBIN ):

— obparnas cepokonBepcuss HBSAQ (HBSAQ craHOBHTCS H3 OTpPUIATEIHLHOIO
MOJIOKUTEIBHBIM);

— mnoseiaenue JIHK BI'B npu orcyrctBun HBSAQ, oOnapyxuBaercss paHee
neonpenemnsiemas JJHK BI'B [571].

CrnosxHO onpeaenuTs crienupuIecKuii puck KOHKPETHOTO Mpenapara Uil peskuMa rnpuema
JIEKapCTB U3-32 OTCYTCTBHSI CUCTEMATUUYECKU COOMPAEMBIX JAHHBIX U MCKIIIOUEHHUS MAIlMEHTOB C
BI'B (maxe c pazpemuBiieiics uHgekuuei) B 6onbmnacTBe KU. Puck peakrtuBanuu BIB y
narmeHToB ¢ AWI, koropeie medaTcs TPaAWIMOHHBIMH CXeMaMH MpeTHU30JoHa™*  wmim
MpeIHU30I0Ha** B COYETaHUH C a3aTHONPUHOM™*, HEM3BECTEH. 3aperucCTPUPOBAHHBIC YPOBHU
pHUCKa y ManueHToB, nony4armux ['K, B OCHOBHOM OTHOCATCS K JIHMIIAM, MOJOXHUTEIbHBIM 1O
HBsAg, xotopbie moaBepkeHbl ymepenHoMy pucky (1-10%) pa3sutus Bupemun [175, 566]. Dtu
nanueHTsl TpelytoT ynpexaatonied [IBT npu nanumuuu nporpeccupyromero ¢udposa wim LI1.
Ho »t0 nuius Hebonbiias qois mauentos ¢ AUL [171, 176, 566, 571, 574].

TpaauImoHHbIE UMMYHOAETIPECCAHTHI (a3aTHONPUH**, #MepKanTonypuH, #MeTOTpeKcar,
HU3KHE 03Bl #IUKJIOCIOpUHA), Kak u Tepanus ['K B TeueHwe >4 Hel. NpH ayTOMMMYHHBIX
3a00JIeBaHUSX, OBUTH CBSI3aHBI C HU3KHM pUcKOoM (<1%) kak miss HBSAQ-MO3UTHBHBIX, TaK U IS
HBsAg-otpuniatensubix/antu-HBC-mo3utuBHBIX manuenToB [176, 571, 574].

Puck yBenmuuuBaercs y HBSAQ-HeratuBHbIX U aHTH-HBC-MO3UTHUBHBIX MallMEHTOB C
YBEJIMUYCHUEM JI03bl U TpojobkuTeabHocTH stedenust 'K [175, 176, 575]. Tepanus BbICOKMMHU
nozamu 'K wmnm HasHaueHwe aHTH-B-KIETOWHBIX mpemapaToB, aHTarOHHCTOB IUTOKHHOB,
WHTHOUTOPOB KAJIBIIMHEBPUHA UM JIPYTHX UMMYHOUHTUOUPYIONINX areHTOB MOXKET yBEIUYUTH
PHCK 0OpaTHOM CEpOKOHBEPCHH, YTO HE0OX0auMo yunuThiBath y HBsAg-HeraruBubix/antu-HBC-

MO3UTUBHBIX IMALMEHTOB, paccMaTpuBas Iieecoo0pa3HOCTh HasHadeHus ympexaawomeit [IBT.
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O6parnas cepokonBepcus (BoisiBnenne HBsAg u JIHK BI'B y panee HBsAg-oTpunarenbsHoro
nalyeHTa) HaONIoNaNnoch TJaBHBIM 00pa3oM y manueHToB, mnonydaBmmx HCT w3 rpymm
YMEPEHHOT'0 U BBICOKOIO pucka peaktuBauuu BI'B: antu-B-knerounyro tepanuto (mpexnae Bcero
#putykcumad), uaruoutopsl ®HO-0 1 XxuMHOTEpaneBTHYECKHE areHThl. CYUTAETCS, YTO MPH

npuMeHeHnn #purykcumaba cpok [IBT moimken ObiTh He MeHee 12 mec. [566, 567].

3.2.6.8.2 Jleuenue AUI" npu coueranuu ¢ BUU-nundexumein

AUl penko omuceiBaercs y BUY-unpuumpoBannbsix manuentoB [577]. IlpuunHoi
pasutuss AW de novo y BHUY-uHOUIHMPOBAHHBIX  MAI[MEHTOB,  MOJYYarON[HX
AHTHPETPOBUPYCHYIO TEpaInio, CYMTACTCS BOCCTaHOBJIeHHe nmmyHutera [1, 578]. Hekoropsie
nyOnukanuu paccmatpubatoT cam BUY kak tpurrep AUT y BUY-uHpuImpoBaHHBIX NAllMEHTOB
[579, 580].

Bepuduxauus nuarnoza AU u auddepennnanbias [MarHocTHUKa ¢ APYTUMH IPUYUHAMU
HNOpaXEHUs] TEeYeHM Yy TaKuX MAIUEeHTOB, KaK IPaBUJIO, OCHOBBIBAIOTCS Ha JIAaHHBIX
MOP(]OJIOTHUECKOT0 HCCIIeI0OBaHMUS TEYeHOYHbIX OnonTaros [577, 581].

Jleuenue AUT" y BUY-uHpUIIMPOBaHHBIX MAaLMEHTOB JOJKHO ObITh MHAMBUYAJIbHBIM C
y4eTOM BO3MOXHBIX PUCKOB M Moib3bl Tepanuu. CrannaptHas VICT s¢pdextuBHa, npu 3ToM
HEO0OXOMMO YKa3bIBaTh HA BO3MOXKHOCTh Pa3BUTHSI MHPEKIMOHHBIX OCIOKHEeH I [582].

Onnaxo M. Martinez-Rebollar ¢ coBT. yka3pIBaroT, 4TO MpH YCIOBHH XOPOIIETO KOHTPOJISI

y narmeHToB ¢ BUY u AUT Hukakux ocnoxxnenuit UCT ve Habmomanock [577].

3.2.6.9 JleyeHue JJeKAPCTBEHHO-MHAYIHPOBAHHOI0 AaYTOUMMYHOIIOA00HOI0 renaTuTa

* Pexomenayercsi y nanuentoB ¢ JIM-AIII' nns ero JiedeHusi paccMOTpeTb OTMEHY
NPUYMHHOIO JIEKAPCTBEHHOT0 CPeACTBA U Ha3HAYeHHe nmpeanu3onaona 0,5-1 mr/kr ¢
MOCTENEeHHOH ero oTMeHO# (Mmocjie HOPMAJIM3AIUM JAa00pPATOPHBIX NoOKa3aTejeil
COCTOSIHMS TIeYeHH) U MOCJIeAYIOIIHM KIMHIKO-1a00paTopHbIM KoHTpoJieM [1, 360,
363, 583, 584, 585].

YpoBenb  yOeauTebHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 4).

Kommenmapuu: OcnoBHbIM MeTogoM JedeHus JIIIII sBnseTrcs oTMeHa NpPUUMHHOIO
JIEKapCTBEHHOI'O CPEACTBA. VICKIIIOUeHnEe MOTYT COCTABIIATh CiIy4au, KOI/la IpernapaT Ha3HaueH
10 )KMU3HEHHBIM [TOKa3aHUsM, [TpernapaTy HET aJbTepHATUBBI U (UJIU) PUCK €T0 OTMEHBI IPEBbIIIAET
noss3y [363, 364, 583].

B mHacrosmee BpeMs OTCYTCTBYIOT HCCleNoBaHMs, mno3Boistomme npu JIM-AIID

ONpPCAC/IMTL MMOKAa3aHUs K I/ICT, AO30BbLIC MHTCPBAJIbI, CPOKH Ha4Yajla U OTMCHBI UCIIOJIb3YyCMbIX
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npenapatos [357, 365], 3a uckmouenuem JIM-ATIT, BBI3BaHHOTO OTAEIBHBIMU JIEKAPCTBEHHBIMHU
cpeacTBaMu (TIPEUMYIIECTBEHHO MPOTHBOOIMYXOJIEBBIMH TpenapaTaMi — MOHOKJIOHAJIbHBIMH
anturenamu) [586, 587]. Tlo manubiM MynbTHIIGHTpOBOro KU, y marmuentor c¢ JIII (1/4 u3
kotopbix umenu JIN-AIIl), naznayenue 'K npuBoauIo K MOBBIICHUIO YaCTOTHl HOPMaTU3aIUH
(bepMEeHTOB MeYeHH, B 0COOCHHOCTH IPU TSHKEJIBIX MOPAXKEHUIX, HE pa3pelINBIINXCS B TEUCHUE
30 nueit [585].

AASLD pekomennyer nasHauath MCT B cioyyasx BBIP@KEHHBIX CHMIITOMOB WIIH
cepbe3HOoro 3aboJieBaHus (HallpUMep, €CIM BBITIOIHSAETCS 3aKOH Xasi — COYETaHUE MOBBIIICHUS
AJIT > 3 BI'H u 6unupybuna > 2 BI'H), a Takke eciii CHUMOTOMBI M TaOOpPaTOpHbBIE TECTHI HE
YIIYYIIAIOTCA WM yXYALIAIOTCS IOC]E€ IMpEeKpalleHusl MpHeMa MPUYHMHHOIO JIEKapCTBEHHOI'O
cpenctaa [1].

EASL pexomenayer B Tex ciy4dasx, koraa nuddepennuponats JIU-ATIL u AUT cnoxHo,
Ha3HayaTh *mpenHu3osiod B go3e 0,5-1 Mr/kr ¢ mocnenyroied OTMEHOM U MPOJIOHTHPOBAHHBIM
HaOroenneM 3a nmanueHtoM [1]. Kype *npeanunsosnona npu JIM-ATIT" o6bruHO coctaBisier 1-2
mec. [360, 586].

[To paHHBIM cucTeMaTH4yecKoro o6O3opa, BkmoumBiiero 5 KW ¢ JIM-AIIl, T'K
ofOecreunBarOT TpU 3TOM (EHOTUIIE TEPANEeBTHUECKUU OTBET C OBICTPHIM U JUIUTEIHHBIM
addexrom nocie npekpaienus npuema ['K u 6e3 npusnakos peruausa [584].

Jns  OTAENBHBIX JIEKAPCTBEHHBIX IpenaparoB, 4acto BeieBatomux JIM-AIID
(MpOTUBOOMYXOJIEBbIE CPEACTBA — WHTHOUTOPHI KOHTPOJIBHBIX TOYEK), MPU HEMEPEHOCUMOCTH
'K wmu crepougopedpakTepHOil TemaTOTOKCHYHOCTH paszpaboransl apyrue cxembl WCT,
BKJTFOUaroue MM®, IUKIIOCTIOPHH, TAKPOJIUMYC, TIIOOYJIMH aHTUTUMOIUTApHBIH [587].

e Pexomenayercs y manmentoB ¢ JIM-AIII' mocie ero paspeumenuss odecnevuThb
Ha0J/II0/leHHe B TeYeHHe TPeX JeT ¢ onpeaenaeHueM akTuBHocTH AJIT (ananu3 kposun
OmoxmMHuYecKuii odueTepaneBTHYeckuii) 1 pa3 B 6 mec. nis nckawuennss AU [1, 1,
357].

YpoBenb yOeaurTenbHocTH  pexkoMeHgauuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB D).

Kommenmapuu: OcHoBHbIM oTinuueMm JIM-AIII' or wuctunHoro AWI sBasercs
orcyrctBue penuauBoB [357, 365]. Ilostomy BceM mammeHTaMm, KOTOPHIM YyCTaHABIIMBAJICS
nuarHo3 JIM-AIIl, pexkomeHmyeTcs IMTENbHOE HAOMIOICHHEe C OMpeaeieHueM MapKepa

aktuBHOCTH (AJIT) 1 pa3 B 6 Mec. Ha mpoTsbKeHUH Tpex JieT [1].

3.3 Xupypruueckoe JJe4eHue
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3.3.1 Xupyprudeckoe JedyeHue HopTalibHOM FHePTeH3 U

e Pexomenayercsa y mauuentoB ¢ LI, Boi3BanubiM AUT, ¢ meabl0 XUPYPru4ecKoro
Jgeuenus ocjoxaenuii [T cnenoats KP «I{uppo3 u puépo3 neuenn» [140, 160, 588].
YpoBenb yOeaurTenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH

J0KA3aTeJbCTB D).

Kommenmapuu: Xupypruueckoe seuenue [1I" mpu AU ananornyno neuenuro npu LI,
BBI3BAaHHOM JIPYTUMH MPUUYUHAMH.

IIT" sBnsiercst mpuunHOM ocnokHeHui L[], Takux Kak aciUT U BApUKO3HO PACIIMPEHHBIE
BEHBI MMUIIEBO/IA U (UITN) JKeTyKa (KOTOPbIe MOTYT COMPOBOXKIATHCS KPOBOTEUCHHUSIMU), & TAKIKE
pazButueM [1D BcieacTBHE MOPTOCHCTEMHOTO IIYHTHPOBAHMUS, T€MIATOPEHAIBHOTO CHHIpOMA U
runepcrieansma [589, 590].

[II' mpu AUI pasBuBaercs npu (opmupoBanuu LIII. B nureparype BcTpewaroTcs
eMHUYHBbIE omucaHusa ciydaeB pa3Butus npu AUD mamonatmueckoit TN (mo popmupoBanus
LIT), mnorpeOoBaBmIeli XHPYPrHUYECKOTO  JieUeHHs]  (PHIOCKOMHMYECKAass WHBEKIMOHHAS
CKJIEpPOTEpaIus U YacTU4Hasi SMOosm3anus cenesenkn) [591].

bompmmacTBO mamuenToB ¢ AUIT m LI, Bkmrouas manmeHTOB ¢ ocloxkHeHusmu I1I7,
xopormio orBevatoT Ha UCT [370, 592]. HenaBHo omyGiMKOBaHHBIE PE3yIbTAThI JOJITOCPOYHOTO
Ha0monenus nanueHToB ¢ AU B cragum LI ¢ onenkoit ocnoxkaenuit 11" moka3anu He TOIBKO
CTaOUIIN3alMIO0, HO U MPeANnoioxuTebHo oOpatumocTs [1I" Ha hone mpoBoanMoit Tepanuu. beina
BBISIBJICHA 3HAUUTENIbHAS CBA3b MEXIY AOCTUKEHHEM HOpPMAaJU3allMM YPOBHS TPaHCAaMHUHA3 U
3aIIUTON OT Pa3BUTHUS IEKOMIICHCUPYIOIIETo COObITHs, a Takxke TII mimu cmepthio [593].

Xupypruueckoe JjedeHue ocioxkHeHud [II, TakMx Kak pEe3UCTEHTHBIA AacCIuT,
peUUIMBHUPYIOIIEE KPOBOTEUEHNE U3 BAPMKO3HO PACIIMPEHHBIX BEH MUILEBO/A, PACCMATPUBAETCS

B KP «Iluppo3 u ¢pubpo3 neuenm» [92],

3HaYMMBIM METOJIOM, TIO3BOJISIFOIIAM YJIYYIIUTh KaueCTBO JKU3HM TAIMEHTa B TEPHO]
oxkumanus TI1 y mareHToB pe3NCTEHTHBIM aCIUTOM ¥ PEIAINBUPYIOIIUMEI KPOBOTECUCHUSIMH U3
BAapUKCOB TMHIIEBOJA U JKENIyJAKa, pPacCMaTpUBAETCs HAJOXKEHHE TPAHCHIOTYJISPHOTO
BHYTPHIIEYCHOYHOTO mopTocucTemHoro mynra (Transjugular Intrahepatic Portosystemic Shunt,
TIPS) [594, 595, 596]. V marmentoB ¢ IIIT ycranoBka TIPS He TOMBKO yiydIraeT KOHTPOJIb
ocinoxHenu LII, Takux Kak KpOBOTEUEHHE W3 BAPUKO3HO PACIHIMPEHHBIX BEH W aCLUT, HO H
MOBBIIIAET BEDKUBAEMOCTH B 1iesioM [95, 597, 598]. PerpocniekTHBHOE UCCIIETIOBAaHHE HE MIOKA3aJI0
pasnuunii B ucxonax TIPS y nmanumenTos c LT ayronMMyHHOM U BUPYCHOM 3THONOTMH. [aHHBIN
METOJl TpeACTaBiseTcs Oe3omacHbIM U 3(PGEKTUBHBIM, M €ro CcleAyeT paccMaTpuBaTh Yy

narrentoB ¢ L{IT Bcnencreue AUT u Baprko3HbiM kpoBoTeueHueM [588]. Henapuwmii MmeTaaHamus

98



JTaHHbIX, BKItoyatonuii 12 KU, B koTopsix cpaBHHBaNIaCh 3 (PEKTUBHOCTD CTAHJAPTHOTO JICUCHUS
(pedpakTepHoro acuura W TOPOPUIAKTUKKA TIOBTOPHOTO KPOBOTEYECHUS U3 BAPUKO3HO
pacmiMpeHHbIX BeH) ¢ BeinojgHeHueM TIPS, nmokazan, yto TIPS cHmkaer wacToTy nanpHeniein

JICKOMITCHCAIIMU U YBEIMYHUBACT BhDKMBaeMOCTh [599].

3.3.2 TpaHcIJIaHTALMA IEeYEHU

e Pexomenayercss paccmorpers BbinoJHenune TII mpu OTAHUI' wu  npm

nexomnencupoBannom LII xis npexorBpamenus JierajibHoro ucxoaa [1, 600, 599,

600, 601, 602].

YpoBenb  y0enuTelbHOCTH  pekOMeHAauuiik A (YPOBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB 2).

Kommenmapuu: AWI' ¢ yderoM ero pacrnpoOCTPaHEHHOCTH HE SBIIAETCS YaCTbIM
noka3anueM Kk TI1, cocraBnss npubnuzutensho 5 u 2—-3% ot obmiero uncna TII B CIHA u EBporne
cootBeTcTBeHHO [605]. Bosee toro, uncmo TII, BeimosnHeHHBIX MO moBoay AWIT, ¢ TeyeHuem
BpeMenu ymenbiiaercs [600].

TII npu Gone3nsx neuenu (B Tom uucie npu AUI) npoBoautcs:

— NpU TEPMUHAIBHOM CTaIUU NMOPAKEHUSI [IEUEHH;

— OCTpOM MEYEHOYHON HEJ0CTaTOYHOCTH;

— Hed(PPEeKTUBHOCTH Tepanuu, KOrja ee HHTeHCH(UKalMs OolacHa H3-3a pHUCKa
CENTHYCCKUX OCI0KHCHMIA,

— pasButuu I'LIP [606].

TII moxxer moTpeboBaThes, ecnu AUI BbIsiBiIeH B nmo3nHel craauu, nonHouenHas UCT
HeBO3MO>kHa, oTBeT Ha MICT HenocTaTouHbIN (HETOCTHKUMBIN OMOXUMHUYECKUHN OTBET), a TAKkKe
IIPH HECOOJTFOICHNH peXXIMa JIeueHUs rmanreHToM. B korneunom cuere 10-20% namuentos ¢ AU
nyxnatorcs B TII [88, 147].

lomnunas BeDkEBaeMocTh mociie TII peuunuentoB ¢ AUD cocraBmser 90% [602].
[Tokazarenu 5-, 10- u 15-neTHel BBDKMBAEMOCTH CPEIM MAIMEHTOB, KOTOPHIM ObLiIa MPOBECHA
TII o moBoxy AUWI, mo manubiM kaHajackoro ucciemoanus [600], cocraunu 86, 82 u 66%
COOTBETCTBEHHO 110 cpaBHeHuIo ¢ 79, 71 u 60% B uccnenoBannu eBpomnerickoro perucrpa [601].
Hecmotps Ha paznuuus nokasareneil BBDKUBAEMOCTH, OHH BIIOJIHE ONTUMHUCTUYHBI.

Bompocsr mokazanmii k TII y manmentoB ¢ OTAUI paccmotpenst B pasaene 3.2.6.1
«Jleuenue octporo Tskesoro AUIL».

e Pexomenayercsa y manueHToB ¢ AexkomneHcupoBaHHbiM LI, Bbi3BanubiM AU, ¢

LeJIBIO ONpe/ie/IeHUsI HeOTJIOKHOCTH BbinoJHeHus1 TII npoBoauTh OLleHKY IO IIKaJIe

MELD u ee mogupuxamusm [1, 604, 607].
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YpoBeHb yOeaMTeNbHOCTHM  peKoMeHAauMd A  (YpOBeHb /IOCTOBEPHOCTH
JI0KA3aTeJIbCTB 2).

e Pexomenayercss HanpasasaTh nanueHToB ¢ LI, BbizBannsiM AUT, npu 3HaveHnun

MELD > 15 6a/1j10B B lIeHTP TPAHCIJIAHTALMH /IJIs BHeCeHUs1 B JiucT oxkuaanust TIT

¢ HeJIBIO MPeI0TBPAIeHUs JeTajabHoro ucxoaa [1, 608].

YpoBenb  yOenutenbHocTH  pekomengamuii  C  (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: 1lpuoputer B nucre oxuganusa TII n3HauanbHO ompenessicss CpoOKOM
OKHMJIAaHHS M TSOKECTBIO 3a00eBanus nedueHu. [Iporaoctuueckuii kinace LI mo Yaiing — I1bto
BBeZIcHHas no3nHee mkana MELD (Monenb TepMUHAIBHOW cTanuu 3a00JIeBaHUsI TIEYCHN) U €€
MOIM(PUKAIIMK B HACTOSIILIEE BPEMSI HUCIIOJIb3YIOTCSI IOBCEMECTHO ISl ONPEENICHUsI IPUOPUTETOB
B jicTe oxxkuganus [609].

MELD — 510 mporuoctudeckas olieHKa KpaTKOCPOYHOM BBKMBAEMOCTH Y MALIUEHTOB C
X3II. Ona ucnonedyercs ¢ 2002 1. i onpeaeneHns NIPUOPUTETOB B paclpeesiEHUN OPraHOB
Uil TALMEHTOB, OXHUJAIMIMX TpaHcmuanTtauuw redend. [llkama MELD ocHoBana Ha
OTIpeIeIeHUU JIOTapu(PMHUUECKON 3aBUCUMOCTHU COJEP>KAaHUS CHIBOPOTOYHOTO KpEaTHHHHA,
ounmupyouna, MHO. B mkany MELD-Na gonogHUTEIbHO BXOAUT YPOBEHb HATPHSI B CHIBOPOTKE
KkpoBH. [lomyueHHbIN Oa MO3BOISIET YTOUHUTH KPATKOCPOUHBII IPOrHO3 JIETAIBHOIO UCX0Ja U
OLICHUTh HEOOXOAMMOCTh HampaBlieHWs B ULeHTp TpaHciuiantauuu. MELD  mno3Bossier
IPOTHO3UPOBATh 3-MECAYHYIO JIETaJbHOCTh y MAlMEHTOB C TEPMUHAJIBHBIMU 3a00J€BaHUAMU
neyenu [610]. B nacrosiee Bpems nproputet otaaercs mkaine MELD-Na (cm. npunoxenue I'8)
[611]. B pa3iu4HbIX HEHTpax B JIMCT OKUIAHKS BKIFOYAIOT MAIMCHTOB C MOKA3aTeNIIMH, HAYMHAS
¢ 15 GannoB u BbllIe. B cBs3M ¢ coxpaHsomMMcs 1ePUIMTOM JOHOPCKUX OPraHOB, IPUTOIHBIX
JUIsl TPAHCIUIAHTALMM, IIPU MEHBIIMX 3HAYEHMAX IOKa3aTeled BKIOYEHHE B JINCT OXKMJAHUS
Helesnecoo0pasHo. B npuioxxenuu npenctaBiaeHsl GopMyIibl pacyera nokaszareneil. CymecTByoT
ANIEKTPOHHBIC  KaJBKYJSATOPHI Il ObICTporo pacuera: http://transpl.moscow/calc/meld,
https://medicalc.pro/meld u mp.

[Toxazarens MELD He yuuThIBaeT BAMSAHUS HAa MPOTHO3 JUIS )KU3HU TaKUX OCJIOKHEHHM
III1, xak pe3UCTEHTHBIN ACUUT, PELUIUBUPYIOLIUE raCTPOMHTECTHHAIbHBIE KpoBOTEUeHHUs, [10.
[ToaTromy pa3paboTanbl pa3auuHble cHCTeMbl Koppekuuu OamioB MELD, omnpenensiembie
JIOKAJIbHBIMHU PEKOMEHIAIUSMH TPAHCIUTAHTAMOHHOTO 1eHTpa [612, 613].

HenaBHO B HEKOTOPBIX CTpaHax OOHOBHJIM OLIEHKY BBDKMBAEMOCTH B JIUCTE OXKHIAHHS
(MELD 3.0), BkiIIOYMB B HEE JOMOJHUTEIbHbIE MEpPEMEHHbIE (B TOM YHCIE IOJ U YPOBEHb

aﬂb6yMI/IHa B KpOBI/I) AJI TIOBBIIICHUA TOYHOCTU IMPOTHO3UPOBAHUA U YCTPAHCHHUA HCPABCHCTBA
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MEKIY MYyKYMHaMd M skeHmmHamu [614, 615]. Iloka Her yOeaWTENbHBIX OKa3aTElIbCTB
IPEeUMYIIECTB 3TO OLEHKH Ui Bcex naruenTtoB ¢ LII1, Ho oHa npexacraBisiercss 000CHOBaHHOM
JUIsl IpUMeHeHus y sxeHiH ¢ AU [616].

e Pexomenayercs nmociae TII npoBoAUTH IMATHOCTUKY peunauBa y nauneHToB ¢ AUT,

a takke BbisBiaenne AUIL' de novo y penunuentoB, koropbiM TII BbInmoJHEHA 1O

HHBIM NMOKA3aHUSAM, COIJIACHO NPUHATOIH MPH UCXOHOM 3200/1eBAaHUM: ONpe/ieeHHe

YPOBHSI MMMYHOr100y1una G, ayToaHTuTes, MOP(OJTOrHYeCKOM HCCIeJOBAHUM

OMoONTAaTA MEeYEHH C [eJIbI0 CBOEBPEMEHHOr0 Ha3HAYeHH Jieyenus [1, 617].

YpoBenb  yOenurenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: Hecmotps Ha To uto ycnemHas TII oOecrieunBaet yJ0BJI€TBOPUTEIBHYIO
BBDKHMBAaeMOCTh peuunuenToB ¢ AUL, cnenayeT yuuThiBaTh BO3MOKHOCTD PELIUIUBOB 3a00JI€BaHUs
B TpaHcmuianrare [482].

Peungus AUI nocne TII onpenensercs kak MOBTOPHOE BOZHUKHOBEHHE 3a00JI€BaHUS B
TpaHCIuIaHTaTe nedeHu. [1o TaHHBIM pa3IYHBIX 3apyOekHbIX HCTOYHUKOB, AUI penunuBupyet
y 8-12% mnamuenToB B TeueHwe 1-ro roga m y 36-68% B Teuenme 5 mer mocie TIT [1].
B poccuiickom KU, BkmrowaBmuM 21 penunueHTa TpaHCIUIaHTaTa MEYEHH, YacTOTa PEIHAMBa
oOKazajach MeHblIneit — Bcero 5% [618].

YacroTra penuIBOB HE 3aBUCUT OT THIIA TPAHCIUIAHTATa (POJACTBEHHBIN I TOCMEPTHBII)
[619]. dakropamu pricka pennana AUI cUMTAIOTCS MOJIOON BO3PACT PELUIMEHTA, BHICOKAS
UMMYHOJOTHYecKass akTUBHOCTh 10 TII, pannss otmena 'K (kak HecoOmiojeHHe pekuma
JeYeHHs, TaK W 10 PEKOMEHJAIMM Bpada), BBICOKME TUTPHI aytoaHtuten mnepex TII,
COITyTCTBYIOIIME ayTOMMMYHHBIE 3a00JICBaHUS, ACCOLMAIMS YEJIOBEYECKOTO JICHKOIMTAPHOTO
anturena (HLA)-DR3 wu wnecoorBerctBue HLA-DR4 u Tsbkenmass HEKpPOBOCHATUTETbHAS
AKTUBHOCTH B 9KCIUIAHTUPOBaHHO# meuenu Bo Bpemst TI1 [620, 621, 622].

JlmarHocTrKa penuanBa JIOCTaTOYHO CJIOXHA B CBSI3M C OTCYTCTBHEM CIIEIIU(PUIECKOTO
mapkepa. Kpome toro, UCT mokeT MackupoBaTh HEKOTOPbIE IPU3HAKU UCXOTHOTO 3a00JI€BaHUS.
Peuugus AWIT y penunueHTOB TpaHCIUIAaHTaTa ClEIyeT 3amofO03pUTh TMPH TOBBIIICHUN
AKTUBHOCTH TPaHCAMHUHA3, WU MOSBICHUN HEMOTHUBUPOBAHHOW JIMXOPAIKH, U BOSHUKHOBEHUHU
CIa0OCTH W YTOMIIIEMOCTH. PeiKo penuamB MOXKET MpPOSBUTHCS BO3HHKHOBEHHEM TAaKHX
CHMIITOMOB, KaK jKeJITyXa, 00Jib B )KHBOTE, BBICHIITAHUS Ha KOKe, 00Jb B cycTraBax [479, 623].

[TposiBnenus peunausa AUI nocne TIT Hecnienmpuunbl, 1 10100HBIE MOTYT HAOIIOIATHCS
npu apyrux ocioxHeHusx. O peruaue AV MOXeT CBHIETENHCTBOBATH MOBHIINICHUE YPOBHS

IgG (wu runeprammarioOynuHemus) BMecte ¢ BeisiBiieHneM AHA u (unn) ATMA.
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OcHOBHOH TucTOMaTOJOorHYecKoi ocobeHHocThio peruanBa AUID mocne TII sBusercs
BBIpQKEHHAs] AKTUBHOCTH JTUMQPOLUUTAPHOTO MEPUIOPTAIBHOTO Ipolecca ¢ HHPHIbTpaLUei
IUIa3MAaTHYEeCKUMHU KJIeTKaMu B OuomnraTe meyeHn uiau Oe3 Hee. Jlpyrue maToJOrHyYecKue
W3MEHEHUsl BKJIIOYAIOT OCTPBIM JOJBKOBBIM TIEMNAaTUT C OYaroBbIM HEKPO30M TIeNaTOLMTOB,
auao(uIbHBIe  Telblla C  JIUMQOIIa3MOIUTAPHBIMU  KJIETKaMH, IICEBJIOPO3ETKOBAHUE
reraToUruTOB, IEPUBEHYIAPHOE TUMQPOILIa3MOIUTAPHOE BOCTIAJICHHE M CIIMBHOM U MOCTOBUIHBIH
HEKpOo3 ¢ JUMQOIIa3MOIUTapHOH HUHQPUIbTpanei (BbIpakKeHHAass HEKPOBOCIAIUTEIbHAS
aKTUBHOCTH) [624, 625].

I[Ipu mnomo3penmu Ha peruauB AWDT mocne TII  HeoOXoauMo  MPOBOJWTH
i epeHMaIbHy0  JHATHOCTHKY €  T-KJI€TOYHBIM  OTTOP)KEHHEM,  JIEKAPCTBEHHOM
rernaToTOKCHYHOCThIO, 08 NOVO CTearorenaTuTOM, BUPYCHBIMH T'elIaTUTAMH JUIsS OINPEICICHUS
TaKTUKH JteueHus [1].

Petnaus AUL mocne TII TpebGyeT HeMeUIEHHOTO JeUeHusl, TOCKOJIbKY MOYTH MOJOBHHA
Clly4aeB yCTOWYMBBI K TEPANUU U NMPUBOAAT K OTTOPKEHUIO TpaHCIUIaHTaTa. B jerkux ciydasx
yBeNMUYUBaIOT 1036l nojaepxkuBatomieid UCT, B TsbkenbIX Ha3HAUYaeTCs IPEJHU30JIOH** B 103€ HE
meHee 30 Mr/cyT u azatuonpuH™* 1-2 MI/KI/CyT C MOCIEAYIOMUM OCTENEHHBIM CHIXKEHUEM /103
npeanusogona**  [471, 606, 623]. Mosker Takke OBITh HCIOJB30BaHA KOMOHHAIHSI
npeanu3onoHa** u MM®** [622, 623]. [Ipu ynyuiieHun J1abOpaTOPHBIX MOKa3aTenei 1o3a
npeanu3onoHa** cHikaercs 10 5-10 mr B teuenue 1-2 mec. [620]. B ciaydasx ¢ Tsokenoit
MIEYEHOYHON HEJI0CTaTOYHOCThIO MOKET MoTpedoBaThcst moBTopHast TII, KOTOpyro MpUXOIUTCA
BBIOIHATE Y 33-60% mnanmentos ¢ perpausom AW [480, 606].

[Tog AWUT de NOVO MOHMMAIOT KOMIUIEKC KIMHUYECKUX M J1a0OPaTOPHBIX XapaKTEPUCTHK
AUl y nanuenTos, nepeHecmux TII mo npuunnam, otnuabiM oT AU u OTAUI. B cBoem
nocjeaHeM OOHOBJEHHMH pabouyast rpynna bandd mo marojoruu amuioTpaHCIIaHTaTa MEYSHH
NPe/IOKUITIa 3aMeHUTh TepMuH «AWIT de NovVo» Ha «00oTraIeHHOE MIa3MaTHYSCKUMHU KIICTKAMH
orropkenue» [626]. OtaeapHBIC aBTOPHI MTPETAratoT HCIIOJIb30BaTh TEPMHUH «ILIa3MOKICTOYHBIH
rematut» [627].

AUT" de novo moxer pasBuBarbes mocie TII, B Tom ymene y B3pocibix jui [627], B
0COOEHHOCTH y PELUIHMEHTOB, IEPEHECIINX TpaHCIIaHTauo mo nopoay 116X u xpoHuyeckoro
renatuta C [1]. [Ipeamonaraemas yacrora AUI" de novo y B3pocibix nocie TIT cocrasnsier 3% ¢
o0imeit yacrotoit 4 ciayvas Ha 1000 manuenrto-ner [628]. Passutie AUL de novo He oka3biBaeT
BJIMSIHUS Ha JTOJITOCPOYHYIO BBDKMBAEMOCTD ManueHToB nocie TII, yTo, BeposTHO, 0ObIACHACTCS

s pekTuBHBIM JieueHuem [479, 628]. dakropamu pucka AWI de NOVO cumTaroTCs MOXKHIION
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BO3pacT JIOHOpA TICYCHHM, HECOOTBETCTBHE TI'eHOTHMa t-rryTaTnoH-S-Tpancdepassr (GSTTI)
JIOHOpA U PEIUITMEHTA, UCTIOIb30BaHNE aHTHIUM(OIIUTAPHBIX aHTHUTEIN, Takpoaumyca [606, 629].

Juarnoctuka AWIT de novo awnanmormuyna auarnoctuke AWUIT [606]. OcHoBHBIME
npenaparamu uist ederus AUT de NoVo ABiIstioTCs npeAHU30I0H** U a3aTHONPHH**, BO3MOKHO,
npuMenearne MM® [620].

e Pexomenayercs mocie BbinojHenus: TII naumentam ¢ AU nas npenorBpamenust
pennauBa 3a00/IeBaHUSI M PeaKIUM OTTOP/KeHHS] TPAHCILUIAHTATA IOCTENeHHOoe
CHUKEHHE CYTOYHOH [103bl TNPEeIHHU30JI0HA*® 0] KOHTPOJIEM JIa0opaTOPHBIX
nmokasareJieit cocrosinus neyenu [1, 482, 618, 623, 630].

YpoBenb  yOeauTelbHOCTHM  pekoMeHaaumii B (ypoBeHb  /10CTOBEpHOCTH
JI0KA3aTeJbCTB 3).

Kommenmapuu: PUCK 0CTpOro 1 XpOHMYECKOTO OTTOPKEHHUS y MALIMEHTOB, MIEPEHECIINX
TII neuenn npu AMWI, Bblle, 4eM y HaUUMEHTOB, KOTOpbIM TII BhIMONHEHa MO JOpyrum
noka3anusM. I'K Moryt npenorBpaiiarh pa3BUTHE OTTOPKEHUS WM PEUUANBA B JOJITOCPOYHOMN
NEPCIEKTHBE, OJHAKO OOBIYHO MX JI03y CHI)KAIOT, YTOOBI YMEHBIIUTh PHUCK HHGEKIUH u
no0ouHbIX 3¢ dexToB. Bompoc o Tom, kak nonro crnexyer npuHuMath ['K 1is npenoTBpaieHus
OTTOpKEHUs U peuuauBa y nanueHToB ¢ AUIT, ocraercs ciopHbIM, IOCKOJIBKY HepocTtaTouHo KU
no aonrocpounomy npumeHeHuto 'K mocne TII mpu AUT. B omnom KU 6110 mokazano, 4to
qutensHoe sedyeHne 'K B HM3KHMX J103aX B COYETaHMM C JPYTUMH HMMMYHOJIEIIPECCaHTaMU
camkano yacrory peuunuBoB AWIT [630]. B HemaBHux pekomenmanusix AASLD
NOMYEPKUBAETCS, YTO JaHHbIE, IOATBEPXKAAOIINE IOJrocpouyHoe npumeHenune ['K mms
npenoTBpatieHust orropxenus nocae TII, moTepu TpaHcIIaHTaTa W PelMIMBA, OTPaHUYEHBI, a
TaKo€ JICUEHHE He ompasnaHo. [loaTomy npennoxeHo nmocreneHHo cHuxkath 103y ['K mocie TII
[623]. B pekomennanusx EASL Her yeTKuX yKa3aHHUil Ha TO, KaK JOJIro ciaeayetr npuaumarh ['K
narimentaM ¢ AWI mocne TIT [1]. B HaunmoHambHOM pPYKOBOJCTBE YKAa3bIBae€TCs, 4YTO
MCIIOJIb30BaHUE MPETHN30JI0HA B HU3KUX /103aX (MeHee 5 Mr) 0aroTBOpPHO BIMSAET Ha (PyHKIIHIO
TpaHCIUIAaHTaTa B 1IEJIOM, TPO(HIAKTHKY PEIUANBa U (W) PEMUCCUIO OCHOBHOTO 3a00JI€BaHMsI,
nociyxwusiiero npuunHoi TI1, a Takxke pa3BuTHE 0cTpOro orTopkeHus [631].

Tem He MeHee OKOHYATEJIbHO HE YCTaHOBJIEHO, YTO KAaKOW-T1M00 MMMYHOCYIPECCUBHBIH
PEXUM IPEANOUTUTENICH AJIS IIUTEbHOTO BEIEHUS MAllMEeHTOB, EPEHECHINX TPaHCIUIAHTALIUIO
no nosogy AUI. B cucremarnueckom o030pe M MeTaaHanIM3e He JoKa3zaHa 3()(PEeKTUBHOCTH

BIUSHUSA BKItoueHUs HU3KkuX 103 ['K B pesxxnmbl noanepxkusatomeid UCT Ha gacToTy penuinBoB

AW nocne TII [471, 618].
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AJNBTEpHATUBHBIA MOAXO] 3aKIIOYAeTCS B TIIATEIHHOM OTOOpE MAalMEeHTOB C BBICOKUM
PUCKOM peruanBa, UM 1oikHa ObITh yeriena UCT, u onu nomkusl nonydars ['K pmurensno. 'K
CJIeTyeT MOCTENICHHO CHIKATh MIPH TIATEIIFHOM HAOJIIOICHUH C YIETOM PUCKA Pa3BUTHS 1UadeTa,
apTepraNbHOI TMIIEPTEH3UH, THIIEPIUITHIEMUH U ocTeonopo3a [632]. IToka e Oyaet paspaboTan
KOHKPETHBI MapKkep WM He OyneT pazpaboTaHa cTaHIapTU3alMs JUarHoCTUKH peruaua AT
win de novo AUI, npoao/mKUTebHOCTh UCTONb30BaHuss 'K ocraeTcs mpeaMeToM CIopoB.
Pannsisi nuarHocTHKa U KOPPEKIUs JICUCHUSI UMEIOT KU3HEHHO BaKHOE 3HAYCHHUE MPU PELUIUBE

AN, MOCKOJIbKY PUCK TIOTEPHU TpaHCILIaHTaTa Beauk [606].

4. MenuuuHCKAasi peadMIuTALMS U CAHATOPHO-KYPOPTHOE JieYeHue,
MeJIUIUHCKUE MOKA3aHUA U MPOTHBOINOKA3AHUSA K IPUMEHEHUI0 METO0B
MeIUIUHCKOI peadWIuTanuu, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUMN

NPUPOJHBIX Je4eOHbIX (PAKTOPOB

Crienmndrueckue Mepsl peadbunuranun npu AUL He pazpaboTaHbl.

[Ipenmonaraercs, 4To OOJBIIMHCTBO MAI[MEHTOB C OCTPHIMH 3a00JIEBAHUAMU TIEUYCHU U
X3I1 xopomio MepeHOCAT YMepeHHyr ¢u3nueckyro Harpy3ky [633, 634]. Ilo naHHBIM
IKCIIEPUMEHTAIHLHOW PabOTHl HAa KUBOTHOW MOJIENH, (GU3HUYECKUE YIPAKHEHUS MOTYT MEHSTh
BHYTPHUIICYCHOYHBIH UMMYHHBIH (DEHOTHII, CO3/1aBasi CPely, MEHEE BOCIIPUUMYHBYIO K OCTPOMY
nopaxenuto nedenu [635]. Pusnueckue ynpaKHEHHsI IPH Ay TOUMMYHHBIX 3a00JICBAHUAX MOTYT
OKa3bIBaTh MO3UTHUBHYIO pojib [636], HO mpu AWI ux Bo3melcTBHE HE H3y4aaoch. BakHoe
3HAUEHUE MOXET UMETh TICUXOJIOTHIeCKast peaOuIuTaImsl.

o PexoMeHayercsi paccMOTpPeTb HEOOXOAUMOCTh KOHCYJIbTAIIMM MeIHIIHHCKOTO

ncuxosiora y nanueHToB ¢ AUT ¢ meipio ncuxosioruyeckoii peadusmmramun [637, 638,

639].

YpoBenb  yOeauTebHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 4).

Kommenmapuu: KauectBo >xu3HU manueHToB ¢ AUI CHMXEHO BHE 3aBHCHUMOCTH OT
aKTUBHOCTH 3a0osneBanus [640].

[lcuxonorudeckass peaOWIMTAIlAS HANpaBliecHA HA CONHAIBHYI0 W TCUXHYECKYIO
a/IaTTAIMIo TIAIIMEHTOB K 3a00JIEBAHMUIO, €r0 JICUCHHIO U U3MEHEHHIO BCIIEACTBHE TAKOTO 00pasa
*u3Hu. KimHuko-nicuxonorudeckas nmomoins npu AU MoxeT OmaronpusTHO CKa3bIBaThCS Ha

MPUBCPIKCHHOCTHU MAIMUCHTA K JICHCHUIO.
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OcoOeHHOCTH BeIeHUs MALUEHTOB C TPEBOXKHO-JENPECCUBHBIMU PAaCCTPONCTBAMH,
BosHuKaromumMu  Ha MCT, Bkmowas noTpeOHOCTH B NCUXMATPUYECKOH  IOMOIUIM,

paccMaTrpuBaroTCs B pasziere S.

5. lIpoduaakTuka U AMCNIaHCEPHOe HADJII0eHHe, MeIUIIMHCKHE TOKA3aHUs U

NMPOTHUBOINIOKaA3aHUA K IPUMECHCHHUIO METO10B HpO(l)I/IJIaKTI/IKI/I

5.1 llpodunaakTuka

[Ipodpmmaktuka AUI' He paspaborana. Pannee BwisBnenne AWML — 3TO CKpUHHUHTOBBIC
oOcnenoBanus rpymnn pucka AUI, KOTopble BKIIOYAIOT MAIIEHTOB, IIEPEHECIINX OCTPbIE BUPYCHBIC
rernaTuTel A u B, cTpagaromux ayTOMMMYHHBIM THPEOUIUTOM M APYTHMU KMMYHOOTIOCPEJOBAHHBIMHU
3aboneBanusivu  [573], a Takke JKEHIIMH B Tepuoje mnepuMeHonayssl [641]. Heobxoauma
NpPOCBETUTENIbCKAsT paboTa cpeau Bpauei, HaOMIOAAIONIMX MAlUeHTOB rpymmbel pucka AWID
(TeparmeBTOB, Bpayel o0IIel MPaKTHKH, HHPEKIIMOHUCTOB, YJHJOKPHUHOJIOTOB H JP.).

B psne uccnenoBanmii TabakokypeHue oTHOCST K (hakropam pucka AUI, ogHako 3TH JaHHBIE
TpeOyroT npoBepku [642].

[Mpodunaktinueckue wmeporpuaruss npu AWI mpexamonmaraioT Mepbl, HaIllpaBJICHHbIE Ha
npenorBpanieane modounsix 3¢ pexroB UCT, nx BeIsBICHHE U TIPEOTBpAIICHUE (KOHTPOIb PEeKIMA
npuemMa, TPaBWIBHOTO JIO3UPOBAHUSl JICKAPCTBEHHBIX IPEMapaToB), a TaKKe CBOCBPEMEHHOE
BBISIBIICHHE JIOTIOJIHUTEIBHBIX (PAKTOPOB, CIOCOOCTBYIOIIMX YyxXyamenuto tedenus AU u ux
KOPPEKIHMIO: HaunHarouleics: nekomrnencannu L1, HOBBIX OCI0KHEHUN U HEZJIOCTaTOYHOCTH MMUTAHMUS.

Cpoku  11a0OpaTOpHBIX ¥ WHCTPYMEHTAIBHBIX HCCIICJOBAaHWH, HANpaBICHHbIX Ha
NPOQHUIAKTHKY OCJIOXKHEHUI U KOHTPOJIb Ha/l 3PPEKTUBHOCTHIO JICYCHHUS], YKa3aHbl B Ta0MI. 2.

Tabnuna 2. OpreHTUPOBOYHbIE CPOKH MPOBEACHUS T1a00PaTOPHBIX U MHCTPYMEHTAIbHBIX

HCCIeIOBaHUM Ha (I)OHC JICUCHUA

ITokaszarenu Ilepuon UHIYKIUOHHOM | Ilepron nogaepKuBaromieit Tepanuu
Tepanuu (mocine  MOCTHKEHHS  TOJHOTO

OMOXMMHYECKOTO OTBETA)

Kmuanueckuit  anamms | Yepes 7 aneit, nanee 1 pa3 B | 1 pa3 B 3—6 mec.*
KpOBU 2Hen., pgamee — 1 pa3 B
1 Mec. B 3aBHCHMOCTH OT
HCXOJHOTO COCTOSHHS U

OTBE€TA Ha TCpaIIUio
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buoxumnueckuii

aHaJIU3 KPOBU

Uepes 7 nnent, nanee 1 pas B
2Hen., namee — 1 pa3 B
1 Mec. B 3aBHCHMOCTH OT
HCXOJHOTO  COCTOSHHS U

OTB€Ta Ha TCpaIuio

1 pa3 B 3—6 mec.*

CeiBopotounsiii IgG

Yepes 4 Hen. u 6 mec.

1 pa3 B 3—6 mec.

DnacromeTpus NeYeHU

Jo nasnauenus UCT (mpu

AJIT < 5 BT'H)

Uepes 6 mec. nocne navaia WUCT,

nanee — 1 pa3 B rox

Y31 Opro1HO

IIOJIOCTH

Jo naznauenus UCT

Cxpununr I'IP xaxnpie 6 mec. npu

Hanuuuu 11

buorncusg neuenu

Mo naznauenus UCT

[ToBTOpHOE MPOBEJICHHE npu

HAJIMYUM  [OKa3aHUH  (BO3MOXHO
IIPOBE/ICHNE IIPU OTCYTCTBUH OTBETA,
HETIOJTHOM

OTBETE, nepen

wianupoBanreMm otMeHsl CT)

OcmoTtp odramsmonora

1 pa3 Brozg

KJIETKU (JIETKUX)

Penrtrenosckas ITepen nauanom UCT 1 pa3 B 1-3 roxa npu tepanuu I'K (B
JEHCUTOMETPHUS 3aBUCHUMOCTH oT UCXOIHBIX
KOCTHOW TKaHU roKasareseil)

@mooporpadus  unu | [lepen nauanom UCT 1 pazBTOA

peHTreHorpadus

OpraHoB IpPyAHOMU

* ITpu LIIT kpaTHOCTB OLIEHKHU CHIBOPOTOYHBIX MOKazateneit onpeaenserca KP «®ubpos u uuppos

NCYCHN» .

5.1.1 lIpopuIaKkTHKA OCJTOKHEHHUH Tepanuu

e Pexomennayercs c nanmentamu ¢ AUT npoBoauTh 0eceqy 0 HE00XOAMMOCTH CTPOroro

co0JII0IeHNSl pesKMMA JIeYeHUsl U 00CyK1aTh BO3MOKHbIe T0004HbIe 3P ekt UCT
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U NYTH HUX TMPeoAoJIeHUs] s YJYyUYlIeHUs] TNPHBEPKEHHOCTH K JeYeHHI0 U

NpopUJIAKTHKH 0CJI0KHeHmit [643, 644].

YpoBenb  yOenurteqnbHocTH  pekoMeHaanmuii C  (ypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJbCTB D).

Kommenmapuu: Y mnamumentoB ¢ AWD  TpeOyercss CBOEBPEMEHHO BBISBIITH
MOTEHIMATbHBIE (DAKTOPHI PUCKA PA3BUTHS OCIOXKHEHHU JIOJITOCPOYHOTO JICYCHUS U yCTPAHSITh
JUIsL YJIy4IICHUs] MPUBEPKEHHOCTH K Tepamuu W nporHosa [645, 646]. Tak, moytu mosnoBHHA
HAlMEHTOB CTPAIAIOT OT Pa3BUTHS KOCMETHUYCCKUX JAe(eKToB 1 oxxupenus npu npueme ['K [647],
YTO B psiJie CIly4aeB MPUBOAUT K CHIDKCHUIO MPUBEPKEHHOCTH K jeueHuto. Y 5—20% narueHTon
¢ AUI' na Ttepanuum ['K mosBastoTcs Takue OCIOXKHEHHS, Kak TICMX03, KaTapakra,
OCTEOTIOPETHYCCKHUE TIEPEIOMBbI TO3BOHKOB, cHUHApoM KymwmHra, a crepouaHslii auader
JIMAarHOCTUPYIOT Y KaK0ro mstoro maiuenta [374, 375].

Heo0xoaumo MoBbIIIATE OCBEJOMIIEHHOCTD MAlMEHTOB O OOJIE3HU U TEpamuu, IJig TOTO
YTOOBI TAIMEHTHl MOHWMATN HE TOJBKO BO3MOXKHBIE TOO0OYHBIC A((PEKTH JIEKapCTBEHHBIX
CPENICTB, HO Ml TPEUMYIIIECTBA JTOCTHKEHHUS TEPAIIEBTUUECKON PEMUCCUU U CPABHUTEIIbHBIE PUCKH,
CBsI3aHHBIC C HeajeKBaTHBIM JedeHueMm [648]. CobironeHne pexuma mpreMa JeKapceTB PEIKo
oOcyxJaeTcsi ¢ TaleHTaMU, W Bpaud MOTYT OBITh HEIOCTATOYHO OCBEIOMIICHBI 00 3TOi
npobneme. HecoOmtonenne 103 W peXuMa JICUCHHS SIBISAETCS OOBIUYHBIM SIBICHUEM CpEIu
NAIMEHTOB C XPOHHUYECKUMH 3a00JICBaHUSIMHI, OCOOCHHO MOJIOIOTO BO3pacTa U MOJAPOCTKOB [643,
648]. TTosToMy HEOOXOIUMO YAEISATh 0c000€ BHUMAHKUE MOJIOIBIM TTAIUEHTaM Tl 00eCICUeHHs
MIPUBEPKEHHOCTH K JICUEHUIO.

e Pexomenayercss npu nomo3penun Ha pa3putue Ha pone UCT, Brmouawmeii 'K,
TPEBOKHO-/IENIPECCHBHBIX PACCTPOIicTB HanmpaButh mnamueHTa ¢ AWUI Ha
KOHCYJIbTAMI0 BPAa4ya-MCUXUATPA VIS UX CBOEBPEMEHHOI0 BbISIBJICHUS U JIeYeHHs,
a Takike paccmorpeThb koppexkuuio 103 I'K [188, 643, 644, 649].

YpoBenb yOeaureqabHocTH  pexkoMeHgauuid C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

Kommenmapuu: 1lpumenenne 'K u npyrux nMmmyHonenpeccanToB y nanueHTos ¢ ANUIT
CBSI3aHO C PUCKaMU Pa3BUTHUS TPEBOKHBIX COCTOSTHUH U ACTIPECCUH, YXY/IIICHUEM KaueCTBa KU3HU
HE3aBUCHMO OT THIIAa CTEPOHMIA, JM03bl M Omoxummueckoro orBeta [650, 651]. Jempeccus u
TPEBOKHBIE COCTOSIHHSI Yallle BCTpedaroTcs y marueHToB ¢ AUIT, yem B o6meit monyssiimu [640,
643], rnaBHBIM 00pa3oM H3-3a OMACCHUH 1O TOBOIY IporpeccupoBaHus 3aboneBanus [650].
Jlenpeccust yMepeHHOM CTENeHH | TshKenas otMedaercs y 19 u 10% manueHToB COOTBETCTBEHHO

U KOppenupyer ¢ (U3MYECKOH YyTOMIISIEMOCThIO. TpeBora NpeMMYyIIECTBEHHO CBf3aHa C
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320y XJICHUAMH O TMPHUPOJAE U Hcxonaax 3aboneBaHus W ero JeueHud. KomOMHHpOBaHHbBIE
ad ekt nmenpeccun, TpeBOTH U cBs3aHHOW ¢ 'K sMormoHanpHOW JIAOMIBHOCTH MOTYT
npepacnoiaratb K HeCOOIIOICHUIO PEKUMa JICUSHHSI, BIUATH HA PE3YyJIbTAaThl JICUCHHUSI, KAYECTBO
JKH3HH U TIPUBEP)KEHHOCTH K Tepanuu [640, 652].

BrlnonnHeHe CKPUHUHIOBBIX TECTOB JJIs BBISBJICHUS IIPU3HAKOB TPEBOTH U JIEIIPECCUU U
MOYET OBITh TOJIE3HO NPHU OINpPENEeTICHUH MALUEHTOB, TPEOYIOMNX OCMOTpa Bpaya-TIICUXHATpa
[638, 639].

e Pexomenayercss mnpoBoaMTh KOHTpPoJibHOe Y3U opraHoB OpIOMIHON M0JOCTH
(KoMILIEKCHOE) KaxKkabIe 6 Mec. 1J1s1 cBoeBpeMeHHOro BoisiBjeHus '[P y ciaexyrommux
rpynn nauueHtoB ¢ AHUI: a) ¢ HII; 6) ¢ LIl B pnebwore 3adoseBanHmus,
perpeccupoBaBmuM Ha ¢oHe JseuveHusi; B) 0e3 LIl u ¢ gonmosHUTEIBLHBIMH
¢axropamu pucka I'IP [1, 84, 87, 653, 654].

YpoBenb  yOenurTenbHOCTH  pekoMeHgauumid B (ypoBeHb  10CTOBEPHOCTH
A0KA3aTeJNbCTB 2).

Kommenmapuu: B cucremaTideckoM 0030pe M MeraHanmse, orneHuBarommmM 25 KU u
6528 manueHToB, HAOMIOAABIIMXCS B TEUEHHUE MEIUWAHHOTO Iepuoja 8§ JeT, IMoKa3arelb
3a0oaeBaeMocT '[P y maruentoB ¢ AUI coctaBun 3,06 Ha 1000 nanueHTo-neT, a y NareHToB C
IIIT npu nocranoBke aquarnosa AU — 10,07 ra 1000 mauuenTo-net. [IpakTuuecku Bce MaueHTsI C
I'IP 1 AUT" umenu npusnaku L1 no unu Bo Bpemst auarnoctuku ['TIP. ITpu atom puck I'TIP, mo-
BuauMoMy, Hike y manuenTos ¢ AU u LI ¢ AU no cpaBrenuto ¢ nanuentamu ¢ LI mpu BupycHbIx
renatutax u [I6X [84].

Hpyroit cuctematudeckuit 0030p, BmovaBmuii 11 KU u 8460 mamumentoB ¢ AUl u
CpeaHMM nepuoJioM HabmoaeHus okoio 10 ner, nokaszan yactoty '[P y manmentoB ¢ AUIL 5,1—
6,2%. Ilpu aTom y mauuenros ¢ AUI" u LIII BeraBnenne I'LIP Bapsuposano or 0,2 o 12,3%, a
noist I'LIP y manmentoB ¢ AWUID™ 6e3 111 6buta onenena B 1,03% [86].

[To nanHBIM HEegaBHETO HabOMIOaTeTbHOTO MHOTOIIEHTPpOBOTO KU 1428 manimentos ¢ AUT,
BKJIIOUEHHBIX B perpocnekTuBHbIN peructp IAIHG B EBponie n Kanane, y 1,7% u3 Hux pa3suics
'[P, moka3arens 3aboneBaemoctu coctaBui 1,44 cmyudas Ha 1000 manumento-net. Ilpu sTom
KyMyssTuBHas 3a0oneBaemocts ['T[P yBenuuuBanace ¢ Teuennem Bpemenu (0,6% 3a 5 net, 0,9%
3a 10 ner, 2,7% 3a 20 ner u 6,6% 3a 30 et HabmoxeHwus) [87].

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

OcnoBHBIM (pakTopom pucka passutus I LIP sensercs L1 npu mocranoBke auarnoza AU
U €ro pasBuTHE B mporiecce yedenus [87, 655, 656, 657, 658]. Tak, y maiueHToOB, Y KOTOPBIX

passuiics L1 Bo Bpems Habmonenust, 3a6oneBaemocts '[P Taxke moBwImanachk: KyMyJasTHBHAS
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3aboneBaemocth '[P cocraBuna 2,6; 4,6; 5,6 u 6,6% yepe3 5, 10, 15 u 20 et mocne pa3BUTHUS
LT coorBeTcTBeHHO [87].

BrisiBieHBI  HE3aBHCHMEBIC JIOTIOJHUTENbHBIE (akTopsl pucka pasputus [1IP.
B ynomsnyrom Bbllie MHoromeHtpoBoM KW y mnamuentoB ¢ AWML, BKIIOYEHHBIX B
perpocriekTuBHbIN peructp IAIHG, He3zaBucumbiMu Qaktopamu pucka passutus ['1IP Ha
ucxonHom yposae, kpome LT (otHOcuTenbHBIN puck (OP) 3,17), 6putn oxupenue (OP 2,94) u
Hannuue nepexpectHoro cunapoma [ICX/AUT (OP 5,18) [87].

®axkTopom pucka pa3sutus ['1IP, BeposiTHO, SBISETCS COXpaHEHHE WM BO30OHOBIICHUE
aktuBHOCTH AWI'. Tak, B simoHcKol Koropte ¢gakropoM pucka pa3sutus ['TIP mpu AUI, kpome
LI, mpu mocranoBke auarno3a AU 6bu1 anHomanbsHbIN ypoBerb AJIT [657]. Kpome Toro, puck
pa3sutus ['1IP noBekImascs y maiieHToB ¢ MHOKECTBEHHBIMHU pelianBamMu [645], B Tom drcie Ha
¢one tepanuu 'K [656]. Cama o cebe UCT mpo1oKuTeIbHOCTRIO 3 To1a 1 60JIee OIpeaesiach
Kak (akrop pucka pasputus I'L[P [656]. ITo HEKOTOPBIM JaHHBIM, (haKTOPAMU PHCKA Pa3BUTHS
['LIP npu AUT siBnsirotcst crapimii Bozpact [659, 660] u mpoaomKuTeIbHOCTh 3a001€BaHusl, TIPH
3ToM AI'MA-1103UTUBHOCTH CHIKaIa BeposTHOCTh pa3Butust AT [660]. B oTnenbpHbIX paboTax
puck I'II[P 6bu1 moBeiieH y myxuun ¢ AUDT [656], B apyrux — MOJIOBBIX Pa3IHuUil HE
Habmo1amock [658].

V3U neuenu 1 pa3 B 6 Mec. — OCHOBHOM CKPUHUHTOBBINA MeTo BbisiBiieHus '[P [653].
B meraananmuze mokazano, uyro mnpu I VY3U BesBaser moOyio craguro [P ¢
4yBCTBHTEIBHOCTBIO 84%, HO panHIOr0 cTanuo [ T[P — ¢ 4yBCTBUTEIBHOCTBIO TONBKO 47% [661].

ApyruM BO3MOXHBIM METOAOM CBO€BpeMeHHOro BbisiBieHus I[P cuuraercs
onpeneneHue anbda-peronporenHa — Hauboee MHUPOKO HCIOIB3YEMOTO CHIBOPOTOUYHOTO
omyxosneBoro mapkepa I'LIP. Ilpu stom cnenyer yuuteiBath, yto '[P Moxer mporekarb 6e3
HoBbIILICHUsT ~ anbda-peronporenHa [662]. ITlo paHHBIM MeTaaHau3a, OICHHBAIOIIETO
BO3MOXHOCTH paHHero BeiaBneHus [P mpu LI, noGaBnenue onpeneneHus anbda-
deronporenHa Kk Y3 noBbIIaeT 4yBCTBUTEIBHOCTh JUATHOCTUKH, HO CHMXKAET CHEIU(DUIHOCTh
[661].

KW, oueHuBaBIIMX ONEpPalMOHHBIE XapaKTEPUCTUKHU PA3IMUYHBIX METOJOB PaHHEro
BoisiBiieHus ['I[P umenno npu AWI, nHe mnpoBogunoch. CoOrjnacHO JaHHBIM IIBEICKHUX
uccreaoBarene, XoTs puck renatroounuapaoro paka npu AWI ObuT MOBBIIIEH, OJTHAKO OH HIKE
MoKa3aTeJie, MPU KOTOPHIX CKPUHHMHTOBOE HabmroneHune 3a mamueHTamu ¢ LI cumrtaercs
SKOHOMHYECKH 3P PekTUBHBIM [663]. Tem He MeHee Bce BEAYIIHE renaToIOTHIeCKUe aCCOIUaIN

PEKOMEHIYIOT ocyIecTBIATh cKpuHUHT ['L[P y manmentoB ¢ AUT u IIIT [1, 1], a APASL —
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HaOmroieHue ¢ Touku 3peHus BoisiBiieHus ['LP y Bcex maruentoB ¢ AUI™ u ctporoe HabmoaeHne
y narueHToB ¢ LI1, crapiiero Bo3pacra wim ¢ MHOKeCTBeHHbIMU pennanBamu AUT [137].

e Pexomenayercsi nposoauth Oeceny ¢ nanmentamu ¢ AUI, nonyyaromumu UCT, o
Mepax NpPoPUIAKTHKH PAKa KOKM U HEO0OXOAMMOCTH BbINOJHEHUS PeKOMEHIauni
10 CKPUHHMHIY BHeNle4YeHOYHBIX 3JI0KA4eCTBEHHBIX HOBOOOPA30BAHMIL 115l CHUKEHHS
pHCKA HX Pa3BUTHSI U CBOEBPEMEHHOT0 BbisiBJIeHus [1, 653, 654, 664].

YpoBenb  yOeguTenbHOCTHM  pekoMenaaumii B (ypoBeHb  /10cTOBepHOCTH
J0Ka3aTeJbCTB 3).

Kommenmapuu: AVII' cBsi3aH ¢ TOBBIIICHHBIM PHUCKOM pPa3BUTHS BHEMEUEHOUHBIX
3JI0Ka4eCTBEHHBIX oryxoJeii [663, 665, 666].

Okono 5% mnponeueHHslx mamueHToB ¢ AWI  3a0oneBaioT BHENCUECHOYHBIMH
37I0KQY€CTBEHHBIMH HOBOOOPA30BaHUSIMU M3 PA3NIMYHBIX THUIIOB KIETOK (IIelika MaTKH,
auMbaTryecKas TKaHb, MOJOYHAs JKeje3a, MOUYCBOM My3bIpb, MSTKHE TKaHW U Koka) [667].
HemenanoMHBIH pak KOXM SIBIsieTCs Haubosee dvacTeiM [668], a cranmapTU3MpOBaHHBIN
koo dunueHT 3a00eBaeMOCTH JJIsi BHEIEUECHOYHBIX 3JIOKAYeCTBEHHBIX HOBOOOpa3oBaHUI
cocrasystet 2,7 (95% JU 1,8-3,9) [669].

B pamxkax o011eHalmOHANBHOT O IBEJCKOTO MOMYJISIIHOHHOTO KOTOPTHOT'O UCCIIEI0BaHMS,
BKJItouaBliero 5268 s3pocineix ¢ AUI, moka3aHa cBsi3b ¢ HEMETAaHOMHBIM pakoM koxu (OP 2,69)
u umdomoit (OP 1,89). Ananuz ciayuyaeB y OpaTheB U cecTep Jall aHATOTUYHBIE OIICHKUA PHUCKa
pasButus aro6oro Bujaa paka (OP 1,84) u T'LIP (OP 23,10) [665].

OTH PUCKHU OIPABJBIBAIOT CTPATETUU MPOPUIAKTUKH, KOTOPbIE BKIIOYAIOT COOJIIOJICHHE
CTaHJAPTHBIX MEp 10 BBIABICHHIO BHEMEYCHOYHOW 3JI0OKAYECTBEHHOCTH. J[Isi TepBUYHOM
npo(UIAKTUKA HEMETAHOMHOIO paka KOXKM TpeOyeTcs YMEHBIINUTh BO3JEHCTBUE COJIHEUHOTO
CBETa Ha KOXY, B NEPBYIO oyepeab H30eraTb MHUKOBBIX YacOB COJHEYHOW AaKTMBHOCTH U HE
npuberaTh K HICKyCCTBEHHOMY 3arapy. CiieayeT HH(GpOPMHUPOBATH MAIIMEHTOB O Bpee Upe3MepHOn
WHCOJISIIIAN, HEOOXOIMMOCTH 00pamiaTh BHUMaHUE Ha H3MEHEHUS KOKU U TIPH BBISIBIICHUH JTIOOBIX
U3MCHEHHI oOpalaTbes K aepmaroiory [1, 654, 664].

e Pexomenayercs nmanmentam ¢ AUI, nmoayyarommum UCT, Brmwouyaromyw 'K, pas
CBOEBPEMEHHOI0 BbISIBJCHHSI KAaTapaKThl M IJIaYKOMbI BBINOJHATH €:KeroJHbI|
ocMoTp ofraiabmodiora [1, 670].

YpoBenb yoeaureabHoCcTH pekoMeHaanuil C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB —

5).

Kommenmapuu: B mynstunientpoBoM KU, BkimrouaBmieMm 476 mauueHTOB CO CPEAHUM

cpoxoM HaOmronenust 13 ner (nuamason 1-40 ner), katapakra pa3Buiachk y 9% mnanueHToB B
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cpenHeM B Bo3pacte 66 ser (ot 36 mo 86 ner). Jlo3pl mpeaHu3zoHa (MpeaHU30J0HA)* ™,
MPEBBIIIAIOIINE 5 MI/ICHB, TOBBIMIATH BEPOSITHOCTh PA3BUTHSI KATAPAKTHI C YIETOM MPUMEHEHUS
Oyneconuaa, mosia U Bo3pacta Ha ToT MoMmeHT. Hammuue LI1 He yBenmuuBanio BepOATHOCTH
passutus karapakTel (OI 0,7). Dddext npeaauzonona** Ha BEpOITHOCTb Pa3BUTHS KaTapaKThI
coxpansuicss B Tedenue | ropa. Ilpumenenue OynecoHupa™* Takxke MOBBIIIAIO BEPOSITHOCTh
pa3BUTHUS KaTapakThl, 3TOT 3(PPEeKT HEe 3aBUCEN OT MPUMEHEHHUS MPEeIHN30HA (TIPEIHU30JI0HA) B
tedenue npeasiaynmx 1-3 ner [400, 669].

e Pexomennyercsa nanuentam ¢ AUI nepen nayanom repanum I'K, a takike Ha ¢one
HUCT, Brawuawmein I'K, npoBogurs aktuBHblii MOHHUTOpUHr MIIKT metomom
PEHTreHOIEHCUTOMETPUN  (PEHTIeHOJeHCUTOMETPHUsSI  TOSICHHYHOTO0  OT/Aesa
NO3BOHOYHHNKA, PEHTreHOJEHCHTOMETPHUSl NPOKCHMAJIBHOIO OTAe]da OeApeHHOMH
KocTH) Kaxable 1-3 roaa (B 3apucumoctu ot 0a3oBoro 3Hauenuss MIIKT), a takike
OlIeHUBATH PUCKH OCTEONOPETHYECKHUX NEePeTOMOB € MOMOIILIO MPOrHOCTHYECKOI0
uncrpymenTta FRAX Jiisi cBoeBpeMeHHOro BbIsSIBJIEHHsI ocTeonopo3a [366, 671, 672,
673, 674].

YpoBenb  yOenurTenbHOCTH  pekoMeHgauumid B (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB 3).

Kommenmapuu: Octeonopo3 — pacrnpocTpaHEHHOE BHENEUeHOYHoe ocnokHenne AUT.
Bo3spacTHoe yXyamieHue MHKPOAPXUTEKTYpPhl KOPTHUKAIHHOW KOCTH, CKOpPEE BCETO, SBIISICTCS
OCHOBHBIM (PaKTOpOM, CIIOCOOCTBYIOITUM Ha0II01aeMOMY TOBBIIICHUIO PUCKA TIEPETIOMOB Y ATHX
nanueHToB [672].

[Toutn 20% mnamuentoB ¢ AUID crapme 50 ner mmeror ocreomopo3. M3BecTHO, uTO
OCHOBHBIMH (paKTOpaMH pUCKa OCTEONOPO3a CUUTAIOTCA: MPOLUIBIN WK JuInTenbHbIN pueM 'K,
MOCTMEHONAY3albHbI  CTaTyCc, HU3KOIHEpreTHUeckue (MalloTpaBMaTU4YHBbIE) TEpPEIOMbl B
NPOILJIOM U BoO3pacT (>65 neT as xeHImuH U >70 net ans myxunH) [675]. K He3aBuCHMBIM
dakTopamu prucka octeonoposa mpu AUID oTHOCAT: TOXKHUIION BO3pacT, JUTEeNbHOCTS mpuema ['K
(>90 mec.), UMT < 23 kr/m? u pudpo3 nevenu (KecTKoCTh nedenu mpu TD > 8 klla) [671].

OCHOBHBIM WHCTPYMEHTAIBHBIM METOJOM JMAarHOCTUKH OCTEOIopo3a  SBISETCS
u3mepenne MIIKT meTomoMm peHTreHOAEHCUTOMETPUH (JBYIHEPTeTHUECKOW pPEHTTe€HOBCKOU
abcopoumomerpun, DEXA) [675]. Onenka MIIKT ¢ mnoMompo ABYXIHEPreTHYSCKOM
PEHTIC€HOBCKOM a0COpOIIMOMETPHH MOSICHUYHBIX TTO3BOHKOB U O€/iep y MalueHTOB ¢ (haKTopaMu
pPHUCKa 0CTEONOpO3a JAOKHA MTPOBOAUTHCS UCXOMAHO U Kaxabie 1-3 roma y B3pOCIbIX MAlMEeHTOB,

UMEIOIUX (DaKTOPBI PHCKa OCTEONOPO3a.
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1 OUEHKM BEpOATHOCTH INEpesioMa Yy MalueHTa, NpuHUMaromero cucreMusle 'K,
IIOMHUMO JIEHCUTOMETPUH, pEeKOMEHTyeTCs HCIOJIb30BATh croco6 FRAX
(https://frax.shef.ac.uk/FRAX/tool.aspx?lang=rs)  [675]. Drto Merom MPOrHO3MPOBAHHUS
BEPOATHOCTH OCTEONOPETUYECKUX MEPEIOMOB Ha OCHOBE OLIEHKH KIMHHYECKUX (aKTOPOB pHCKa
¢ yuetom MIIKT u 6e3 Hero B obnactu medku Oeapa MO JaHHBIM PEHTTCHOICHCUTOMETPHH.
FRAX ompenernsier abCcoMOTHBIN PUCK IIEpesioMa Y My>KYHH 1 skeHIIUH ctapiue 40 net (y >KeHIIUH
B IIOCTMEHOMNay3e) B TeueHue Onmxaimmx 10 yner. OH paccUUThIBAE€TCS OTACTBHO IS KaxXIOH
cTpaubl, U1 Poccun — mo Mozenu, anpoOrpoBaHHOIM Ha poccuiickol nomynsuuu. [Ipu BeIcOkuX
puckax mnepenomoB o FRAX pemieHne Bompoca O NPOTUBOOCTEONOPETHYECKON Tepanuu
IIPOBOAMTCS BHE 3aBUCUMOCTH OT JIaHHBIX PEHTI€HOJEHCUTOMETPHUH.

EASL pexomennyer mnpoBoauth wucciaepoBanue DEXA y mnaumentoB ¢ X3II co
cienyroliel yactoroit: 1 pa3 B 2-3 roga — npu HoOpMaJlbHOM 3HadeHuu T-score > —1,5; kaxbie
1-2 roga — npu octeonenuu T-score < —1,.5 u > —2,5; exxerogqHo — npu octeonopose T-score <
—2,5 [366]. OaHako KOHKPETHBIX JaHHBIX, MOATBEPKAAIONIMX 3Ty PEKOMEHIAINI0O UMCHHO IMPH
AUT, wer.

[Tpu BeisiBeHUU cHkeHUss MITKT nanpHeias KpaTHOCTb 00CIIeIOBaHUS OTIPEICAETCS
KP «Ocrteonopos wu ocreonmarun». CorIacCHO UM, IPOBEIEHUE [BYXIHEPIreTUYECKON
pentrenonencuromerpun (DEXA) mosicHuuHOro otjena MO3BOHOYHHMKA U MPOKCUMAIbHOIO
oTJiena OeIpeHHON KOCTH y MallMeHTOB C PaHEE YCTaHOBJIIEHHBIM OCTEOIIOPO30M BBINOIHSIETCS C
BPEMEHHBIM HHTEPBAJIOM He MeHee 12 Mec. OT mepBoro uccienoBanus [674].

e Pexomenayercss manmentam ¢ AUI, moayyarommum tepanuio I'K, npuHumars B
npopuIAKTHYECKHX J03axX xosekaabuudepon (400-800 ME/cyr) m mpemapartbl
kaabuusa (10001200 wmr/cyr), a npu pa3sBUTHUM HeJIOCTATOYHOCTH/Ie(HUIUTA
BuTamMuHa D ocylmecTBIATh KOPPEKIHUIO VISl CHUMKEHHUSI PUCKA oca0KHeHui [1, 366,
676,677,678, 679].

YpoBenb yOeaureqabHocTH  pexkoMeHgauuid C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 2).

Kommenmapuu: Octeonopos, Bbi3BaHHblM 'K, sBnderca oxHoii wu3  Haubonee
pacnpocTpaHeHHbIX (opm Merabonauyeckoro 3aboneBanusa kocred. Ilpumenenue 'K sBrusercs
3HaYUMBIM (AKTOPOM pHUCKAa pa3BUTHUS BTOPHUYHOTO oOcTeomnopo3a y mnauumeHtoB c¢ AUI.
VY nanueHtoB, KoTopble mnoiy4aroT Bbicokue no3bl 'K (cyrounas mo3a 15 mr u Oouee,
KyMyJISITHBHAs 103a Oosiee 1 T'), CyIEeCTBEHHO MOBBIIIACTCS PUCK repeioMoB [366].

Pexomennyercs npu pacuere 10-1eTHEH BEPOATHOCTH PA3BUTUS MATOJIOIMUYECKHUX

nepenomoB (FRAX) y manueHToB, IpUHUMAIONIMX MPEIHU30JI0H** B TeyeHue 3 mec. u Oonee,
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YBEJIMYUTH UHAUBUIyaJIbHBIN 1MOKa3aTesab Ha 15% B CBSI3U C MOBBIIIEHHBIM PUCKOM BEPOSTHOCTH
nepenoma [674].

Kpome Toro, cunraercst, 4T0 ypoBEeHb KalbLUs SBIAECTCS (PAKTOPOM pEreHepalny MeUeHH
[680].

HccnenoBanre OMOXMMHUYECKUX IapaMeTpOB KPOBH: YpOBHEH OOLIEro KajibIus,
kpeatuHuHA (¢ pacuetom CK®D), Heopranuueckoro dpocdopa, raoko3bl, aktuBHocTH L[ cienyer
IIPOBOAMTH BCEM NAIL[MEHTAM C BIIEPBbIE YCTAHOBJIEHHBIM JIMAarHO30M OCTEOIIOPO3a, a TAKXKE MPU
Hed(p(EKTUBHOCTH paHee Ha3HAYEHHOW Tepamnuu C 1eNblo AuddepeHnnanbHOl JUarHOCTUKH C
JPYTUMHU TIPHYUHAMH [TOBBIIICHHON XPYIKOCTH CKeneta [674].

[lpumeHenne mpenapaToB KaibLus H  XoJeKanbmudepona ansd NpoUITAKTUKA
OCTEONOopOo3a MOJACPKHUBACTCS  pe3yJbTaTaMU  JMHJIEMUOJIOTUYECKUX  MCCIEIOBAaHUM  C
JIOKa3aHHBIMH CHIDKCHHEM MM OOpaTHUMOCTBHIO €CTECTBEHHOHM yTpaThl KOCTHON TkaHu [674].
[Torpe6nenue kanbims (1000—1200 mr/aensp) u Butamuna D (He menee 400-800 ME/nens), B Tom
YHCIIe 332 CYET PAlMOHAIBHOTO MUTAHUS, PEKOMEHAyeTCs manueHTaM, nomydarommMm ['K [675,
681]. OnHako ucciIe0BaHMiA, TIOATBEPKIAOIINX UM OMPOBEPraroIluX 3T NPEITI0KECHUS MPH
neuenun AUT, He TpoOBOAMIIOCH.

EASL npeanaraer oueHuBaTh ChIBOPOTOYHBbIM ypoBeHb 25(OH)D u noGaBusth
nepopanbHblii BuTamMuH D mannentam ¢ X311 npu nokaszatene <20 Hr/mi (10 1OCTUXKEHUS YPOBHS
>30 ur/mi) [366]. AASLD pekomeHayeT margenTtam, nmoxydaronmm tepanuio ['K, npuaumars B
npoduIakTUUecKux no3ax mpemnaparsl ButamuHa D (400-800 ME/cyr) u xambums (1000-1200
mr/cyT) [1].

Mertaananu3 PKU no npodunakTiuke 1 J€4€HUIO OCTEONOPO3a Y NallMeHTOB, [TOJIy4YaBIINX
'K, ¢ moMoImipi0 akTUBHBIX aHAJOrOB BHUTamMuHa D3 TpoaeMOHCTpHUpOBaAN OJIATOMPUSITHOE
BO3/JCICTBME Ha MUHEPAIBbHYIO IUIOTHOCTh KOCTEM M CHM)KEHUE PUCKA NEPEJIOMOB IO3BOHKOB
(OP 0,56) [682].

OcHoBol TpO(UIAKTUKN U JIEYEHHS] OCTEOIOpo3a SABJISIOTCS M3MEHEHUs: o0pas3a >KU3HU:
nuTaHue, (pusnveckas aKTUBHOCTb U IpeNOTBpallleHHe MaJeHui. PeryispHbie ynpaKHEHUs C
BECOBOW HAarpy3Koi MOTYyT MOMOYb KOHTPOJIMPOBATh MAaccCy Tejla M YCTPAaHUTh HENOJBUKHOCTb
KaKk TpUYHMHY elie OoJbIIel MOTepu KOCTHOM Macchl [674, 681], yiyumias ycTOHYMBOCTBH
MalMeHTOB K OCTEOMOpO3y W CHHXKAs PUCKH TEPEIOMOB, OJHaKo Haubosee »(hQexTHBHBIC
BapHUaHThl (PU3UIECKOM aKTUBHOCTH JIJISl 9TOM IICJTH He ornpeeseHsr [683].

e Pexomenayercs manuentam ¢ AU paccmoTperhb onpenesieHue coaep:KkaHus 001mero
25(OH)D B cbIBOpPOTKe KPOBH /JJIsl BBISIBJICHHSI U CBOCBPEMEHHOHl KOPpeKIHH

HelocTaTOYHOCTH Wiu Aedunuta Buramuna D [681, 684, 685, 636].
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YpoBenb yOeauTebHOCTH  pexkoMeHgauuii B (ypoBeHb  /10CTOBEpPHOCTH
JI0KA3aTeJIbCTB 2).

Kommenmapuu: 1lpu psjge KIMHUYECKHX COCTOSHUKA  (MpUEM  OMpeeieHHBIX
JIEKapCTBEHHBIX TpenapaToB, Takux Kak 'K, Hu3kmii cunTe3 ButamuHa 25(OH)D, Hapymenus
(GYHKIHU TIEYCHH) CIICAYET OLIEHUBATh cTaTyc BuTamuHa D [687].

Jedunut Buramuaa D 00bIYHO MPUCYTCTBYET Y MAIIMEHTOB C KMMYHOOIIOCPEIOBAHHBIMU
3a00JieBaHUSIMU TIeYeHU, B TOoM umciie ¢ AUMI, MOKeT OBITh CBs3aH C T'HCTOJOTHMYECKOM
AKTUBHOCTBIO, IpOrpeccupyoumm Gudpo3oM reueHu u oTcyTcTBUeM orBeta Ha [ K-Tepanuro npu
AUT [676].

Henocrarounocte BuTamuHa D (ceiBopoTounblii ypoBeHb 25(OH)D < 29 ur/mn)
BcTpeuaeTcs y 68—81% mammentoB ¢ AUD [684], a nedunur BuramuHa D (CBIBOpOTOYHBIN
ypoBerb 25(0OH)D < 20 ur/min) — B 20% ciyuae [685]. Tsokenbiit nedpunut Buramuna D
SIBJISIETCSI HETaTHBHBIM MTPOTHOCTHYSCKUM Oromapkepom ipu AWT [684, 685, 688]. DTu nanHbie
OTIpENIeNAIOT OTPEOHOCTH B o1ieHKe ypoBHs 25(OH)D B chIBOpOTKE KPOBH Y BCEX MAIIEHTOB IIPU
MOCTAHOBKE JUArH03a U HEOOXO0IMMOCTh KOPPEKIMK BUTAMUHA D 10 KITMHHYECKUM MTOKA3aHUSIM.

He wuccrnenoBamuce oONTHMalbHBIE CPOKHM KOHTpoJis cbiBopoToyHoro 25(OH)D.
[Ipenmonaraerca, 4YTo OH JOJDKEH OMNPENENATbCS NpPU TOCTAaHOBKE JAMarHoza. PyTwHHOE
TuHaMHuueckoe uccnegoBanue koHueHtpauuu 25(OH)D mpu nmpueme xonekampiiudeporna He
pexomenayertcs. [loBTopHas onenka yposss 25(OH)D pexomeHyercs y NaliueHTOB C HCXOJHBIM
TSDKENBIM 1e(DUIUTOM BUTaMUHA D (MM COXpaHSIOUIMMCS PUCKOM TSDKEIOro AeQuInTa) yepes
8-12 Hex., y OCTalbHBIX MallMEHTOB — HE paHee yeM depe3 6 mec. nedyeHus. OmnpenencHue
25(OH)D mnocnme npuMeHeHHUs MpernapaToB HATUBHOTO BUTamMuHa D B JedueOHBIX J03ax
pPEKOMEHIyeTCsT MPOBOAWTH KaK MHHHMYM dYepe3 TPH [HS C MOMEHTa IIOCIEIHEro mnpuema
npenapata. [Ipu onpenenenuun yposHeit 25(OH)D B nuHamMuke peKOMEHIyeTCs UCTIOIb30BaHUE
OJTHOTO U TOTO Xe MeToja [686, 689].

e Pexomenayercss npu  BbIIBJeHHMHM ocreonmopo3a npu AHUIT  nposoauth
NPOTHBOOCTEONOPeTHYECKOEe JedeHHe ¢ IeJbl0 CHUJKEHUSI PHCKAa IepeioMOB
COBMECTHO ¢ BpauyoM-3HI0KpuHoJIoroMm [671, 674, 690, 691, 692, 693, 694, 695].
YpoBenb  yOenurenbHocTH — pexoMeHgamuii C  (ypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJbCTB 4).

Kommenmapuu: EASL pekoMeHIIyeT B JICUCHUH OCTEONICHUHU M ocTeornoposa npu AUT

ucnob30Bath npenapatbl kanbius (10001200 mr/cyt), Butamuna D (400-800 ME/cyT wnm

260 MKr/kaxkaple 2 Heql.) Ui MOAAepKAHUS UX HOPMAIbHOTO YPOBHs, a 6udocdonaTs! (a Takxke
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HOBBIE€ MPOTHBOOCTEONOPETHUECKUE JIEKAPCTBEHHBIE CPENICTBA) — JJISl JICUEHUSI OCTEONopo3a
[366].

bucdochonarsl (koppekTopbl MeTaboIM3Ma KOCTHOW W XPSAIIEBON TKAHW) SIBISIFOTCS
AHTUKaTa0OIMUYECKUMHU IperapaTaMu, KOTOPbIE YBEIHUMBAIOT MAacCy KOCTEH U CHUXKAIOT YacTOTy
NEpeIOMOB TPU  IOCTMEHOINAy3aJbHOM OCTE€O0Nopo3e. MHOrOUMCICHHBIE HCCIIEeIOBaHUS
HNOATBEPKIAIOT () (HEKTUBHOCTH MX MPUMEHEHUS B CHIDKEHUH PUCKA TIEPEIIOMOB Y JKEHIINH KaK C
0CTEOIOPO30M, TaK M C OCTCOINCHHEH B mocTMeHonayse [674, 675, 681, 696, 697, 698]. Ho ux
s dextuBHOCTh TIpH AU3II, kpome 16X, He MOIHOCTHIO OMpezielieHa B OCHOBHOM H3-32 OYCHb
OTPaHUYEHHOT0 KOJIMYECTBA MCCIEIOBaHMUM, BKIIOYABIIMX HEOONBIIOE KOJIMYECTBO MAIMEHTOB
[699, 700, 701]. tuapoHaT, aeHIpPOHAT U HOAHIPOHAT YBEINYMBAIOT MACCY KOCTEH Yy AIlMEHTOB
¢ I[IbX, ¥ pe3yabTaThl y 3TUX NALUEHTOB aHAJIOTUYHBI PE3YJIbTaTaM y AIUEHTOB C OCTEOINOPO30M,
CBSI3aHHBIM C JpyruMu npuuuramu [702, 703, 704].

AMepHKaHCKas racTpodHTepojorudeckas accorumainus (American Gastroenterological
Association, AGA) pexomenayet ouchochoHaThl I MPOPHIAKTHKH U JICYSHUS 0CTEOTIOpOo3a Yy
NAIMeHTOB C W3BECTHBIM OCTEOMOPO30M, TIIEPEIOMaMHU BCIEACTBHE XPYNKOCTH WM Ha
mutenbHol Tepanuu 'K (ypoBenb yOemutenbHOCTH pekoMmeHmanuii D — mpu 3a0oneBaHUsIX
neuyeHn, A — OTHOCHUTEJIbHO CHH)KEHHUS pHUCKa IEPEeJOMOB y JKEHIIMH B IMOCTMEHOIAy3e M
TIEPEJIOMOB MTO3BOHKOB Y MYKYHMH C OCTEOIIOPO30M U MaIeHToB, npuauMatonmx ['K) [694].

bucdochonarer mokazanu ONpeneNeHHYI TOJOXKHTEIbHYI0 pPOJb Yy IAalUEHTOB C
ocreonopo3oM. braronpusitHele 3¢ ¢eKThl OBLIM 3apeTUCTPUPOBAHBI MPU  MCIIOJIb30BAaHUU
30JIEAPOHOBOM KHUCIIOTHI M €XEHEeAEIbHM IpUeMe ajleHJpoHaTa. Tak, 30JIeApPOHOBAas KUCIOTa
CHIKAeT MeTa0O0JIM3M KOCTEH U TIPUBOJMT K CHIKCHHUIO YaCTOTHI MEpPeIoMOB y narueHToB [705,
706].

Cepbe3HbIx TOO0YHBIX 3(h(HEeKTOB He HabI0Ja0Ch, U TOTEHIIUANbHbIE BPEIHbIE (P (PEKTHI
6uchocoHaToB He OBLIM 3apETUCTPUPOBAHBI Y anueHToB ¢ X3I1.

Metaananu3 nokasan s¢¢exkruBHocTs B ynyumeHun MIIKT npu ['K-unayuupoBananom
0CTEeornopo3e He TOJbko OnchocdonatoB, HO U Tepumaparuna u neHocymada [707]. HenaBuo
AMepHKaHCKasi accouuanusi KIMHUYECKHX OSHAOKPUHOIOrOoB / AMEpHKaHCKash KOJUIETHS
srnokpuHonoruu (AACE/ACE) pekoMeH0BaIM JEHOCYMad B KayecTBE Tepanuu | -i TMHUU JUIs
MAIMEHTOB C BRICOKMM PHCKOM MEPETIOMOB H TeM, KOTOPBIE HE MOTYT HCITOJIB30BATh MEPOPATHHYIO
teparuto  [708]. Omny6nukoBano mnpocnekTuBHoe KU a3ddexTBHOCTH U 0€30MaCHOCTH
nerocyma0a B teuenue 12 mec. mpu X311, B Tom uucne npu AUT [691, 692]. He6oabimoe KU mo
OPUMEHEHHIO JIeHOocyMaba TOKa3ajo YIy4YIleHHE IUIOTHOCTH KocTed y maunueHTtoB ¢ AWI,

neuennbix ['K [709].
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Opnaxo HE00XO0IUMBI JaJbHEHUIe VICCIICJOBAHMUS 1o ONTUMAJIbLHOU

IIPOTUBOOCTEONOPETUYECKOM Tepanuu pu AU
e PexoMenayercsi BbInoJIHeHHe 330¢aroracrpoayogeHockonuu a0 Havaiaa HCT
nanuentam ¢ AUI, umeromum ¢akTopsl pucka pPa3BUTHS IPO3UBHO-SI3BEHHBIX
nopakeHHii W KpoBoTedyeHuii (s3BeHHasn Ooue3Hb (SIB) m (M) Kerym04YHO-

KHIEYHOEe KPOBOTEYCHHE B aHAMHe3e), a TAaKKe MOJYy4YallLUM HeCTepoHAHbIEe

nporusosocnajgureabubie npenaparsi (HIIBII) mo moBoay comyTCcTBYHOIIMX

3200/1eBaHMii ¢ 1eJIbI0 MPEeI0TBPAIEHHS KeJTYA0UHO-KHIIEYHbIX 0CI0KHeHuiT [468,

710].

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

Kommenmapuu: CylmecTByIOT INPOTHBOPEUMBBLIE JaHHBIE OTHOCUTENBHO pucka b
JKEJIyKa WU IBEHALATUIIEPCTHOM KUILKY y NaUMEeHTOB, noixyyatomux ['K. /[Ba meraananusa He
oOHapy»xuu noselieHHoro pucka Sb npu npueme I'K, B To Bpems kak apyroii nokasan, uyto b
siBysieTcst peakum ocioxkuenreM 'K, Berpeuatormmest y 0,4—1,8% nanumenros [711, 712, 713]. B
KU («cmy4ail — KOHTpOJIb») HE BBISBICHO MOBBIIIEHHOIO pucka pa3sutus b npu moboit noze
WM ipojospkuTenbHocTr Tepanuu ['K [714].

Coueranne teparuu 'K ¢ HIIBIT pesko yBenmmumBaer puck b [715]. Tak, B KU
(«ciy4ait — KOHTPOJI»b) HAOJIOAIOCH 3HAYUTEIHLHOE MOBBIIICHHE PHCKA PA3BHUTHUS SI3B CPEIU
NalyueHToB, MPUHUMABINUX 3Ty Kombounaiuio (OP 4,4) [711].

Metaananu3 71 PKU nokasan HU3Kui, HO HE3aBUCUMBIN PUCK KPOBOTEUEHU S, BBI3BAHHOTO
'K [712]. ¥V nauueHTOB, MPUHUMABIIUX BbICOKHUE 1036l [ K, OP pa3Butus semy104HO-KUAIIEYHBIX
KpoBoTeueHHud ObuT HemHoro moBbimeH (OP 1,89) [716]. Meraananu3, cpaBHHBAIOIINI
npumeHenne 'K ¢ mrane6o, BBIABMII MOBBILICHHBIM PHCK KPOBOTEUEHHUS WIN Tepdoparui,
OTpaHMYCHHBIA TOJBKO TOCHHTAIM3UPOBAaHHBIMU TanueHTamu [/17]. MeraaHanus JBOWHBIX
ciensix PKU, cpaBruBarommx 'K w mmame6o u BrmowaBmmit 159 KW (33 253 mamuenrta),
nokasayn, 4yro ['K moBBIIIAIOT pHUCK pa3BUTUS KEIyAOYHO-KHAIIEYHOTO KPOBOTEYEHUS WIH
neppoparm Ha 40% TNpeuMyIIEeCTBEHHO Y TOCHUTAIW3UPOBAHHBIX IAllMEHTOB, a B
amMOyJIaTOPHBIX YCIOBHSAX OH HE SBJSIETCS CTATUCTUYECKU 3HAYMMBIM [ 717].

[Taiuentam, KoOTOppIM HeoOxomaumo mpuHUMaTh KomOumHamuio ['K wu  HIIBII,
pPEKOMEHyeTCsl Ha3HayaTh MHIUOUTOPHI nporoHHOW momibl (UIIIT). ¥V marnueHToB ¢ ApyruMu
¢dakTopamu pucka b (SIb B aHamHe3e, rocnuTalu3anus, MPUEM JPYTHX YIbLEPOT€HHBIX

JIEKapCTBEHHBIX CPEJACTB U T. I1.), ciaeayeT paccMoTpeTs HazHaueHue UIIII. Tem, kro npuHuMaeT
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I'K 6e3 HIIBII u He mmeer npyrux (akTopoB pucKa, pyTHHHOE ucrnosnb3zoBanue WIIII we
pekomenayercs [710].

Takum o0pa3oMm, MpopUIaKTHIECKOe Ha3HAUYEHUE aHTHCEKPETOPHBIX CPEJCTB Ha dTare
MHAYKIIMOHHOW Tepanuy MOoKa3aHo JIUIIb MallMeHTaM C MOBBIIICHHBIM PUCKOM $3BO00Opa30BaHUS.
Onnako, AASLD pexkomenayet npu naunuanuu tepanuu AUID naznavats 'K ognoBpemenHo ¢
a"tanunamu [1]. B To ke BpeMsi ClIoCOOHOCTh aHTALUIOB MPEAyNpPeXIaTh I3B000pa30BaHUE B
KKT comuutensra [718] u oHum He BXomsaT B pexomeHpanmu no mpodwmiaktuke HIIBII-
racrponaruii  [720]. UIII »>¢pdexktuBHO NPeIOTBpPAINAIOT  IOSBICHHE  I[TOBPEXKICHHUI
raCTPOMHTECTUHAIBHON CIM3UCTON 000J04YKM Ha (pOHE MpreMa MOTEHIUAIBHO YJIbIIEPOTeHHBIX
npenaparos [720].

e Pexomenayercsa mposeneHue 330¢aroracrpoayoneHockonuu nanpuenram ¢ AU u
JKECTKOCTHI0 MevYeHu 1o AaHHbIM T3 >20 klla, win KoJIU4YecTBOM TPOMOOIUTOB B
nepudepuyeckoii kpoBu mMenee <150x107/1, nian noxazanubiv LT 1051 BBISIBJICHUS
BAPUKO3HO-PACIIMPEHHBIX BeH MHIIEBOJAa M JKeJdyAKa M OLEHKH PHCKa
KpoBoTeuenmii [95].

YpoBenb  yOenurteqbHOCcTH  pexoMeHganmuii C  (ypoBeHb  J0CTOBEPHOCTH
A0KA3aTeJNbCTB 5).

Kommenmapuu: Koucencyc «baBeno VII» pexkoMeHayeT [isi CBOEBPEMEHHOTO
BBISIBJICHUSI KIIMHUYECKU 3HAYUMBbIX NposiBieHuit [1I" BBIMOMHATE 330¢aroractpo1yoeHOCKOIHUIO
narnuenTam ¢ L{IT u xecTtkocThio neuenu no ganHeiM T >20 kI 1a nnu kom4ecTBOM TPOMOOITUTOB
B nepudeprueckoii kpou Menee <150x10%n [95]. Dra pexomennanus otHocutcs K L{I1 mro6oit
stnonorun, AUI' B cragum LI, npyrux moporoBbIX mHoKa3aTesnel, Ha OCHOBaHMM KOTOPBIX
pPEKOMEHAyeTCsl CKPUHUHT BApUKO3HOIO PaclliMpeHUsl BEH MUIIEBOa, HE pa3paboTaHo.

e Pexomenayercs mnpu BaknuHanuum nanueHToB ¢ AHWUIT (B coorBercTBMH C
HAIIMOHAJIBHBIM  KajleHIapeM MNpPOo(UIAKTHYEeCKMX TNPHBHBOK, KaJeHIapeM
npopuaakTHYeCKNX NPUBUBOK M0 3MUAEMHYECKHM MOKa3aHUSIMH) € LeJbI0
CHHKEHHUsS] pucKa ee HeI(PPEKTUBHOCTH BbINOJHATH BakuuHauuw A0 UCT unu B
nepuoa mnoaaepxusawmeii MCT, kpome ciydaeB, TpeOyHOIIMX HEOTJIOXKHON
BakuuHaumm [1, 174, 176, 721, 722, 723].

YpoBenb yOeauTeibHOCTH  pekoMeHgauuii B (ypoBeHb  /10CTOBEpPHOCTH
JI0KA3aTeJbCTB 3).

Kommenmapuu: Tlammentsr ¢ X311 u HII nnm 6e3 LII Haxomstcs B rpymme pucka
pasBUTHS TEYCHOYHOM JEKOMIICHCAIIMM TPU 3apaXEHUHW BHUPYCHBIMU WM OaKTepUalbHBIMU

uHdpekusMu. Hexkotopele nHGEKIIMOHHBIE 3a001€BaHus, MPO(PUIAKTHKA KOTOPHIX BO3MOXKHA C
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MOMOUIbIO BaKIUHAIMK, MOTYT OBITH OOJee pacHpoCTpaHEHbl WIM TNPOTEKaTh TSKelee Y
nanuentoB ¢ X3II, B Tom umcie Ha cranguu LII, u y peuunuentos mocie TII, yem cpenu
HaceleHWss B LeioM [722, 724]. Psn KOHCYJIbTaTUBHBIX KOMHTETOB 10 WUMMYHH3AlUH B
KJIMHUYECKOW NPAaKTHKE B HACTOsSIIEe BpeMsl pEeKOMEHIYIOT BakuuHaiuio npu X3II mportus
Bupyca remaruta A (HAV), BI'B, rpumina, mTHEBMOKOKKA, OMOSICHIBAIOIIETO JIKINAs, CTOJOHSKA,
mudrepun, xokmoma u SARS-CoV-2 [723, 725]. BakuuHaimo jKelaTeIbHO MPOBOAUTH 0
Hauana CT [726].

Cuctematndeckuid 0030p W MeraaHanus 12 KW, mocBsIEHHBIX BaKIMHAIIMK TPOTUB
rpurna npu X311, mokazanu, 4To ypoBeHb cepokoHBepcuu coctaBui ~80% miisa mramma A/HiN1
1 ~87% st mramma B. XoTst He ObUTO CYIIECTBEHHOTO BIHMSIHUS HA CMEPTHOCTD OT BCEX IPUYHH,
BaKI[MHAIMS CHU3MJIa IOTPEOHOCTh B rOocuTaIM3anuu Ha 27% [727].

BocnpuuMuuBOCTh y TAIlMEHTOB C ayTOMMMYHHBIMH 3a00JIEBaHUSMU TE€UEHU K
uH(ekuuy, Bei3BaHHOM Bupycom renatuta A (BI'A) u Bupycom renaruta B (BI'B), coctaBuna 51
1 86% COOTBETCTBEHHO, a yacToTa MHpuuUpoBaHus cocrasmina 1,3 (mus BI'A) u 1,4 (nns BI'B)
Ha 1000 yenoBeko-yet [721].

[TaruenTam, He3amuieHHbIM OT uHpeknuii, Be3BaHHBIX BI'A u BI'B, cnemyer mo
BO3MOXKHOCTH TIpoiTH BakiuHanuio nepen MCT. 3anuTHple aHTUTENa BBIpabaThIBAIOTCS Y BCEX
NAMEHTOB, BaKUMHUPOBaHHBIX OT BI'A, 'y 76% mnanuenToB, BakiMHUpoBaHHbIX OT BI'B, npu
ITOM HEy/a4yM BaKI[MHAI[MY B OCHOBHOM mpunuckiBatorcst Binustauto UCT [721, 723].

He Obuio oOHapykeHO yOeIuTeNnbHOW CBSI3M MEXIY BaKIMHAIMEeH MpOTHB BUpYca
renatutTa B M BO3HMKHOBEHHWEM AayTOMMMYHHBIX 3a00JIEBaHHil: TOJIBKO OJHO HCCIEIOBaHHE
MOKa3aJI0 TOBBIIICHHBIH PUCK MEXIy MMMYyHH3AIMeld NMPOTHB rematuta B u ayTOMMMyHHBIM
3aboneBanuem [728, 729].

HakTHBUpOBaHHBIE BAKIMHBI MPEANOYTUTENbHEE JKUBBIX OCTAO0JICHHBIM JIMIIAM,
nonyyaromuM Beicokue a03bl MCT, wu3-3a pucka pacrnpocTpaHeHus HH(eKknuu (ckopee,

MOTEHIMATBHOT0, TOCKOJIBKY MOTO0HBIX CIy9YaeB 3aperucTpupoBano maio) [723, 725, 730].

5.2 HabGa1oaenue

e PexoMenayercsi mocjie JOCTHKeHHUsI NMOJHOro Omoxmmu4eckoro orsera Ha UCT y
nanueHToB ¢ AUI" BBINOJIHATSL peryJisipHblii KOHTPOJIb J1A00PaTOPHBIX NMOKAa3aTeJIeH
AKTHBHOCTH 3200/1eBaHUsI M 0€30IIACHOCTH JICYeHHs, BKIIOYAIOIIHNH aHAJINU3 KPOBH
OMOXMMHUYECKH I o01IeTepaneBTHYECKUI U HCCIIeI0BaHUE YPOBHSH
HMMYHOrJI00y/1nHa G B KPOBH /IS olleHKH 3 dexkTuBHOCTH Jevenus [1, 1, 137, 374,

375].
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YpoBenb yOeauTebHOCTH  pexkoMeHgauuii B (ypoBeHb  /10CTOBEpPHOCTH
A0KA3aTeNbCTB 3).

Kommenmapuu: OntumanbHble CPOKH KOHTPOJIS JIAOOPATOPHBIX M MHCTPYMEHTAIBHBIX
MoKasarejieli akTUBHOCTU 3a00J€BaHUs HE HU3y4aJIiCb B KH. U3 J'Ia60paTOpHI>IX MoKa3arejie
Tpe6yeTc;1 MOHUTOPHUHI' KIIMHHUYCCKOI'O aHaJiu3a KpOBH, daHAJIM3a KpPOBU OHOXUMHYECKOTO
(obLieTepaneBTMYECKOr0) M YpPOBHSA WMMMyHornobynuHa G B KpoBu. Mccrnepyemble
napamMeTpbl 6uoxmmuyeckoro (obLueTepaneBTUYECKOro) aHanmsa KpoBU  [OJDKHbI
ob6s13aTenbHo BktovaTb AT, ACT, 06wwnin 6unnpy6buH, LL®, kpeaTuHuH, rntokosdy, MHO. OHu
MOryT ObITb AOMNOJSIHEHbI APYrMMM MnokaslaTensaMyu 6e30MacHOCTM B 3aBUCMMOCTM OT
Ha3HaYeHHbIX NNeKapCTBEHHbIX CPeACTB.

OpUEHTUPOBOYHbIE CPOKW KOHTPONA NabopaToOpHbIX W  WUHCTPYMEHTasIbHbIX
nokasaTtefnen ykasaHbl B Tabn. 2. Bonpocbl KOHTponsa nabopaTopHbIX NapaMeTpoB Y
nauneHToB, He AOCTUILNX OTBETAa Ha Tepanuio, paccMaTpuBalroTcs B pasgene «JleyeHue».

OTAenbHyto Npobaemy NpeacTaBnsieT pUCK akTUBaLUMK NaTEHTHbIX MHPEKUNA npu
NCT. Bonpocbl peaktuBauuum BI'B paccmoTtpeHbl B pasgene 3.2.6.8.1. B pernoHax c
BbICOKOM pacnpoCcTpaHEeHHOCTbIO Ty6epKyesa LenecobpaseH CKPUHWUHE Ha ero flaTeHTHble
dopmbl  go Hayana npumeHenua WCT. CornacHo [lpukasy MwuHucTepcTBa
3apaBooxpaHeHnss P® ot 21.03.2017 N2 124H «O6 yTBEpXAEHWM Mopsiaka U CPOKOB
nposefeHnsa NpoPunakTU4ecKnx MeauLNHCKUX OCMOTPOB rpaXxaaH B Lensx BbiBNEHUSA
Ty6epkynesa» (C UsSMeHeHUsaMM 1 gonosiHeHusiMn) ot 19.11.2020), B3pocsble, nonyyatoLme
K n UCT, go/mKHbl NpoxoauTb npodunaktTuyeckne ocMoTpbl 1 pas B rog [731].

e He PEKOMEHAYETCA AJA KOHTPOJA HaA AKTHBHOCTLIO 3200J1eBaHUA MMOBTOPHOE
onpeaeJeHue MHCXO0AHO BbBIABJICHHBLIX AYTOAHTUTEI B MNEpUO] HaGJIlOIleHI/Iﬂ 3a
B3pocabiMu nanuentamu ¢ AUT [1, 235].

YpoBenb yOeaurTeqabHocTH  pexkomeHgauuid C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 4).

R'o.wuenmapuu: OTIICJ'ILHBIG rernaToJIOrn4eCKue acconuanu, IOMUMO PYTHUHHBIX TECTOB,
NpeAIaraloT BBINOIHATh KOHTPOJb ayTOAHTUTEN Kaxasle 3 mec. [137]. Turpel ayroaHTHTEn
ATMA u anti-LKM-1 y neteii OpueHTHPOBOYHO OTPAXKAIOT TSHKECTh 3a00JICBAHUS U PEAKIHIO Ha
neuyerre [350], HO y B3pOCIBIX OHH OYECHH CIa00 KOPPETMPYIOT ¢ aKTUBHOCTHIO 3a00JICBAHMS,
KJIMHUYECKHM TEYCHUEM M OTBETOM Ha JieueHue [316], mosToMy HET HEOOXOAUMOCTH PETYISIPHO
KOHTPOJIUPOBATH 3TOT mapametp [1].

K wnckimrodeHHSIM MOXKHO OTHECTH CUTyallul CYHIECTBECHHOI'O M3MCHCHUA KIMHHYCCKUX

MPOSIBIICHUH, a TaKXKe CIIydan UCXOIHO cepoHeratuBHOro AT, moCKOJbKY ayTOAaHTUTENIA MOTYT
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MOSIBUTHCS B JalbHEHIIEM M OKOHYATECILHO MOATBEpauTh auaruo3 [1, 235, 733]. Kpome Ttoro,
MIOBTOPHOE ONpEIENICHHE ayTOAHTUTENI MOXKET TpeboBarbes mpu auddepeHnnanun KCTHHHOTO
AUT u JIN-AIIT" [357]. Ho B 3THX cilydasix MOBTOPHOE OIPECICHUSI ayTOAHTHUTEI HAIPaBICHO
HE Ha KOHTPOJIb aKTUBHOCTH 3a00JIeBaHMsI, @ HA yTOUHEHHE JUarHo3a.

e Pexomenayercs mnpu AHWNI mociae ormennt HMCT obGecnedyuTh TMNOKHU3HEHHOE
Ha0J/110/leHHe, BKJIIOYAI0lee AHAIH3 KPOBU OMOXMMHMYECKHUIl o01eTepaneBTHYeCKUH
(AJIT, ACT, o6muii 0nmpy0uH) u Mcciae0BaHUE YPOBHA UMMYHOrJ100yJnHa G B
KPOBH € MEPUOAMYHOCTHIO 1 pa3 B 3 Mec. B TeueHHe NepBoro rojaa u 1 pas B 6 mec. B
nocjeyonue Troabl /JJs CBOeBPEeMEHHOIro BbisABJeHHus peuuausa AU u
nasnauenusi UCT [1, 137, 309].

YpoBenb  yOeguTenbHOCTHM  pekoMenaaumii B (ypoBeHb  /0cTOBepHOCTH
J0KAa3aTeJbCTB 3).

Kommenmapuu: Peunynus damie BCero BO3HUKaeT B TeueHUe |-ro roja mocie
HPEKpAIICHUs TEPAITNK, HO MOXET Pa3BUThCS U CITYCTsSI MHOTHE TOJIbI U JecsaTuiietus [424, 442].
Tax, o JaHHBIM MYJIbTHIIEHTpOBOTrO perpocnekTuBHoro KU1, uepes rox nocie ormensl UCT 59%
nanueHToB TpeOyroT nosTopHoro HazHaueHus VICT, a yepe3 2 u 3 roaa ux a0J1s yBeJINYUBAETCS
1o 73 u 81% coorBerctBenHo [427]. IToaromy marumentsl ¢ AUT mocne mpekpamennss UCT
HY)KJAIOTCS B TIOCTOSIHHOM MHOTOJIeTHEM HaOmrofeHuu. OnTuManbHas 4acToTa KOHTPOJBHBIX
oOcnenoBanuil He onpexaensiack B KM, HO, HCX0As1 M3 CPOKOB pPELUANBOB, MPEANIONATaeTCs, YTO
nabopaTopHbIii MOHMTOpUHT (ompexaeneHue aktuBHoctd AJIT u ypoBHa IgG) pomxken
BBITOJHATBHCS KaXK/ble 3 Mec. B TeUeHHUE | ropa mocie OTMEHBI TEPAINU, a Jajlee — Kaxzable 6
Mmec. Ilpu cpaBHeHMM J1aOOPATOPHBIX JAHHBIX M THCTOJOTMYECKUX XapaKTEPUCTHUK COCTOSHUS
Ne4YeHU OBbLIO MOKa3aHO, YTO NAI[UEHTHI, Y KOTOPBIX 3TH J1a0OpaTOpPHBIE MTOKA3aTeIN HaXOAUIUCh
B mpeaenax pedepeHTHBIX 3HAYCHUI, MMEIOT HU3KHUH PHCK mporpeccupoBanust Gpuodposa [144].
JucnancepHoe HaOMI0I€HUE TOIHKHO IMPOBOINUTHCS B TEUEHUE BCEH JKU3HU.

e Pexomenayercss mnammeHTaM co0 CcHOHTaHHOW pemuccuedn AHNI (orcyrcrBHeM
AKTHMBHOCTH COIVIACHO KJMHUYECKUM, JIA0OPATOPHBIM M MOP(OI0rHYecKUM
AaHHBIM) 0e3 TsKes0ro pudposa u LI npoBoguTs IMHAMHUYecKOe HAOM0AeHHe 1 pa3
B 3 Mec. (aHaau3 KpoBH Omoxumuueckuii odmerepanesTuueckuii — AJIT, ACT,
o0uIuii OMJIMPYOMH M HCCJIe0BaHHE YPOBHSI UMMYHOIJI00yauHa G B KPOBH) sl
CBOEBPEMEHHOTI'0 BbISIBJIEHUsI AKTHUBHOCTH 3a00/1eBanusi u Ha3Hayenust UCT [1, 309].
YpoBenb  yOenurteqnbHocTH  pekoMeHaamuii C  (YypoBeHb  J0CTOBEPHOCTH

A0KA3aTeNbCTB 3).
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Kommenmapuu: AUT" moxer nebrotupoBarh noseimenrneM aktuBHOCTH AJIT u ACT co
CIOHTaHHOM HOpManu3anuei. I1o JaHHBIM PEeTPOCHEKTHUBHOIO aHalW3a Cepuu ciydaes, y 18%
naiueHToB ¢ AWI B aHaMHe3e wHMeeTCs TMOAOOHBIA SIU30/ TOBBIIMICHUS AKTHBHOCTH
CBIBOPOTOUYHBIX TPaHCaAMHHA3, KOTOPBIM pa3pelnicsl CIOHTaHHO. [Ipu 3TOM nepuon BpemeHw,
pa3IeNSIONINMA JBE BCIBIIIKH, COCTaBIsI OT 4 Mec. 70 23 et (B cpeaHeM — 10 mec.), a marueHThl
CO CIIOHTAaHHOW HOpMalM3allMed TpaHCaMUHA3 IpU pEaKTUBALMU IIpoliecca HUMenu Oosee
BbICOKYI0 akTBHOCTH AJIT B chiBOpoTKe, Xyxke orBevanu Ha ICT u wame Hyxnanuce B TIT [734].
[ToaToMy CIIOHTaHHOE BBI3ZOPOBIEHUE HE JOJDKHO BBOJIUTH B 3a0y’KIACHHE, a BO3ZMOKHOCTh
pEaKTUBAIMU Tpollecca OIpeaenseT HeoOXOAMMOCTh TIHIATENbHOTO HAOMIOJAEHHUS 3a JSTOU
KaTeropueu naueHToB.

K nmanuenTam co CoHTaHHOW peMHCCHEN CIIeyeT OTHECTH JIUL C JaHHBIMHU O HAJIMYUU
AUT (BepositHbI miu onpenenenubiii AUI cornacHo BelllieyKa3aHHBIM KPUTEPHUSIM AUAarHO3a) U
OTCYTCTBHEM IMPHU3HAKOB aKTUBHOCTU 3a00JIEBAaHUS COTJIACHO KIMHUYECKHM, JIA0OPATOPHBIM U
rucroiorndeckuM nanHbiM (MI'A < 3 GamnoB). Takue nanueHTbl HYKIAIOTCS B aKTHUBHOM
JTUHAMUYECKOM HaOMIOJeHUU (Kaxable 3 Mec.) IJisi CBOEBPEMEHHOIO BBISBIICHUS AKTHBAIlUU
3abosieBanus u HazHadeHust VCT [1, 309]. Uckmoyennem OyayT sIBASTHCS CIIydad CIIOHTAHHOM
pEMICCHH Y TMAIIMEeHTa B COYeTaHUH C BbIpaxxeHHBIM prbdpo3om (F3) u LII. V takux manueHTOB
cnenyet paccMoTpeTs HazHaueHue MCT, mocKoabKy peakTHBaIus Mpoliecca MOKET IPUBECTH K
obIcTpoit nekommencanuu [1, 309].

e Pexomenayercss BbinmojiHenne TD medyenu mammentam ¢ AUD pasi MmoHMTOpHMHra
Te4eHUs1 3a00JIeBaHMsl, OLCHKHM BBIPAKEHHOCTH (uOpo3a M KOHTPOJIS HAX €ro
nporpeccueii/perpeccueii npu 10CTYIHOCTH YKa3aHHOT0 METO/Ia He paHee, YeM yepe3
6 mec. ot Hauasa UCT, a B nanbHeiimmem — 1 pa3s B rox [1, 170, 270, 273, 274].
YpoBenb  yOenuTenbHOCTH  pekoMeHgauuid B (ypoBeHb  10CTOBEPHOCTH

JA0Ka3aTeJNbCTB 2).

Kommenmapuu: B perpocriektTuBHOM uccienoBanuu [273] Obuta olieHeHa B oOIIei
cinoxxknoctu 131 Ouoncusa neuenn y 60 marmentoB ¢ AUID u 6omee 900 TO y 125 manueHToB ¢
AUI'. B rpymne mnamuentoB ¢ AWI ¢ monHOM OMOXMMHYECKOM peMHCCHEH IOKa3aHO
CTaTMCTUYECKU 3HAYMMOE CHI)KEHHE >KECTKOCTH meueHu (—7,5% B roj), 4ro yKa3plBaeT Ha
BO3MOKHOCTBH KOHTPOJUPOBATh perpeccuto hrudpo3a ¢ momoirso TH.

VYMeHbIIIeHHE KECTKOCTH II€YEHH, OILEHEHHOE MEeToJoM T3, Koppeaupyer ¢
OMOXMMHUYECKUM OTBETOM, perpeccueii ¢pudposa u 01aronpusITHEIM IPOTHO30M IPH OLIEHKE Yepe3

6 mec. ot Hayana CT [273]. Onnako pe3ynbrathl TD He KOPPEIUPYIOT C HCXOA0M ITOCIIE OTMEHBI
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JICYEHUS] U C TUCTOJIOTMYECKUM MCCIENOBAHUEM JJIsl MPOTHO3UPOBAHUS YCTOMYMBOM PEMUCCUU
1ocJIe JIEYEHUs, U poib TO B IPOTrHO3UPOBAHUU PELUIMBA HEU3BECTHA.

VYcuneHnue BOCHAIMTENBHOM AaKTUBHOCTH, KaK IIPaBWIJIO, OTPAXXKAETCs IOBBIIMICHUEM
akTUBHOCTH AJIT B ChIBOPOTKE KpPOBH M MOYKET MPUBOAUTH K IMOBBIIIEHUIO KECTKOCTU MEYEHU
npu TD [734, 735]. B 3TOM citydae CHHMXKAeTCs1 JOCTOBEPHOCTh METOJA, TaK KaK MMOBBIIICHHBIC
MOKA3aTeIH JKECTKOCTH HE COOTBETCTBYIOT pa3pabOTaHHBIM KPUTEPHSIM JIJIsi UICTUHHOW OIICHKU
craguu ¢uodpo3a. [loaTomy pekoMeHIyeTcs BBHIMONHATH 1D uepe3 6 Mec. JEUeHHs, KOTaa
BOCTAJIUTENbHBIE IPOLIECCHl B TMEYeHU OyayT IMOAaBIEHbI M MOTYT OBITh MOJYy4YeHBI Oolsee
JIOCTOBEPHBIE JaHHBIE O BbIpaKEHHOCTU (Pubpo3a u npu ycinoBuu aktuBHoctd AJIT < 5 BI'H
[270].

o Pexomenayercsi npoBeneHue diacromerpun nedyenn 2D-SWE nauuentam ¢ AUT nas
MOHHTOPHMHIAa Te4YeHHsI 3a00JieBaHHsI, KOHTPOJS HAI mporpeccueii/perpeccueii
¢uodpo3a npu HegocTynmHocTH T M TOCTYNHOCTH YKa3aHHOTO MeToaa [276].
YpoBenb  yOenutenbHocTH  pekomengamuii  C  (YypoBeHb  /10CTOBEPHOCTH

A0KA3aTeNbCTB 4).

Kommenmapuu: Otanunsie oT TO MeToasl 3nactorpaduu Moka HeJOCTaATOYHO U3yUYalHCh
y martuentoB ¢ AUT [736, 737, 738], Ho MOTYT OBITh HCITIOIB30BAHbI TIPH HepocTymHOCTH TD. Tak,
B PETPOCIEKTUBHOM HccienoBaHuu, BkimodaBiieMm 103 manuenta ¢ AUI, kecTKOCTh medeHu
onenuBanack 2D-SWE asnacromerpueii. AUROC npu BBISBICHUM 3HAUYUTENBbHOTO (PuOpO3a,
Tsoxenoro pudposa u L{I1 cocrasunu 0,84; 0,84 u 0,94, a moporossie 3HAUEHUS )KECTKOCTH TIEYSHU
JUIs TIPOTHO3MPOBAHUS 3HAYMTEIbHOrO (hubposa, Tspkenoro ¢udbposa u LIT — 10,0; 15,8 u
19,3 kIla coorBercTBeHHO. [lockonbky 2D-SWE snacTromeTpus iedeHu SBIseTCs allbTepHATHBOM
T3, T0 BBIOOP CPOKOB €€ npoBeAeHUs OyneT aHasoruyeH TO.

[Tpu vammuuu LI y manmenta ¢ AUIT HaGmoeHre 1 NpopuIaKTHUECKUE MEPOIPUATHH
JOJKHBI TPOBOAUTHCS Kak Juist manuenTa ¢ L{I1 cormacuo aeiictyronm KP «uppos u hpudpos

IICYCHUN».

6. Opranu3anusi OKa3aHusi MeIUIMHCKOH MOMOIIH
6.1 IMoxka3zaHus AJIs1 IKCTPEHHON IOCIUTAIU3ANUMN B MEIUIIMHCKYIO OpPraHU3aLNIO0 [IPU
AUl
— OTAMUI ¢ npu3HakaMH HapacTaroIIe OCTPON MEUEHOYHON HEIOCTAaTOYHOCTH
— nexomneHcupoBaHHbiid L1 ¢ ocnoxuenusmu I u (unum) ¢ npu3HakaMu BBIPAKEHHOU
WIAM HapacTalwmeld TEeUYeHOYHOW HEJOCTaTOYHOCTH, TpPEOYIOIMMU  He3aMeIUTEIbHON

KOPPEKIMHU, B TOM YHKCJIE ¢ BbIpaxkeHHOU [19.
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e Pexomenayercs roCUTAJIM3UPOBATH MalMUeHTOB c OTAUI |
aexkomneHcupoBaHHbIM LI ¢ ocnoxuenusamvu II' u (nam) npu3HakaMu BbIpazKeHHOM

WIM HapacTaoumeil nme4yeHOYHOH HeIO0CTATOYHOCTH JJis1 ofecriedeHHMs JieYeHHS W

MoCTOsIHHOrO Hadmoxenus [739, 740].

YpoBenb yOeaurTeqabHocTH  pexkoMeHaaumidi C  (YypoBeHb  J10CTOBEPHOCTH
A0KA3aTeNbCTB 4).

6.2 Iloka3zanus AJds IJIAHOBO# roCMUTATU3ANUM B MEIUIMHCKYI OpraHU3alUI0 IpU
AUl

— npebror wim peruauB AU ¢ mpu3HakamMu TNMEYEHOYHON HEAOCTATOYHOCTU WITU
BBIPAKEHHBIMU KIIMHUYECKUMU WM JJA0OPATOPHBIMU MTPOSIBJICHUSIMU;

— Hed(PPEKTUBHOCTD Tepanvy Ha aMOYJIaTOPHOM JTarle;

— HEOOXOAMMOCTh MPOBEACHHS AUATHOCTUYECKUX MPOLETYp, KOTOPhIE HE MOTYT OBITh
BBITIOJTHEHBI B aMOYJIaTOPHOM MOpPsAKE (HarpuMep, OUOIICHS TTEYeHH );

— HE00X0IUMOCTh TIPOBeACHUS AU HEPCHIINATHHO-TUATHOCTHYSCKUX MEPOTIPUSTHI JIS
WCKIIIOUCHHS APYTHX MPUYUH TMOPAKEHUS] TEYCHH, KOTOPhIE HE MOTYT OBITH BBIMOJHEHBI B
aMOyJIaTOpHOM HOopsAKe (Hanpumep, OHOICUs TICUYEHN );

— HEOOXOJIMMOCTh dCKaNlalliy 7103 MPEernapaToB WK Mepexo/a Ha CIEAYIOIIYI0 JTUHUIO
Je4YeHus, TpeOyroliee KPYriIoCyTOUYHOTO JUHAMHYECKOTO HAOMIOJCHUS, JTUOO HEBO3MOXXHOCTH
BBITIOJIHEHHS] aKTUBHOTO IMHAMUYECKOTO HAOI0IeHUs] B aMOyJIaTOPHOM TOPSIJIKE;

— nexomnencauus LII ¢ ocnoxkuenusmu III' ¥ me4yeHOUYHOM HENOCTATOYHOCTBHIO, HE
TpeOyIOIMMH He3aMeITUTETbHOW KOPPEKIIHH;

— couetanue AWID ¢ apyruMu COCTOSHHMSIMHU, OCJIOXKHSIOIIMMH T€UEHHE 3a00JIeBaHMS,
TPEOYIOIMMH  MYJIbTHAUCIUIUIMHAPHOTO BEACHUS TMalueHTa W (WIH) KPYrJIOCYyTOYHOTO
HaOJII0ICHUS,

— nono3penue Ha AUI de NOVO y manueHToB, MepeHeCnX TPAHCIUIAHTAIIMIO TTEUYCHH.

6.3 Iloxka3aHus K BBINUCKE NALMEHTA U3 MEeAULIMHCKON OPraHu3aluuu

— YCTOMYMBOE CHIYKEHHUE KIIMHUKO-TA00paTOPHBIX MMPU3HAKOB aKTUBHOCTH 3a00JI€BAHNS,

— KOMIIEHCALIHS PA3BUBIIMXCS OCI0KHEHUH, MOCITYKUBIIUX PUYMHON TOCITUTATN3ALIUN;

— OTCYTCTBHE TSDKENIBIX TOOOUHBIX A(H(PEKTOB CKOPPEKTUPOBAHHOTO Kypca MPOBOANMOMN
Tepanuu;

— BO3MOXKHOCTb TE€POPAJIBHOTO TMpHUEeMa JIEKApCTBEHHBIX CPEICTB U OTCYTCTBHUE
HEOOXOIMMOCTHU UX MAapPEHTEPAIILHOTO IPUMEHEHUS Ha PETYIISIPHON OCHOBE.

6.4 Unble opraHu3anMOHHbIE TEXHOJIOTUH
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Onuaemuonornyeckass 0€30MaCHOCTh MAalleHTa BBICOKAs, OJIHAKO HE00XO0IuMO
YUUTBHIBaTh UMMYHOCYNPECCUBHBINA 3((eKT 0a30BBIX CPEJCTB JICYCHUS W TOBBIIICHHBIA PUCK
OaKTepHaIbHBIX U TPHOKOBBIX HH(EKINH, KOHTAarHO3HOCTh KOTOPBIX 3aBUCUT OT BO30YTUTEIS.

KoHcynbpTanuu Apyrux crenuagiucToB:

— peBMaToJIOr (MPU COYETAHUH C APYTUMU ayTOUMMYHHBIMH 3a00JI€BaHUSIMH);

— aepmMarosor (Ipy HAJIMYKUU KOKHBIX MPOSBICHUM 1751 OleHKH uX cBsizu ¢ AUTD mwnm
Bepu(UKALUU COMYTCTBYIOUIETO KOKHOTO 3a00neBanus, He cBs3anHoro ¢ AUI);

— SHJOKPUHOJIOT (IIPY MOI03PEHUH HAa Ay TOMMMYHHBIN THPEOUTNT);

— odranemonor (auddepeHunanbHplii auarHo3 ¢ bB, mpu coderanum ¢ Apyrumu
AyTOMMMYHHBIMHU 3200JICBAHUSIMH);

— wHeBponartoyor (auddepeHnnanbHpli quarao3 ¢ bB, mpu couetanmm C ApyruMu
ayTOMMMYHHBIMHU 3a00JICBAHUSIMH);

— XUpYpr Ha cTaauu AekommeHcupoBanuoro LI (cneruanuct mo jeyenuto I1T7);

— XUPYpPI-TPAHCIIAHTOJOr Ha cTaauu JaexkomneHcupoBaHHoro LI wim mpu OTAUD
(pemenue Bompoca o TII);

— (¢Tu3naTp B peruoHax C BBICOKOH pacHpOCTPaHEHHOCTbIO TyOepKyie3a — BceM
nanuenTtam nepeq HazHadeHueM VCT u reHHO-MH)XEHEpHOM OMOI0rnYecKoi Tepanuu,

— ricuxuarp (Mpu NOJO3PEHUHN Ha PA3BUTHE TPEBOXKHBIX U JEMIPECCUBHBIX PACCTPONCTB);

— M€I[I/IIII/IHCKI/II>1 IICUXOJIOT.

7. lonoiauTebHAs HHpopManus (B TOM 4uciie (paKTOPbI, BJIAUSIOIINE HA

HCXO0/1 3200/1eBAaHUS UJIM COCTOSTHUSA)

OtcyTcTBYyeT.

Kpurepuu oneHkn kayecTrsa MeAMIMHCKONW TOMOIIH

Ne | Kpurtepnii kauecTBa Ounenka
BBINOJTHEHH S

1 |[BeimonHeHn mnpueM (OCMOTp, KOHCYJbTalMs) Bpada-ractposHreposoral [la/ner
[IEpBUYHBII

2 | IlpoBenen oOuwii (KITMHUYECKHUN) aHAIH3 KPOBH Ha/uer
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[IpoBeneH OHOXMMHYECKHI OOIIeTepaneBTUUECKU aHalu3 KpOBU
(Bxmouarommii AJIT, ACT, II®, I'TT, obmuii OuaupyOuH M €ro
dbpakuum, ol Oenok, anbOyMHH, TIIOKO3y, KpEaTWHWH, HATPHUH,
Kajui

Jla/Het

[IpoBeneH aHanmM3 KpPOBM — KoaryjorpaMma C OIpeAesieHUEM
nokazareneit: MHO, mnpoTpoMOWHOBBIM HMHIEKC, MPOTPOMOHMHOBOE
BpeMs

Jla/Het

[TpoBeneHo wcclieoOBaHUE YPOBHS MMMYHOTJIOOYJIMHOB Kiacca G u
(unn) y-rI0OyIMHOB B CHIBOPOTKE KPOBU

Jla/Het

[Ipy BO3HHMKHOBEHHMM TIOJO3PEHUH HA pa3BUTHE KOMOPOHMIHOTO
MMMYHO3aBUCUMOTO 3a0osieBanHusi y mnamuenta ¢ AWI mposenena
KOHCYJIbTalus pOGUIBHOTO crienuaiucTa (peBMmaroJiora,
ITyJIBMOHOJIOTA, remMaroJiora, 9H/I0KPUHOJIOTa, JIepMaToJIora,
o(rampMoIora, HeBpOIATOJIOTa)

Jla/uer

[IpoBeneHo omnpeseneHne colepx aHus CHIBOPOTOYHBIX ayTOAHTUTEN C
nomoieio Metoga HPU®D: AHA, antu-LKM-1, ATMA, AMA

Jla/uer

[Tpu oTpuIaTeILHOM PE3YIbTATE BBISABICHHUS ayTOAHTHTEN C TIOMOIIBIO
HPU® nposeneHo onpeneneHue conepxanus aHtu-SLA/LP u antu-LC-

1, anTUTEN K UTOIIIa3ME HEUTPOPHUIIOB B KPOBU

Jla/aet

[Tpu OTCYTCTBHMM HPOTHBOMOKA3aHUI MpOBEAECHA OHOICUS TIEUYEHU 0
"aszHauenusa UCT

JNa/uer

10

Beimonneno Y31 opranos OproirHoi MOIOCTH (KOMITJIEKCHOE)

JNa/uer

11

BepositHocts  amarHo3a  AWIT  omeHeHa MO YINPOIUIEHHBIM
nuarnoctuueckum kputepusim |AIHG (E.M. Hennes ¢ coast., 2008),
BKJTIOYAIOIIUM HAIHYUE ayTOAHTUTEN, ypOBEHb UMMYHOTTIOOynHa G B
KpPOBH, UCKJTFOYEHHUE BUPYCHBIX T€MAaTHUTOB U TUCTOJIOTHYECKYIO OLEHKY
ouornrara rne4eHu

Jla/uer

12

Brimonaena »30¢aroractpoayonenockonus no0 Hadaina UCT manueHnty
¢ AUI, umeromeMy (GakTopbl pUCKa Pa3BUTUS SPO3UBHO-SI3BEHHBIX
nopaxeHuit u kpooreueHuid (b u (Wnm) >kemygOYHO-KMILEYHOE
KpOBOTEUYCHHE B aHaMHeE3e), a Takke nonydaroriemy HITBIT mo moBoxy
COMYTCTBYIOIIMX 3a00IeBaHUI

Jla/aet

13

BrinosnHeHa rocnuTanu3anys NauueHTa ¢ ocTpbIM TshkenbiM AUTT wim
nexomriencupoBanHbIM LI 1 ocnoxxuenusivu [117 u (W) ¢ mpu3HakamMu
BBIPAYKEHHOW WJIM HapacTalollel NeYeHOYHOM HEAOCTATOYHOCTH

Jla/Het
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14

IIpu aktuBHOM AUI" Haznauena MCT (koMOWHanms NmpeaHU30JI0HA U

a3aTUOIIpHHA UJIM aJIbTEPHATHBHBIC CXCMBI)

Jla/Het
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Ipunoxenune Al. CocraB padoyeil rpynnsl o paspadorke u nepecMoTpy

KJIMHUYECKUX PeKOMEeH Al

PykoBoauTesb paboueii rpynmnbi:

1. MBamxud Baagumup TpopumoBuy — 11-p men. Hayk, npodeccop, akanemuk PAH, 3aB.
Kaeapoil NponeneBTUKH BHYTPEHHUX OOJe3HEH, racTpOIHTEPOJOIMH M IeNaTOJOrHU
Nuctutyta kimHuyeckod wmenunmabl mMmenn H.B. Cxmudocockoro ®I'AOY BO
«lIepBblii MOCKOBCKHI TOCYJapCTBEHHBIM MEIMIMHCKUNA yHUBepcuTeT umMeHu HW.M.
CeuenoBa» MunznpaBa Poccun (CeueHoBckuil yHuBepcuter), mnpesuaeHt POIIAUII,

npe3uaeHt PI'A. KoHpaukT nHTEpecoB OTCYTCTBYET.
CopykoBoauresin pado4eii rpynnbi:

2. Jpankmna Oxcana MuxaiijloBHa — 1-p Mea. Hayk, npodeccop, akagemuk PAH,
nupektop PI'bY «HarmonanbHbI MEIULIMHCKHUI HCCIIEI0BATENbCKUN UEHTP TEPANIUU U
npodunakTuyecko MmeauuHel»y Munsapasa Poccun, npesunent POITHU3. Kondnukr
UHTEPECOB OTCYTCTBYET.

3. Jluna Anekcanap MuxaijJoBu4 — J-p MeI. HayK, podeccop, WICH-KOPPECTIOHICHT
PAH, aupexkrop ®I'BHY «HayuHo-nccnenoBaTenbCKiil 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.

4. Haconos EBrenmii JIbBoBHY — 1-p Mez. Hayk, npodeccop, akagemMuk PAH, HayuHbIii
pyxosogutens PI'BHY «HayuHo-uccnenoBaTenbCkuii HTHCTUTYT PEBMATOJIOIMHU UM. B.A.

HaconoBoit», npe3uaent APP. KoHuUKT HHTEpECOB OTCYTCTBYET.
Cexperapuar padoueii rpynnbi:

5. Bunnunkasi Enena BaaaumupoBHa — 1-p Me. HayK, 3aB. OT/AesIoM renaroioruu [bY3
«MOCKOBCKMI KJIIMHUYECKUN HayyHO-NpakTudueckuii uneHtp umenn A.C. JlormHosa
JlenapramenTa 31paBooxpaneHus ropojaa Mocksbl». KOHDIUKT HHTEpEeCOB OTCYTCTBYET.

6. MBamkun KoHcranTnH BiaagmmmupoBuu — 1-p Men. Hayk, mpodeccop kademps
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

7. Paiixeabcon Kapuna JleonugoBHa — 1-p Menl. HayK, nmpodeccop HayuyHo-KIuHUYECKOTO

u OGp&SOB&TCHBHOFO HOCHTpa TAaCTPOSHTCPOJIOTUH U TICHATOJOTMHU MCECAHUIUHCKOTO
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uHctutyta PI'BOY BO «Cankr-IlerepOyprckuii rocyapCTBEHHBIH YHUBEPCUTETY,
npodeccop kadeapsl odmell BpaueOHON npakTuku (cemeitnoit meauuunel) ®I'BOY BO
«IIepbiit Cankt-IleTepOyprckuii rocy1apCTBEHHBIH 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-NpakTuueckuii uneHtp umenu A.C. Jlormnosa

JenapramenTa 3apaBooxpanenus ropojaa Mocksb». KoH(IUKT HHTEpEecOB OTCYTCTBYET.

PaGouas rpynmna:

9.

10.

11.

12.

13.

14.

15.

AdnyaranueBa /luana UasgapoBHa — 1-p Mmen. Hayk, mpodeccop, 3aB. Kadeapoi
rociutasibHor Tepanuu DPI'BOY BO «Ka3zanckuil TOCyHapCTBEHHBIM MEIUIIMHCKUAN
yHuBepcute™» Munsnpasa Poccuu. KoHQIIUKT HHTEpECOB OTCYTCTBYET.

Abnypaxmanos Jzkamana TunoBuy — 1-p Men. 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 KIMHUYECKUM HAay4YHO-TIPAKTUUECKUN LEHTP UMEHU
A.C. JlormnoBa [lemaprameHTa 3apaBooxpaHeHusi ropoga MockBe. KoHpaukt
UHTEPECOB OTCYTCTBYET.

AimxanoB Pycnan borpamoBmy — 1-p Men. Hayk, 3aB. OTA. XHPYpPrHYECKON
TpaHCIUIaHTOJIOTUM OpraHoB M TkaHed, ['BY3 «MockoBckuii KIMHUYECKHN Hay4dHO-
npaktuueckuii nentp umeHu A.C. JlormnoBa JlemaprameHnTa 3apaBOOXpaHEHUsI TOPOJia
Mocksb. KOHQIUKT HHTEPECOB OTCYTCTBYET.

bakyaun HWrops T'ennaabeBud — 1-p Men. Hayk, npodeccop, 3aB. Kadeapoit
MPONEAEBTUKN BHYTPEHHUX OoJe3Hel, ractposHTeposnioruu u aueronoruu um. C.M.
Pricca ®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 COTpyAHUK LleHTpa
IuarHocTuku 3aboneBanuil medeHH [BY3 «MOCKOBCKMIT KIWHWYECKUA HAy4IHO-
npaktuyeckuil ueHtp umenn A.C. JlorunoBa» [lemaprameHTa 3ApaBOOXpaHEHUSI TOPOJa
Mocksby. KOHQIUKT HHTEPECOB OTCYTCTBYET.

ByeBepoB Auiexceii OQuieroBu4 — a-p MeA. Hayk, Ipodeccop Kypca «rernaToJoTHsDy,

BEYLMI Hay4dHbIl coTpyaHUK otaeneHus renatoigoruu ['bY3 MO «MockoBckuii
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16.

17.

18.

19.

20.

21.

22.

23.

00JJaCTHOM  HAyYHO-UCCIICIOBATEIbCKUN  KIMHWYECKMH  WHCTUTYT uM. M.O.
Bnagumupckoro». KoHpaukT uHTEpEecOB OTCYTCTBYET.

BopooneB Cepreii JleonnnoBu4 — kanj. Mea. Hayk, aupekrop OO0 «HaunoHanbHbIN
HEHTP KJIMHUYECKOWM MOP(OJOTHUECKOW JIUArHOCTUKW», Bulle-mnpesuaeHt POOIL.
KoH(pauKT HHTEpECOB OTCYTCTBYET.

I'epacumoBa Ouibra AHaTo/IbeBHA — JI-p MEJ. HAyK, BEAYIIUH 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 WibHHUYHA — J-p MEJ. HayK, 3aB. Kapeapoil roCuTanbHON
tepaun  PI'BOY  BO  «lOxHO-Ypasnbckuii  roCyapCTBEHHBI  MEIUIMHCKUI
yHuBepcute™ Munszapasa Poccuu. KoH(MIUKT HHTEPECOB OTCYTCTBYET.

KapxoBa Mapusa CepreeBHa — KaHJA. Me€J. HayK, 3aB. OTJEJICHHEM TeNaTOJIOTUU
KJIMHUKM TPOINEJEBTUKM BHYTPEHHUX OOJIe3HEH, TacTPOIHTEPOJIOTUH U TeraToJOTHH
umenu B.X. Bacunenko YKbB Ne 2 ®I'AOY BO «Ilepsriii MockoBCKHIA rOCYJapCTBEHHBIN
MeauuuHCckuil yHuBepcutetr umenu .M. CeuenoBa» Munszapasa Poccun (CeueHOBCKHi
VYuusepcurer). KoHQIUKT HHTEPECOB OTCYTCTBYET.

Kypapiaesa Mapus CepreeBHa — KaHJl. MeJl. HayK, JIOLUEHT Kadeapsl NpONeIeBTUKH
BHYTpPEHHUX Ooe3Heil, ractposnTeposoruu u guerosnoruu um. C.M. Peicca ®T'5OY BO
«CeBepo-3anaHbplii TOCYIapCTBEHHBIM MEIUUMHCKUN yHUBepcuTeT wumenu .M.
MeunukoBa» Munsnpasa Poccun. KoHQIUKT HHTEpECOB OTCYTCTBYET.

HNnbyenxo Jlroamuiaa FOpbeBHa — 1-p Mell. Hayk, nnpodeccop kadeapsl TOCIUTATBHOMN
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-UCCIIEOBATEIBLCKUM OTIEIOM

naToMopQoJI0rHH, 3aB. Jaboparopueii maromopdonoruu kKMuHUKH PI'BY «DenepanbHblii
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24.

25.

26.

217.

28.

29.

30.

Hay4YHO-KJIMHUYECKHH IEeHTp WHOEKIMOHHBIX Oose3nein»y ®MBA Poccun, mpodeccop
HayuHo-knMHHYeCcKOro u 00pa3oBaTeIbHOTO IEHTPA FACTPOIHTEPOIOTUN U TeIaTOIOTHH
menunuHckoro uHcTUTyra ®I'BOY BO «Cankr-IlerepOyprckuil  rocyaapCTBEHHBIH
yHuBepcuteT». KoH(MINMKT HHTEpECOB OTCYTCTBYET.

Kasipurckass Upuna JIbBoBHA — 1-p Mea. Hayk, npod., 3aB. Kadeapoil Tepamwuw,
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, npodeccop PI'BBOY BO «Boenno-
meaunuHcKas akagemus uMm. C.M. Kuposa» Muno6opons! Poccnn. Kordumkt uatepecos
OTCYTCTBYET.

Kyuepsasbiii IOpuii AjiekcaHaApoBHY — KaHJ. MEJ. HAyK, JIOLEHT, 3aB. OTJEJICHUEM
ractposHteposniorun AO «MnpuHckas 6onpHULA». KOHGIUKT HHTEPECOB OTCYTCTBYET.
Jlanun Cepreii BiagumMupoBu4 — KaHJI. MeJl. HayK, 3aB. JJaOOopaTOpUE TUArHOCTHKU
ayTOMMMYHHBIX 3aboneBanuii Hayuno-mertoguueckoro nentpa MunszapaBa Poccun no
monekyispaot  MmeauumHe  OI'BOY  BO  «llepseiii  Cankr-IlerepOyprekuii
rOCYJIapCTBEHHbIA MEAMLIMHCKUN yHHBepcuTeT uM. akan. M.II. IlaBmosa» MuH3gpasa
Poccun. Kondaukt uHTEpECOB OTCYTCTBYET.

Jlus3zan Mapusi AHaToJibeBHA — JI-p Mejl. Hayk, ipod., uieH-kopp. PAH, pektop, 3aB.
kadenpoil ¢akynpTeTckoi Tepanuu M ractposHtepoiorun OI'BOY BO «Owmckuit
rOCy/IapCTBEHHBI MEIULIMHCKUNA YyHUBepcUTeT» Mun3apasa Poccuun, pyKoBOAMTEND
rpynnel  «Hayka»  HaydHo-oOpa3oBaTenpHOro  MeaMIMHCKoro  kimacrepa COO
«Cubupckuii», rnaBHbI BHemTaTHBIN crienuanuct-TepaneBT M3 PO no COO. Konpaukr
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
akanemuka A.M. I'panoBa» MunzapaBa Poccuu, nomnent HaydHo-KIMHHUYECKOTO WU
00pa30BaTENLHOTrO LIEHTPA FACTPOIHTEPOJIOTHH U FENaTOIOTMH MEIUIIMHCKOIO HHCTUTYTa
OI'BOY BO «Cankr-IlerepOyprckuii rocynapcTBEHHBINH yHUBepcuTeT». KoOHGIUKT
UHTEPECOB OTCYTCTBYET.

MacasHckuii  AJsiekced JleonmaoBuy — 1-p Men. Hayk, 3asenyrommid HIAJI
peBmatosiorud W uMMyHomnarojoruu  DPI'BY  «HanuoHanbHblid  MEAUIMHCKUN
uccienoBarenbckuil meHtp uM. B.A. AnmaszoBa» MunszapaBa Poccum, npodeccop
HayuHo-kn1HMYecKoro u 00pa3oBaTENbHOIO LIEHTPA TaCTPOIHTEPOJIOTUH U TE€NIATOJIOTUU
meauuuHckoro uHctutyra ®I'BOY BO «Cankr-IletepOypreckuil  rocyapcTBEHHBIN
YHUBEpCUTET», HayuHblld KOHCYJIbTaHT PI'BHY «HayuyHo-nccienoBaTenbCKkuii MHCTUTYT
pesmarosioru uM. B.A. HaconoBoit». KoHauKT HHTEpecoB 0TCyTCTBYET.

Huxkutun Hroppy I'enHaabeBH4 — 1a-p MeA. Hayk, npodeccop, 3aB. Kadempoii
rocriutanbHON Tepamuu uM. akaa. [.M. Cropoxkakopa yiedeObHOTO (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.

Mazenko Exarepuna BiuaguMupoBHa — KaHA. M. HAayK, MJAIIIUMKA HAy4YHbBINA
COTPYJIHUK TaCTPO’HTEPOJIOTUU U Tenarosornu MeaunuHckoro uneruryra ®I'bOY BO
«Cankt-IletrepOyprckuii  rocyaapcTBeHHBIH  yHHBepcuTeT». KOHGIMKT 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 BaaagmmupoBnu — 11-p Men. Hayk, mpodeccop, 3aB. kadeapoit
dapmakonorun u kauHUYeckon dapmakonorun @I'BOY BO «Cankt-IletepOyprekuit
rOCyJapCTBEHHBIN XUMHKO-(hapMalleBTHUECKU yHUBepcuTeT» MunzapaBa Poccun,

npodeccop HaydHO-KIMHUYECKOT0 U 00pa30BaTENbHOTO LEHTPA 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
rocyJIapcTBEHHON MeauiuHckor akanemun — ¢uimania 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 COTPYAHHUK
IlenTpa nmuarnoctuku 3aboseBanuii neueHu 'bY3 «MoCKOBCKUN KIMHUYECKUA HAYYIHO-
npaktuaeckuid neHTp umeHu A.C. JlornHoBa /lenmaprameHTa 31paBOOXpaHEHHUs Topoa
Mocksby. KOHQIUKT HHTEPECOB OTCYTCTBYET.

Cka3piBaeBa Exarepmna BacuibeBHa — KaHA. Mel. HayK, JIOUEHT Kadeapsl
IPONEIEeBTUKN BHYTPEHHUX OoJie3HEeH, racTposHTepojoruu u aueronorud um. C.M.
Pricca ®I'BOY BO «CeBepo-3anaanblii roCy1apCTBEHHbIA MEIUIIMHCKUN YHUBEPCUTET
umenu 1.M. MeunnkoBa» Mun3apasa Poccun. KoHMIMKT HHTEPECOB OTCYTCTBYET.
Crotkun Biaagumup EBrenbeBu4 — j1-p Mea. Hayk, nmpodeccop 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 Hay4dHbI COTPYIHUK OTHENeHMs TpaHciuiaHtauuu nedeHu ['bY3 «Hayuno-
UCCIIEIOBATEeIbCKUI  MHCTUTYT ckopod momomu uMm. H.B. Ckmaudocosckoro
JenapramenTa 3paBooxpaHeHus roposa MockBbl»y. KOHQIIMKT HHTEpPECOB OTCYTCTBYET.
XaiimenoBa Tarbsina FOpbeBHa — KaHJ. MeJ. HayK, 3aB. OTJCJICHHEM 3a00JI€BaHUIA
neyeHn ['BY3 «MoOCKOBCKMI KIMHUYECKUI HAy4YHO-TIPAKTHYECKUHA 1eHTp umeHu A.C.
JlornHoBa JlemapTrameHTa 3/ApaBoOXpaHeHUs ropoga MockBbel». KoHQIUKT nHTEepecoB
OTCYTCTBYET.

Xomepuku Cepreii 'epmanoBu4 — 1-p Me. HayK, Tpodeccop maToMopgoIorHIecKoro
otneneHus [' bY3 «MockoBCckM KITMHUYECKUI HaydyHO-TIpaKTUYeCKuil ieHTp nMeHu 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.
ITupoxona Enena HukonaeBHa — 1-p Mea. HayK, mpodeccop Kadeapbl MporeIeBTUHKH
BHYTPEHHUX OO0JIE3HEH, racTPOIHTEPOJIOTHH M TenaToJIOTMu MHCTUTyTa KIMHUYECKOU
mequiuabl umeHn H.B. CxmudocoBckoro DPI'AOY BO «llepsbiit  MockoBckuid
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 MeauuuHcKkou noMomu nanresram ¢ AUI cocraBieHsl B COOTBETCTBUU
¢ TpeboBaHusMH 1o pazpadborke KP menunumuckuMu npodeccrnoHaIbHBIME HEKOMMEPUYECKUMU
opranu3anusMu, 4acte 2 crtatbu 76 @enepanbHoro 3akona ot 21.11.2011 Ne 323-®3 «O6
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, ONUCHIBAIOIIEM JACHCTBUS Bpaya,
Mo AMarHocTuke, nuddepeHuanbHON TUarHoCTUKE, JICYSHHUIO, peaduInuTaluid U NpodUITaKTHKE
AUT.

IleaeBasi avIMTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMIA:

1. Bpau-ractposHTEpOIIOT.

2. Bpau-tepanesr.

3. Bpau o0weit npakTuku (ceMeiiHbIi Bpay).

4. Bpau-peBMarosior.

5. Bpaunm Japyrux CHeUMaTbHOCTEH, 3aHUMAloLIMecs JUAarHOCTUKOM U BEICHHEM
narueHToB ¢ AUI, a Taxke acCOlMMPOBAaHHBIMU M KOMOPOUTHBIMU 3a00JIEBAHUSIMU.

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 Oasupyrorcss 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)
Y Pacmugposka
1 | Cucremaruueckuii 0030p PKH ¢ npuMeHeHreM MeTaaHaIu3a
2 | Ornensupie PKM u cucrematnueckue 0030pbl HCCIIEAOBAaHUM r000ro ausaiiHa, 3a
nckioyenneM PKH, ¢ npuMeHeHneM MeTaaHainsa
3 | HepangomusupoBaHHbIE CPABHUTENIbHBIE UCCIIEIOBAHUS, B TOM YHCIIE KOTOPTHbBIE
4 | HecpaBHUTENbHbBIE UCCIIEOBAHUS, ONMCAHUE KIMHUYECKOIO Ciy4as WIM CEpUH CIIydaes,
HCCJIEIOBAHMSI «CITy4ail — KOHTPOJIbY
5 | Umeercs sumib 0OOCHOBaHME MeXaHU3Ma JIEHCTBHMSI BMEMIATENbCTBA (JOKJIMHUYECKUE

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 o0HoBneHust KP npeycMaTprBaeT uX CHCTEMAaTHYECKYI0 aKTyalu3aliio — 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

Jannsie KP pa3zpaOoTanbl ¢ yueToM cleayooluX HOPMaTHBHO-TIPABOBBIX JOKYMEHTOB:

1. ®denepanbubiii 3akoH Poccuiickoit @enepamuu ot 21.11.2011 Ne 323-d3 «O6

OCHOBAX OXpaHbl 3J0pOBbs Tpak/iaH B Poccuiickoit denepannny.

2. [Tpuka3 MunucrepcTBa 3npaBooxpanenust Poccuiickoit @eneparun 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 ~ MEIWIMHCKAX  YCIyT,  YTBEPXKICHHOH  mpuKa3oM  MUHHUCTEpCTBa
snpaBooxpaneHus Poccutickoit @eneparuu ot 13.10.2017 Ne 804w».
OcHoBHBIC Ipenaparsl A1 HMMYHOCyNIpeccuBHOM Tepanuu AU
HanmenoBanue IIyTe Ho3a Jlua | Coo | Ilokazanus ans | OcHOBHBIE
mpemnapara BBEJICH ust TBET | IPUMEHEHUS B | MPOTHBOIIOKA3
ust Tepa | CTBU | COOTBETCTBHHU C | aHUS CO
num | e MHCTPYKLHEH CTOPOHBI
uner | ['PJIC 3a0o0JieBaHus
pyKIL HeYeHH
uu
(Ip
JIC)
[Mpegauzonon** | Bayrpu | 1-1,5 1-a | Ja Ocrtpprii —
BEHHO | MI/KT/CyT TeraTuT
Baytps | 1-1,5 1-1 | Jla | Bocnanenue —
MI/KT/CYyT MIEYEHU
(remarur)
Azaruonpun™* Baytps | 1,0-2,5 1-a | Ja | AyroummyHHbIH | [lekomneHcup
MI/KT/CYyT XPOHUYECKHI oBaHHEIH [1I1;
AKTUBHBIN OCTpBII
TEMaTUT Tsokensii AU
MuxkodeHnonara Buytps | 1-2 r/cyt 1-a | Her | — Octpsiii
ModeTun# Tsokensii AU
Byneconug** BuyTtps | 9 mr/cyt 2-1 | Jla AUT Ge3 Octpbiit
THCTOJIOTHYECKHU | TSDKEIBIH
X IIPU3HAKOB AUT, 1T
111
Mepxkanrtonypun# | Buytps | 0,5-1 2-1 | 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,
Takpomumyc# Baytps | 0,1 Mmr/kr2 | 3-1 | Her | — —
pasa B JI€Hb
(mms
MIPOJIOHTHUP
OBaHHOU
¢dopmsl 1
pas B JICHB),
LeneBast
KOHIIEHTpaIl
Us B KPOBU
6—8 Hr/mn
** JlekapcTBeHHBIN mpenapar, Bxoasaiuii B Pacnopsokenue IlpasutensctBa PO ot 12.10.2019

Ne 2406-p (pen. ot 09.06.2023) «OO6 yTBepX JACHHH TIEPEYHS >KU3HCHHO HEOOXOIUMBIX U
BOKHCHIIMX JIEKAPCTBEHHBIX MPENapaToB, a TAKXKe MEPeYHEH JIEKapCTBEHHBIX MPENapaToB s
MEIUIIMHCKOTO MPUMEHEHUS W MHHHUMAaIbHOTO aCCOPTHMEHTA JIEKAPCTBCHHBIX IPENaparoB,
HEOOXOIUMBIX ISl OKA3aHHUSI MEAMIIMHCKOM TOMOIIINY.

# IlpuMeHeHHWe  JIEKapCTBEHHOTO  Mpermapara B  COOTBETCTBHH C  IOKa3aTeIsIMH
(xapakTepuCTHKaMH), He YKa3aHHBIMH B WHCTPYKIMH To ero mnpumeHenuio (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) — antunykieapsbie antutena Ha HEp-2-kietkax

anTu-LC-1 — aHTHTENa K IUTO30JILHOMY aHTUTEHY 1-TO THIa

anTu-LKM-1 — aHTuTena Kk MUKpocoMaM NedyeHu-novex 1-ro Tuma

aHTu-SLA/LP — anTHTENna K pacTBOPUMOMY aHTUTEHY TIeUeHHU / IEYCHOYHO-TTAHKPEATUIECKOMY
AQHTHUTEeHY

NCT — umMMyHOCYNIpECCUBHAs Tepanus

[NIBX — nepBu4HbIN OUIHAPHBIN XOJAHTUT

I1C — nepekpecTHBIN CUHAPOM

[NICX — nepBUYHBIN CKIEPO3UPYIOLIUI XOIAHTUT

IAIHG — International Autolmmune Hepatitis Group (MexayHapoHas paboyas TpyIimna 1o
ayTOUMMYHHOMY T'€IaTHUTY)

19G — ummyHornooynun 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, HEUCKIIKYAIOIINE AUATHO3, TPEK CUHETO 1IBETA — BO3MOXKEH IIEPEKPECTHBIN
CUH/IPOM.
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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

MeTabor3Ma npernapara #autonyputnosomM B go3ze 100 mr/cyr.

Coxkpamennsa: AUI" — ayronmmyHnHsli 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-TiaytamunTpancdepasa; UCT — nmmyHocymnpeccuBHas Tepanust; MPXIIT — marauTHO-
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 6enxy 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 —
tpancmnanTaus neuenu; UCT — ummyHocymnpeccuBHas tepanusi; MELD — monens onenku
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 ap.), no3TOMY €e IpoBeAeHNe TpeOyeT PerysipHOro Hab0eHNs Yy 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 TEUEHHIO 3a00s1eBaHus (JIEKAPCTBEHHBIX CPEJICTB 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'1-1'9. IlIkanbl OeHKH, ONPOCHUKH U APYTrUe OLEHOYHbIE
HHCTPYMEHTBI COCTOSTHUSA MALMEHTA, IPUBEeHHbIEe B KINHUYECKHX

peKoMeHIanuAX
Ipuioxkenne I'l. Ilepecmorpennasi cucrema quarnoctuku AU MexxkayHapoaHoi rpynnsbl
no uzyuenunro AUI' JAIHG), 1999.
HasBanue Ha pycckoMm s3bike: Ilepecmorpennas cucrema aquarHoctuku AU MexayHapoaHoi
rpymsl o u3ydenuto AUT (IAIHG), 1999.
OpurunanasHOe Ha3Banue: Revised scoring system for diagnosis of autoimmune hepatitis.
Hcrounuk: 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.
Tun: mKana OUeHKH.
Haznauenne: nuarnoctuka AUT.

Conepsxanue (11abyioH):

IIpuznak banner
Kenckuit o +2
Cootnomenne H[D:ACT (unu AJIT):

<15 +2
1,5-3,0 0
>3,0 —2
y-rn00ynunsl unu IgG (Beime BI'H):

>2,0 +3
1,5-2,0 +2
1,0-15 +1
<1,0 0
AH®, ATMA unmu aatu-LKM1.:

>1:80 +3
1:80 +2
1:40 +1
<1:40 0
[TozutuBHbIe AMA -4
Cpennee nmotpebiieHue ankoroms (I/cyT):

<25 +2
>60 —2
Mapkepbl BUPYCHBIX T€IIaTHTOB:

[TonoxxurenpHbIC -3
OTpwuriarenpHble +3
Hcnonk30BaHue TeKapCTB:

Ja —4
Her +1
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['ucronornueckue naHHbIE:

NutepdeiicHplii TenaTuT +3
JInmponnazmMonuTapHas HHPUIbTPAHS +1
Pozerku +1
Hwu onvH 13 BBIIIIENIEPEYNCIICHHBIX -5
bunuapubie u3MeHEeHUS -3
Jlpyrue 0coOeHHOCTH -3
Jlpyroe ayrouMMmyHHOe 3a00JIeBaHNE y MallMEHTa WM POJACTBEHHUKOB 1-ii cTeneHu +2
poJicTBa

Kirou (uaTepnperarus):

® uarHo3 «ompexaenenubii AU — > 15 6amnos;

o «sepositHbit AU — 10-15 Ganos.

[Mpumevanus: AUIT — ayroummyHnHblid renatut, L[® — menounas ¢ocdaraza, ACT —
acnapraTaMuHoTpaHcamuHasa, AJIT — amanmnamuHoTpancamuHasza, AHA — aHTuHyKII€apHbIe
anturena, AI'MA — aHTUTeNa K IVIaJKUM MbIIIaM, aHtutena, aHTU-LKM — anTturena k
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 pycckoMm si3bIke: YTPOIIEHHbIE KpUTEpUH [Tl TuarHocTiuku AUT.

Opurunansaoe Hazsanue: Simplified criteria for the diagnosis of autoimmune hepatitis.
Hcrounuk: 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 (MoA4epKHYTH): IIKalla OLICHKH.

Hasznauenwne: nuarnoctuka AUT.

Conepxanue (11a010H):

Kpurepuii baisl
[ToBbIlIEHNE YPOBHS CHIBOPOTOYHOT'O UMMYHOTTIOOynHuHA G

>16 /0 1
>18,5 r/n 2

[To3uTHBHBIC ayTOAHTUTENA!
AHA, ATMA wu antu-LKM > 1 : 40 (HPUD)
AHA, ATMA wu autu-LKM > 1 : 80 (HPU®) nnm antu-SLA (SEPSECS) + 2

[EY

['ucromornueckas KkapTuHa:
He npotuBopeunt auarnozy AUI" (Bozmoxusiii AUT)
XapaktepHa s AUL (Bepostabiii AUD)

N -

OTcyTcTBHE BUPYCHOIO renaTHTa 2

Kirou (uaTepnperarnus):
® juarHo3 «omnpeneneHusii AU — > 7 Gannos;

o «BeposTHbI AU > 6 6anos.
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[Ipumeuanusi: A" — ayroummyHHbid renatut, AHA — anTunykiieapusie anturena, AIMA —
aHTHTEINA K IVIAJKUM MBIIIIaM, aHTuTeNa, anTu-LKM — anTutena k MUKpocoMaM NeYeHH/TI04eK,
AMA — aHTHMHTOXOHJpUaNbHbIe aHTHTeda, aHTU-SLA (SEPSECS) — anTtutena 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 —
Tropkort — ITsro (Child — Turcotte — Pugh).

Opwurunansaoe Hazsanue: Child — Turcotte — Pugh (CTP) score.

Hcrounuk: 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.

Ha3naueHnue: onieHka MPOrHOCTUYECKOTO Kilacca IUppo3a MEeUeHH.

Conepxanue (1a0iaoH):

[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 | 2,835 <2,8
VY anunenue [1B (cek) 1-3 4-6 >6,0

Kirou (uaTepnperarus):
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Oo6miee kommyectBo dayutoB | Kitace

56 A
7-9 B
10-15 C

[TosicHenus: kmacc A (XOpoIro KOMIEHCUPOBaHHas (yHKIIHS ITEUEHH ); BLDKMBAEMOCTh B TCUCHHUE
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
MIPOJIOJDKUTEILHOCTD Xu3HU narueHToB 0e3 TII cocrapnser 6,4 roza, a mpu cymme >12 — 2 mec.
Hpuioxenne I'4. Anroputm rucronorndeckoit ouenkn METAVIR

Ha3Banue Ha PYCCKOM A3BIKC: AJ'IFOpI/ITM THCTOJIOTHUYECKOM OLOCHKHU XPOHHYCCKOI'0 IreriaTuTa
METAVIR.

Opurunansaoe HazBanue: 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.

Twun: miKana OUeHKH.

Ha3nauenue: OLCHKa TUCTOJIOTUYECKON AaKTHUBHOCTU U cTaanu (1)H6p0321 Inpru XpOHHUYECKOM
rernaTure.

Conepsxanne (1m1aby1oH):

Kpurepun I'ucronornueckue npru3Haku bannsl

AKTHBHOCTS (A)

OtcyTcTBYyeT 0

CryneHuaTbie HEKPO3BI
OuaroBoe nopakeHHe MOrpaHUYHOM TUTACTUHKY 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
MOPTATBHBIX TPAKTOB
OTCyTCTBYIOT 0
OuaroBsie JT0OyIApHBIE
(BOCTIATIUTEIBHBIC) HEKPO3BI | XOTA OBl OJTMH BOCIIATTUTEILHBIN HEKPO3 Ha JIOJIbKY 1
OTCyTCTBYIOT 0
MocTtoBuHbIE HEKPO3BI
Ectpb 1
OtcyTtcTBYyeT 0
ITopranbHOE BOCTIaieHUE
Mononykieapabie HHOUIBTPATHI B HEKOTOPHIX 1
MOPTAIBbHBIX TPAKTaX
MounonykieapHble HHOUIBTPATHI BO BCEX MOPTATbHBIX 2
TpaKTax
KpyrmHbie ¥ MI0THBIE MOHOHYKJICAPHBIE HHPHIBTPATHI 3
BO BCEX MOPTAIbHBIX TPAKTaX

dudpos (F)
I'ucronoruueckue npusHaKu Cranus ¢pubposa

Her ¢pubpo3a FO
3Be3/14aTO€ paCHIMPEHHNE MOPTATHHBIX TPAKTOB O€3 CenT F1
Pacmmpenue nopTajibHbIX TPAKTOB € €JUHUYHBIMH ITOPTO- F2
MOPTATLHBIMU CETITAMH

MHOXeCcTBEHHbIE ~ MOPTO-LIEHTpalbHblE  CenThl  0e3 F3
Uppo3a

Huppo3 F4

Kitou (uHTEpnperans):

['ucronornyeckass akTHUBHOCTh XPOHHYECKOro remarura (A) OINpeaensercss COBOKYIHOCTHIO
BBIPQKEHHOCTU HEKPOBOCIAJIUTENIBHOIO Ipoliecca B MApEHXMME INEYEeHU (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 —mner A0
0 — mer 1 — ymepenHoe Al
2 — BBIpOKEHHOE A2
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0,1 Al
1 — cialsle
2 A2
0,1 A2
2 — yMepeHHbIe
2 A3
3 — BBIpaKCHHbBIC 0,12 A3
[Tosicnenus: A1 — cnabasi THCTOJNOTMYECKass AKTHBHOCTh XPOHHMYECKOro remaTuTa; A2 —
yMEpeHHasi THUCTOJIOTHYECKas aKTHBHOCTh XPOHHYECKOro rematuta; A3 — BbICOKad

TUCTOJIOrMYCCKass AKTHUBHOCTL XPOHHUUYCCKOI'O reraTruTa. Cremnenn BBIPAXKCHHOCTHU (I)I/I6p03a
(cramust 3aboneBanus) rpaagupyercs ot FO (orcyrcrBue ¢ubdposza) no F4 (umppo3 medeHu c
HU3MCHCHUECM HOPMAJIbHOI'O CTPOCHHUA N aHT'MOAPXUTCKTOHUKHU opraHa).

Hpuiaoxenne I'S. Unnekce rucronorndeckoid akTuBHOCTH o0 R.G. Knodell

HasBanwue Ha pycckom si3bike: CucTeMa OLIEHKH TUCTONIoTHYecKoi aktuBHOCTH Knodell (nHaekc
rucrosiorundeckoit akrneHoctu o R.G. Knodell).

Opurunansaoe uHaspanue: Numerical scoring system for assessing histological activity (Knodell
histology activity index).

Ucrounuk: 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.

Tun: mKaga OleHKH.

Ha3nauenue: orjeHka TUCTOJOTMYECKOW aKTUBHOCTH M CTaauu (uOpo3a MpPU XPOHUUYECKOM
TCIrmaTuTe.

Cogepxanue (111a0I0H):

A. O1eHKa akTUBHOCTH

['pynna npu3HakoB XapakTeprucTrKa NpOsBICHUN Onenka
I. [TopTo- OTcyTCTBYIOT 0
NEPUIIOPTAJIbHBIE 5 1
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% okpykHOCTH OOJIBIIMHCTBA MOPTATHHBIX TPAKTOB

YMepeHHO BhIpaK€HHbIE CTYIIEHYaThIe + MOCTOBHIHBIE 5
HEKpO3bl
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OO6mupHbIe CTyIeHYaThie + MOCTOBH/IHBIE HEKPO3bI

MynbTHIIOOYISIpHBIE HEKPO3BI 10
. OTCyTCTBYIOT 0
BryTpunonskoBeie
(boxabbie Cinabo BeIpakeHHbIC (auI0(UIBLHBIE TEIbIIa, Oa/TOHHAS 1
HEKpO3BI H nereHepanys U (WiIu) pacchliaHHble POKYCHI s
ucTpodus renaToLeUIIOISPHBIX HEKPO30B B MeHee ueM 1/3 nonek uiu
rernaTounuTOB y310B)
YMepeHHO BeIpakeHHbIE, 3axBaTbiBatomue 1/3-2/3 nonex 3
WIN y3JI0B
3HayMTeIbHO BBIPAKEHHBIE, 3aXBaThIBatoIue ooee 2/3 4
JIOJICK HMJTH Y3JI0B
III. [opTansHOE OtcyTcTBYeT 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 (BOCHAIUTEIbHASI MHPUIBTPALIUS 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. Mopdonoruyeckiue KpUTEpUU OLEHKH 3THUOJOTHH, CTETIEHU

AKTUBHOCTU MW CTaJUU IMpoHcCCa IpH BHUPYCHBIX XPOHUYCCKUX TCHATUTAX B u C. ApXI/IB

narosioruu. 1996;(4):61 —64.

UTrA AKTHBHOCTB TIpo1ecca
1-3 XPpOHUYECKUH TeNaTUT C MUHUMAJIbHOU aKTUBHOCTBIO
4-8 XpOHUYECKUH renaTuT co ciabo BBIPAXKEHHOM aKTHBHOCTBIO
9-12 XPpOHUYECKUH TENATUT C YMEPEHHON aKTUBHOCTBIO
13-18 TsoKenplil XxpOHUYECKUM renaTuT

b. Onenka craguu
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XapakTepucThKa MposBICHUN Ouenka

®dubpo3 OTCYTCTBYET 0

Pacimpenue nopTaibHbIX TPAaKTOB 3a c4eT pudposa

MocrtoBuaHbIi (HUOPO3 (MOPTO-MIOPTATBHBIE HIIM TTOPTO-IIEHTPATBHBIC CETITHI)

| W |

Iuppos

Kirou (uaTepnperarus):

Cranust XpOHMYECKOT0 IrenaTuTa (CTeIeHb BRIPaXEHHOCTH (GrOp03a) mpearoiaraet rpagayo 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
Ha3Banue Ha PYCCKOM S3BIKE: TUCTOJIOTHYCCKUC KPUTCPUH YCTAaHOBJICHUSA BEPOATHOCTH AUT.
OpurunanabHOe Ha3Banue: Schematic summary of the criteria to define the likelihood of AIH.
Hcrounuk: 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.

Hasnauenwue: onenka BepositHocTr AT mpu maTos1oro-aHaTOMUYECKOM MCCIIEI0BAHNUH.

Conepxanue (111a010H):

228



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 ymMmepeHHbIM HHTepdeiicHbM renmatutroMm, win (b) Gonee uyem ymepeHHBIM

J00ysIpHBIM TenatuToM, wiu (B) Oomee yeM ymepeHHBIM JOOYJISPHBIM M HHTEP(EHCHBIM
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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
6e3 Oosee yeM yMepeHHOTro JI0OyisapHOro win uHTepdericHoro renarurta (I') mpu oTcyTCTBHM
THCTOJIOTMYECKNX IPU3HAKOB APYroro 3a60jeBaHus edeH  ykassiBaet Ha BOSMOXKHbBIN AUT,
Ho MAJIOBEPOSTHO, uro sto AWI, ecnu mpucyTcTBYeT Apyroe 3abosieBaHUE IEUEHU
(IlyHKTUPHBIE CTPEIIKH).

(2) Hanmmume mpenMyIiecTBEHHO JIOOYIIIPHOTO TenaTuTa 0ojiee YeM yMEPEHHOH CTEeTeH!
TSKECTH C HAJIUMYMEM LEHTPOJIOOYIISIPHOTO HEKpoOBOCHaJeHHs Uiy 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 HEro, 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).

Mpunoxenne I'7. [Mapukckue kpurepun AUT/TIBX

Hcrounuk: 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.

Tumn: mkanga oreHKH (KpUTEPUH).

Haznauenne: quarsoctuka AUT/TIEX.

Conepxanwe (11a0I0H):

Kpurepuu 16X npu AUT/TIBX Kpurepuu AUL npu AUT/TIBX
AxtuBHocTh 1P > 2 BITH u (wnm) I'TT > 5 | AktuBHOCTH chiBopoTouHoit AJIT > 5 BI'H

BI'H VYposenb ceiBoporouHoro IgG > 2 BI'H unm
Hannune AMA Hanmuuue AI'MA
I'mcronmornyeckass KapTHHA YMEPEHHOI'O WIH

TAXKECIIOIO «IIOIr'PaHUYIHOTO» rernaTtura
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XapaktepHass Mop¢oJoruueckass KapTuHa: | (IepUIOpTaNbHbIE WM  IepUCENTalbHbIC
TUIHWYHBIC TTOBPEXKICHUS KETYHBIX MPOTOKOB | TUM(POLUUTAPHBIE CTYNEHUYAThIE HEKPO3bI) B

(«uBeTYIIHE)» KEITYHBIC IIPOTOKH) ouormnrare

Kirou (uaTepnperarms):

Jns nocranoBku quaranoza AUT/TIBX tpeOyercst BoIsiBUTH 1Ba Kputepus u3 Tpex AUIL u nBa
kpurepus ux tpex 11bX.

Ipuaoxkenne I'8. MELD (Model for End-Stage Liver Disease) \

Opurunansaoe HazBanue: Model to predict survival in patients with end-stage liver disease
(Model for End-Stage Liver Disease, MELD).

Hcrounuk: 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.

Tumn: Mojaens OLCHKH.

Ha3naueHnue: olieHKa BBKMBAEMOCTH IIpU 3a00JI€BaHUHU TIEUEHH, orpeiesieHue nokazanuii k TII.
Conepsxanne (11abyioH):

MELD = (0,957 * In (xpeaTunus csBopoTKH, Mr/mn * 88,41) + 0,378 * In (6umupy6un
CBIBOPOTKHM, MI/m1 * 117,104%) + 1,120 * In (MHO) + 0,643) * 10 (1pu mpoBeaeHnH
reMo/iMann3a Kak MUHUMYM JIBaXK/IbI 3a IOoceiHne 7 AHel KpeaTHHUH paBHseTcs 4,0 mr/mn)
MELD-Na = MELD (opurunanbusiii) + 1,32 * (137-narpuii) — [0,033 * MELD
(opuruHanbHblit) * (137-HaTpuii CHIBOPOTKH) |

In — narypanbueblii torapupm; MHO — MexayHApOHOE HOPMATM30BAHHOE OTHOIICHHE.

! kosdurmenT nepecyera KpeaTHHUHA U3 MI/IJT B MKMOJIB/II.

2 koo puIHEenT nepecueTa OUIMPYOUHA U3 MI/AT B MKMOJIB/II.

3uauenus <1 mr/man (<88,4 MkmoJb/1 kpeaTuHuHa U <17,104 MxMoIb/1 OunnpyoHrHa)
NPUHUMAIOTCS PaBHBIMH 1.

Kitou (uHTEprIpeTanus):

KonnuectBo 6amtoB no mkane MELD u tpexmecsiunast 1€TaabHOCTb:

40 u 6onee — neranpHocTH 71,3%:;

30-39 — meranpHOCTH 52,6%;

20-29 — neransHOoCTH 19,6%:;

10-19 — neransHOCTE6,0%;

<9 — neranmpHOCTHL1,9%.
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Hpuiaoxkenne I'9. Mogens SURFASA

Opurunanpaoe Ha3zBanue: SURFASA.

Hcrounuk: 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.

Hasnauenue: ouenka orsera Ha sieuenue ['K npu OT AUI, onpenenenue nokasanuii k TII.

Twurr: MoJIeb OLICHKH,

Copepxanue (111a010H):

SURFASA = [-6,80 + 1,92 * (DO-MHO) + 1,94 * (A%3-MHO) + 1,64 * (A%3-61nupyOuH)]
Koy (uHTEpnperanus):

[Toxazarens menee —0,9 — BeposATHOCTH OTBeTa Ha jieueHue 75%; Boimie 1,75 — puck cMepTH

niu TIT — 85-100%.
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