JIEPYKABHU EKCITEPTHUM LIEHTP
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Po6Goua rpyna 3 aganranii kiaiHiYHol HacTaHoBu 2014 p.

XapuyeHko

HaraJuia B’a4yeciiaBiBHa

Jimumuna OJjiena
MuxaijgiBHa

Bbab6ak Ouer SIxoBuu

I'nagyn Bikropis
MuxkoaiBHa

Aporoso3
Ceitiiana MedoaiiBaa

3akpeBcbka OJuieHa
BasnenTuniBHa
Kopyas

Ipnna AnartoJsiiBHa

Mesaniu CeiTiana
JleoHigiBHAa

CBiHminbKHii
AHaToJTii
CramiciiaBoBu4

CkpunHik
Irop MukoJs1aiioBu4

["onmoBHMI mo3amTaTHUi cneriaxict MiHicTepcTBa
OXOPOHHM 3/I0POB’sl YKpaiHu 31 CHeliaabHOCTI
«I"actpoenTepouioris» (3rigHo 3 HakazoM MO3 Ykpainu Bij
10.12.2012 Ne 526 — k), 3aBiyBau kadeapu
racTPOCHTEPOJIOT1I, N1€TOOTII 1 eHockomnii HarionansHO1
akajaemii micnaauruioMuoi ocBit iMeHi [1.JI. llynuka,
yieH-kop. HamionaasHO1 akajgemii METMYHUX HAYK
VYkpainu, 1.M.H., mpodecop

Hupekrop JlenapraMeHTy cTaHAapTH3AL1I MEIUYHUX
nocayr HII «/lepkaBHUM eKCIEPTHUM LEHTP
MiHicTepcTBa OXOPOHU 340pOB’ A YKpaiHU», K.ME/.H.,
CT.H.C.

3aBigyBau kadeapu BHYTPIIIHBOT MeAUIIMHA No 1
HepxaBHoi yctaHoBU «HauionaneHuit [HCTUTYT Tepamii
imeni JI.T. Manoi HAMH Vxkpaiau», 1.M.H., npodecop,

3aBiayBay BiIJIJICHHS 3aXBOPIOBAHb MEUIHKU Ta
MiaIUTYHKOBOI 3a5103u 1Y «IHCTUTYT racTpoeHTeposorii
HAMH Vkpainu», K.Me11.H.

3aBigyBau kadeapu papmakosnorii XapKiBCbKOTO
HaI[IOHATHHOTO (papMarleBTUIHOTO YHIBEPCUTETY, JI.M.H.,

mpodecop,

Jlikap-ractpoenteponor Y «[HCTUTYT racTpoeHTepOIorii»
AMHY, k.mMeq.H.

JlonieHT Kadeapu racTpoeHTEPOJIOT 1, J1€TOIOTII 1
egpockorii HamonansHoi akagemii mcIsiIUIIIOMHOL
ocsitu imeHi1 [1.JI. llynuka, K.MeI.H.

Crapiuii HayKOBUM CIIBPOOITHUK BiAAUICHHS
3aXBOPIOBaHb MEYIHKM Ta MANLTYHKOBOI 3a103u Y
«IuctutyT racrpoenreposorii HAMH VYkpainny, k.mem.H.

3aBigyBau kadeapu BHYTPIITHBOT MeauiiHu No3
HartionanbHOTr0 MEIMYHOTO YHIBEPCUTETY IMEHI
0.0. boromoubLd, 1.M.H., mpodecop

3aBigyBau KadeapH MiciIsIUITIOMHOL OCBITH JIIKAPIB -
TepaneBTiB Bumioro nepxaBHOro HaBYaJIbHOTO 3aKJIATy
VYkpainu «YkpaiHcbKa MEIMYHA CTOMATOJIOT1YHA
akajiemisi», 1.M.H., mpodecop



Crenanos IOpii
MupounoBuy.

Tkau
Cepriit MuxaitjioBu4

Armyp BikTopis
bopuciBna
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Bine-npe3uneHT YKpaiHChbKOT TaCTPOEHTEPOIOTTYHOT
acowiarii, rupekrop Y «HCTUTYT racTpoeHTepoorii
HAMH VYkpainuy», 3aBiayBau Kapeapu racTpoeHTEepOJIOrii
ta Tepanii @110 IMA, 1.m.H., npodecop

[Tpodecop xadeapu dakynpreTchkoi Teparnii No 1
HairionaJibHOTO METUYHOTO YHIBEPCHUTETY 1MEHI1

0.0. boromoubIis, A.M.H., mpodecop

C.H.C BIJIUTY 3aXBOPIOBAHHS MEYIHKH Ta IMiIIUTYHKOBOT
3ano3u 1Y «Iuctutyt ractpoenreposoriiy AMHY,
K.ME/I.H.

MeToauunuii cynpoBia Ta inpopmaniiine 3a0e3nedeHHst

I'opox €Bren
JleoHimoBuu

HInakina OJsiena
OaekcanapiBHa

Ky3bma I'asinna
MukoJsiaiBHa

IIpuxoabko BikTopis
IOpiiBHa

Ilexepa Ouer
I'puroposunyu

Hauanpauk Bigainy skocTi MEIUYHOT JOTIOMOTH Ta
iHpopMmariitnux Texnosorii I «Jlep>xaBHuit
eKcrepTHUM neHTp MiHicTepcTBa OXOPOHU 3/I0POB’ s
Ykpainm»

Hauansauk Bigainy MetoguaHoro 3abe3neueHHs
HOBITHIX TEXHOJIOT1H y chepi 0XOpOHi 370pOB’ st

NI «[lepxaBHuit excriepTHU# 11eHTp MiHicTepcTBa
OXOPOHHU 37I0POB’s1 YKpaiHN»

[NonoBHUi daxiBelb BiAIITY METOJUYHOTO 3a0€3MeYCHHS
HOBITHIX TEXHOJIOTIH y raiy3i OXOpOH1 3J0pOB’ s

AIT «/lepxaBHuil excriepTHUM 1eHTp MiHicTepcTBa
OXOPOHHM 3JI0POB’sl YKpaiHu»

Peuenzentu
[Tpodecop xadeapu Tepamii 1 repiaTpii HamionanbHoi
MEIUYHOT aKaaeMil HICIIIUIUIOMHOI OCBITA IMEH1
I1.JI. ynuka, A.M.H., mpodecop

Hupextop [HCTUTYTY cimeliHol Mmeauimau HanioHanbHOi
MEIMYHOI aKaaeMii NICISAUIIIIOMHOI OCBITH IMEHI

I1.JI. llynuka, a.M.H., npodecop kadgeapu ciMerHoi
MEJUIIMHY Ta aMOYJIaTOPHO-TIOJIKITHIYHOT JJOTTOMOTH
HarionansH01 METUYHOT aKaaeMil MiCIIAUILIOMHOT
ocsitu imeHi1 I1.JI. Hlynuka

Jlata HAaCTYMHOTO MEperyisiay aJAanToBaHO1 KIiHIYHOT HacTaHoBH: 2017 pik



4
3MICT

TMEPEJIIK CKOPOUYEHD
[IIKAJIA PIBHIB JOKA3OBOCTI I TPAJIAIT PEKOMEHJIALIN
1. TIEPEJIMOBA

2. BBEJIEHHSI

A3. EITIJIEMIOJIOTISI TA [TATOT'EHE3

B. OIJISIJI TA JUATHOCTUKA

B1. AJITOPUTM OIJISIJTY

3. JIATHOCTHUKA. KPUTEPIf TA METOJIU

3.1. KJIIHIYHI, JABOPATOPHI TA I'CTOJIOTTYHI O3HAKU
3.3. TEHETUYHI OCOBJIMBOCTI

4. TIKYBAHHS

C. TIOYATKOBA TEPAIIIS

C1. OPTAHI3ALIIS TIPOIIECY JIIKYBAHHS

C2. Y1 YCIX [IOTPIBHO JIIKYBATH ?

6. TIOKA3AHHS JIO JIIKYBAHHS

D1. PELU/IVB

D2. [IPOTPECYBAHHS 3AXBOPIOBAHHSI

D3. BUBIP JIOBITOCTPOKOBOI CTPATEITI JIIKYBAHS V ITALIICHTIB,
SIKI JIOCSTJIA PEMICIT

9. KIHLIEBI TOUKU JIIKYBAHHS TA TIOPSIJIOK JIiA

9.1. PEMICIS

9.2. HECIIPUSIT/IMBI PE3YJILTATU JIIKYBAHHS

9.3. HEITIOBHA BIAIOBI/Ib

9.4. MEJJUKAMEHTO3HA TOKCUYHICTD

11. AJILTEPHATUBHA MEJIUKAMEHTO3HA TEPAIIIS JUTSI TALUCHTIB
3 HEITOBHOIO BIJTOBIIIO

12. TETTATOLIEJTIOJISIPHA KAPLIMHOMA

13. TPAHCTUTAHTALIIS TIPU AYTOIMYHHOMY TETTATUTI
13.1. TIOKA3AHHS TA PE3VJIbTATH

13.2. PELIMJIVB AIT 1PV ATOTPAHCIUIAHTALII

13.3. All'de novo ITICJISI TPAHCIUIAHTALUT IEYIHKU
JUTEPATYPA



AIT

AJIT

ACT

'K

3KK

KH

JD

MBI

InCX

PKJI

T

TIIMT
YIAXK
anti-LC-1
anti-LKM-1
anti-LKM-3
anti-SLA/LP
APECED

ASGPR
PDH-E2
SMA
UGT
ANA
AMA
pANCA

5
INEPEJIIK CKOPOYEHb

ayTOIMyHHUH T'elaTUT

anaHiHaMiHOTpaHc(epasza

acrapraTaMmiHopaHcdepasza

renaTolestoaspHa KapluHoMa

3anajibHI 3aXBOPIOBAHHS KUIIEYHUKY

KJIIHIYHA HACTaHOBA

ayxHa gocdaraza

NEPBUHHUI OUTIapHUNA LUPO3

NEPBUHHUIN CKIIEPO3YIOUYHUIl XOIAHTIT

PaHI0MI130BaH1 KJIIHIYHI JOCIIII)KEHHS

TPAHCIUIAHTAILIS IEYIHKU

TiOMypUHMETHITPaHChepas3a

YPCOAE30KCHXO0JIEBA KUCIIOTA

AHTULUTO30JIbHI IIEYIHKOB1 aHTUTUIA | TUIY

AHTUTLIA 1O MIKPOCOM IE€YIHKH Ta HUPOK | ThIty
ypunuHandocaT raoKypoHo3uITpaHchepa3Hi aHTUTLIA
aHTHUTLIA 10 PO3YMHHOTO AaHTUTEHY MEY1HKU/TIIIUTYHKOBOT 3aJ1031
ayTOIMyHHa TIOJIICHJOKPUHONATHYHA KaHAMJIO3HA EKTOoJepMalibHa
aucTpodis

aHTUTLIA JI0 aclaJOTIiKOMPOTEIHOBOTO PEIENTOPY

aHTUTLIa 10 cyboaunuii E2 mipyBaTaeruporeHa3Horo KOMILIEKCY
aHTUTLIA 10 TIaJKOT MYCKYJIaTypH (QHTHUIIIaIKOM'sI30B1 aHTHUTIIA)
ypuauH audocdar riiroKopoHO3UATpaHcpepasza

aHTUHYKJI€apHI (AHTUSAJEPHI) aHTUTLIA

AHTUMITOXOHPIAJIbHI AaHTUTLIA

NEePUHYKJIEAPHI aHTUHEUTPOPUIbHI IIUTOIIA3MATUYHI aHTUTLIA
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IITKAJIA PIBHIB JJOKA3ZOBOCTI I TPAJIALII PEKOMEHJIAIII
Komenmap pooouoi epynu.

YV pozensanymux 6azosux 0oxymenmax (KMiHIYHUX KePIBHUYMBAX), Wo po3pooieHi
NPOBIOHUMU — OP2AHIZAYIAMU  C8IM)Y WO0O0 BEOCHHS X8OPUX 3  AYMOIMYHHUM
eenamumom (AIl), euxopucmogytoms pisHi Kiacughixayii pieHi@ 00KA3080CMi
BUXIOHUX OAHUX, A MAKOXC PI3HI Kiacu@ikayii w000 cuiu UKIA0eHUX PeKOMEeHOayill.
Poboua 2epyna esasicac 3a neobxiOne Hasecmu yci Kiacu@ikayiuni cucmemu
BUKOPUCIMAHUX NEPULOOdCcepe, KL YUmyomscs 6 0auiu KiHiunit Hacmanogi (KH).

Onmuc cucrteMu rpajanii, mo BUKOPUCTOBYETHCS JJIA OIMIHKH KJACy Ta PiBHSA
J0KA30BOCTi, po3po0/ieHUX AMEpPUKAHCHbKOI0 Acouianielo 3 BuBuenns XBopoo
Ileuinku (AASLD), 2010p. [I]:

Kaacudikanis Onuc

Kimac [ Cranu, 1J1s AIKUX ICHYIOTh JIOKa3u Ta/abo 3arajibHa 3roja, 1o
3anpoIOHOBAHA JIIarHOCTUYHA a00 JIiKyBaJlbHA MpoLieaypa
KOpHCHA Ta €)eKTUBHA

Kiac 11 Cranu, 1J1s AKUX ICHYIOTh CYNEpeUInBi I0Ka3u Ta/abo
PO3XOJIKEHHS JYMOK II0J0 KOPUCHOCTI/€(hEeKTHBHOCTI
J1arHOCTUYHOT IPOIICYPH, OIIHKH, a00 JTIKyBaHHS

Kiac I1a Cuna goka3iB a00 JyMOK Ha KOPUCTh €()EKTHUBHOCTI
Kinac IIb EdexTuBHICTP MEHII MIATBEPKCHA JOKa3aMU Ta TyMKaMHU
Kiac 111 Cranu, 114 SIKUX 1ICHYIOTh J0Ka3H Ta/abo 3arajibHa 3roja, 1o

J1arHOCTUYHA OIIHKa/TIpoIleAypa/IIKyBaHHS HE € KOPUCHUMU,
e()eKTUBHUMHU, a B JICIKUX BHUIIAJIKaX HaBITb MOXYTb OyTH

LK1 JUTUBUMH

PiBenn Onuc

JI0Ka30BOCTI

PiBens A JlaHi oTpuMaHi BiJl MHOKUHHUX PaHAOMI30BaHUX KJITHIYHHUX
nociipkers (PKJT) abo mera-aHaiziB

Pisenr B JHani orpumasi Big onnoro PKJ[ abo HepangomizoBaHUX
JIOCJTIJKEHD

Pisens C [TinTBEpAKYETHCS TIBKU OL[IHKOIO €KCIEPTIB, OMUCIB BUMIAKIB,

a00 CTaH/IapTIB BEJICHHSI

Onuc cucrteMu rpajanii, mo BUKOPHUCTOBYETHCS JJIA OIMIHKH KJACy TA PiBHSA
nokasiB, po3podaenux bpurancskum CycniibcrBom I'actpoentepodorii (BSG),
2011p. [II], Ha ocHOBi cucteMu GRADE 5*

Kareropii noxa3is:

I. IlpunaiimMHi ogHe Bucokosikicue PK/I.

II-1. HepangomizoBaH1 JOCIHIIKEHHS

II-2. KoroptHe ab0 aHamITUUHE JOCTIIKEHHS BUNIAJOK-KOHTPOJIb.
II-3. Onuc cepii BUNaAKiB, HEKOHTPOJILOBAHE CIIOCTEPEIKEHHS.
III. JlymMKa aBTOpUTETHUX aBTOPIB.



I'papanis noka3sy:

A: Bucoka sxicte. [loganbin nociiykeHHs HaBpsg 4d O 3MIHUIM BIEBHEHICTH B
OIlIHIII e(EeKTY.

B: TlomipHa sikicTh. IcHye WMOBIpHICTB, IO MOJAJBIIT JOCTIIKEHHS OyAyTh MaTH
BEJIMKE 3HAYCHHS JJIsI BIEBHEHOCTI B OIlIHII 200 e(PeKTi i MOXKYTh 3MIHUTH OLIIHKY.
C: Huszpka sxictb. [yxe BHCOKa HMMOBIPHICTH TOTO, IO TMOAQIBIIN JOCIIIKEHHS
OyIyTh MaTH BEJIMKE 3HAYEHHs JUIsl BIEBHEHOCTI B OIIHIN ab0 edeKTi W MOXYTh
3MIHUTH OLIIHKY.

D: ly>xe Hu3bKa SKICTh. bynb-sKka oiinka ehekTy CyMHIBHA.

Cuna pexkoMeHaanii:

1. Bucoxka, 6a3yeTbcs Ha CTyNHeH1 JOKa3y, BKJIIOYAE SKICTh JIOKa3iB, mepeadadyBaHi
pe3yabTaTH JJIsl MALI€HTIB 1 BAPTICTh.

2. Cnabka, 3aCHOBaHa Ha JI0Ka3axX HU3bKOI SKOCTI i1/a00 po301’KHOCTI TYMKH.

* Ipumimxa. B mexcmi nimepamypui nocunawus, wo euxodame 3 AASLD
Practice guidelines: Diagnosis and Management of Autoimmune Hepatitis, 2010 [I]
6KA3AHI V KBAOPAMHUX OYIICKAX, NiMepamypHi NOCULAHHA, WO 8Uxoosms 3 British
Society of Gastroenterology (BSG) guidelines for management of autoimmune
hepatitis, 2011 [11] exazani sik inOekcu.
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NEPEJMOBA MYJbTUJUCLHUIIIIHAPHOI POBOYOI TIPYIIUH 3
AJJATITAII KJITHIYHOI HACTAHOBU. CUHTE3 JIAHUX

Jana KH € aoanmoeanorw 0nsi cucmemu O0XOpOHU 300po8’s Ykpainu eepciero
KNIHIYHOI HACMAHOBU
o AASLD Practice guidelines: Diagnosis and Management of Autoimmune
Hepatitis, 2010 p. [1], ma
e British Society of Gastroenterology (BSG) guidelines for management of
autoimmune hepatitis, 2011 p. [Il], wo sxnrouaroms npakmuyHi KepieHuymea

pospobneni AASLD y 2002, 2007 p.p.

Aymoimynnuii eenamum (AIl) — € aymoimMyHHUM 3aNnalbHUM 3AX80PI0BAHHAM
neuinku HegioomMoi emionolii, wo BiOHOCUMbCS 00 PIOKICHUX 3AXB0PIOGAHD.
Biocymuicms  namocHOMOHIYHOT CUMPMOMAMUKY, WEUOKULL PO3BUMOK YUPO3Y
NeyinKu ma U020 YCKIAOHEHb CMAE NPUYUHOIO 3HUICEHHS SKOCMI JHCUmms ma
npaye30amuocmi, iHeaniou3ayii Xeopux.

Pospobxa xniniunoi nacmanosu ons eedenns nayieumie 3 Al € akmyanbrHum
3A80aAHHAM, AKe MAE GUPIULYBAMUCL 8 DPAMKAX MYTbMUOUCYUNTIHAPHOI Npocpamu
HAOAHHsL MEOUYHOI 00NOMO2U Ma 30IUCHIO8AMUCH HA OCHOBI 00KA318 eheKmusHocmi
8MpPYy4ans, hapmaxomepanii ma opeanizayitiHux nPUHYUNie ii HaOaHHs.

Jlany aoanmoeamy KIIHIUHY HACMAHOBY NPONOHYEMbCA pPO32AA0AMU 5K
iHhopmayitine Odicepeno wWooo eubopy memooié OiacHOCMUYHOI ma JNIKY8ANIbHOL
makmuxku npu aymoimyunomy eenamumi (AIl). /lana kniniuvna Hacmaumosa e
NOBUHHA PO32NIAOAMUCA MA BUKOPUCIOBYBAMUCS 8 SKOCMI CMAHOApmMy JNiKY8AHHSL.
Cmanoapmu niKy8aHHs U3HAYAIOMbCSA HA OCHOBI YCIX KIIHIYHUX OAHUX, OOCHYNHUX
O/ KOJICHO20 OKpemMo20 6unaoky, 1 MOXNCYMb Rni00a8amucs 3miHam Yy Mipy
B00CKOHAJIEHHSL HAYKOBUX 3HAHbL MA MEXHONO2IU, A MaKoliC po3pooKu mooeneu
JIKYB8AHHA.

Ocmamoune piwienHss Wooo 6ubOpy NeGHUX KIIHIYHUX Npoyeoyp ma NiaHy
JIIKYBAHHS NOBUHHE Oymu YX8ajeHe GI0NOBIOHUM (-U) NPAYIBHUKOM (-aml) OXOPOHU
300p08’s 3 YpAaxXy8aHHAM KIIHIYHUX OAHUX, OMPUMAHUX Y KOHKPEmHO20 NayieHma,
pe3yrbmamisé OiaeHOCMUKU 1 NPUUHAMUX MemoOi8 NiKyeanHs. Ilesni ei0xuneHHs
MOJICTIUBI, ale BOHU NOGUHHI OYMuU 0OIPYHMOBAHT 8IONOBIOHUM YUHOM — KOHCUNIYMOM
gaxisyie Ha woai 3 KepiBHUKOM NIOPO3OiT).

KomenTap po6o4oi rpynu
BuzHauyeHHs ayTOIMYHHOT 0 renaTUTy

Aymoimynnuu ecenamum — XpOHIYHe, 3ANANTbHO-HEKPOMUYHE 3AX80PHOEAHHS
neyiHKU, Wo mpusace Oinvuie 6 MicAYi8 Mma XapaKxmepuszyemvbcs nepunopmailbHUM ado
Dbl NOWUpeHum 3anailbHUM npoyecom 8 neyinyi, HAABHICMIO
einepeamaznodyninemii - ma  MKaAHUHHUX ~ aymoawmumin.  ILle  aymoimyHue
30X60PI0GAHHS NEYIHKU, NPpU SAKOMY 20N08HOI0 MIUEHHIO IMYHHOI 8i0nogioi €
eenamoyum.



AASLD Practice guidelines: Diagnosis and Management of Autoimmune
Hepatitis, 2010: cT.. 1 -2
[Iss nactanoBa Oyjia cXBajJieHa aMEPUKAHCHKOI ACOIlIAIli€l0 3 BUBUYCHHS
3axBoproBanb neviHku (AASLD) ta npencrapiisie mo3uiliro Acorriaiiii.

1. TIEPE/IMOBA.

HacranoBu 3 KIIHIYHOI MPaKTUKUM BU3HAYAIOTHCS SK KEPIBHHIITBA SKI
«CHCTEMATUYHO OHOBJIIOIOTHCS, 100 TOMOMOITH MPAKTUKYIOYOMY JIIKapIO MPUHHATH
MPaBUWIBTHE PIMIEHHS MI0JI0 BIAMOBITHOT MEIMKO-CAHITAPHOI JOIMOMOTH MAIIEHTY 32
KOHKPETHUX KJIiHIYHI oOctaBuHm» [1]; 1li KepiBHI MPHHIUIINA MIOAO AYTOIMYHHOTO
renaTUTy HaJIalTh IMIATPUMKY Yy MiAXO0Jax 10 JIarHOCTHKUA Ta JIKYBaHHS IIHOTO
3axBOplOBaHHs. BoHu 3acHOBaHi Ha HacTynmHoMmy: (1) BIANOBIIHWN OIS 1 aHAII3
HEMIOJIaBHO OITyOJIIKOBaHOI TeMaTUYHOI CBiTOBOI JiTepaTypu [momyk Medline]; (2)
pob6otrax Awmepukancekoro Komemxky JlikapiB Ta po3pobku IlpakTmunux
pekomenpaaii [2]; (3) kepiBHUX MPUHLMMIAX MOJITUKH, 110 BKJIKOYAIOTh MPUHIUIN
AASLD moao po3BUTKY ¥ BUKOPUCTAHHS MPAKTUYHUX KepiBHUUTB y [IpumHimnax
AMepuKkaHCcbhKO1 ['acTpoeHTeposioriuHoi Acoljianii 3asBlIeHUX y KepiBHUITBaxX [3];Ta
(4) mocBijil aBTOPIB IILOTO KEPIBHUIITBA Y BIMOBIIHUX MUTAHHSX.

Ie kepiBauITBO 3 All" MeTanbHO pO3IIIsiAae MUTAHHS MIAXOAIB A0 J1arHOCTUKHU
W JIIKyBaHHS IIbOTO 3aXBOPIOBAHHS, MIATBEPIKEHUX JIAaHWUMH, 3aCHOBAHMMH Ha
MPUHITUIIAX TOKa30BOi MEIUIIUHU.

2. BBEJEHHS

AytoimynHuii rematut (AIl')) — € 3anaJbHUM 3aXBOPIOBAHHSAM IE€YIHKU
HEBiIoMOi eTionorii. PoOo4a Moaens maToreHesy MoCTyIIOE, M0 MyCKOBI MEXaHI3MH
30BHIIIHBOIO CEPEOBUINA, 3PUB IMYHHOI TOJIEPAHTHOCTI M I€HETUYHA CXHJIBHICTb
B3a€EMOJIIIOTH JJIs1 1HAYKUII T-KIITUHHOT IMyHHOI aTaku NPOTH AHTUIEHIB IMEYIHKH,
0 TPU3BOAUTH JI0 MPOrPECYHOYOr0 HEKPOTUYHOTO 3amajieHHs W (HiOpOTUYHUX
MpoIIeCiB y meviHi [5, 6].

ITouaTok 3aXBOPIOBAaHHS YaCTO MAaCKYy€ThCS HeCNEeUU(IYHUMHU CHUMIITOMaMH,
TaKUMU K CIA0KICTh, YKOBTSHHUIIS, HYI0Ta, a0oMiHaIbHUN OUIb, apTpanrii [7], ane
KJIIHIYHUNA CHEKTp Ay’Ke IMHUPOKUI, TOUYMHAIOYM B1Jl 0€3CHMIITOMHOIO MoYaTky [8, 9]
1o gyneMinanTHoro nepediry [10, 11].

XKinku xBOpirOTh wyacTime, HbK dYojoBiku (3,6:1) [17-19], 3axBoproBaHHS
BUSBIISIETHCSI B YCIX €THIYHMX rpymnax [20-24] Ta y marieHTiB pizHoro Biky [21, 35-
44].

He icHye HamiitHux emigemMionoriynux nanux moao All'y CIHA. V Hopserii #
[Bewii cepenns 3axBoproBaHicTh 1-2 Ha 100 000 HaceneHHs Ha piK, NOIIUPEHICTh —
Bin 11 mo 17 wa 100 000 na pik [45, 46]. AHanoriuHy NOIIMPEHICTh MOXHA
npunyctutd ans  Ouwtoi monyssauii  I[liBHiunoi Awmepuxu. Hemae poctynmHux
nyOnikauiil npo nowmupenicts All' y BenukoOpuranii.
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Komenmap pobouoi cpynu

3a oanumu ILlenmpy meduunoi cmamucmuxku MO3 Vrkpainu y 2013 poyi
3apeecmpogaro 6 Yrpaini 949,5 eunaoxis xponiunoco eenamumy 3a wiugpamu (K 73,
K75.2,3, ionogiono oo MKX-10) na 100 muc., 6 m.u. 3 0iacH030M 8CMAHOBIEHUM
enepute 8 socummi (na 100 muc. nac.) — 70,7 sunaoxis. Ha oucnancepromy ooniky Ha
kineywv 2013 p. nepebysac 808,3 na 100 muc. nacenenus

JlaHi IpUPOIHOTO PO3BUTKY MPH HEJIKOBaHIM XBOPOO1 OTpMMaHi B OCHOBHOMY BiJl
nomepenHix myOmiKamii Ie 0 [IAPOKOTO 3aCTOCYBaHHS 1MYHOCYIPECHBHUX
npenapariB s gikyBaHHs All' Ta Bigkputts Bipycy remarutry C (BI'C) [47-54]. i
JOCITIDKCHHST TIOKa3yroTh, 10 Ok, HiXK 40 % mMmamieHTiB 3 HEIIKOBAaHUM BaKKUM
AIl" BMUparOTh OpOTAroM 6 MICSIIB BiJl Moro giarHoctyBaHHs [47,49], 1 1m0 y THX,
XTO BHMJKHB, YaCTO PO3BHMBAETHCS LIMPO3 Ta HOro ycknaaHeHHs [47, 49, 50, 55]. ¥V
3arajJlbHOMYy TE€peBa)ka€ roCTpuil modatok 3axBoproBaHHA (~ 40 %) [56-63], 1Hoxl
CIIOCTEPITra€EThCSl TOCTPUN BXKKUH MMOYATOK, IPOTATOM 8 THIXKHIB SIKOTO PO3BHUBAETHCS
nevinkoBa eHuedanomnaris [10, 11, 58, 64-68].

Tpu PK/] 3 nmikyBaHHsS BCTaHOBWJIM, 1110 3aCTOCYBaHHsI JIMIIE MPEIHI30HY a00 HOro
KOMOiHaIli 3 a3aTIONPUHOM 3MEHIINY€E CHUMIOTOMH, IOKpallye pe3yJbTaTH
7a00paTOPHUX TECTIB, TICTOJOTIYHUX 3MIH Ta 301IbIITyE OE3MOCEPETHIO BUKUBAHICTh
xBopux [48-50]. Ili mocnigkeHHS NPU3BEIU [0 HPUHHATTS 1MYHOCYNPECUBHOT
CXeMH, SK CTaHJapTy JIKyBaHHS ¥ WIATBEPAWIM ayTOIMYHHHH TIaTOTEHE3
3axBoproBaHHs. Aje Bipyc renatuty C He OyB BUKITIOUEHUH 3 IIUX JIOCHIIKEHb, TOMY
MO>KHA TIPUIYCTUTH, 110 JIESK] 3 UX MAaIi€HTIB OyJIn HacTpaBl iH(PIKOBaHI BipyCOM
C. Tpaucmnantamis nevinku (TII) Takox eBosoIlioHyBasia B €()EKTUBHUN METO.
JIKYBaHHS JJi1 JEKOMIICHCOBAHUX MAIIEHTIB, TOMY S5-piuHa BWKUBAHICTh MAllI€EHTIB
Ta BrkuBaHicTh micis TII 3apa3 nepeBuiye 80% [69-74].

British Society of Gastroenterology (BSG) guidelines for management of
autoimmune hepatitis, 2011: cr.. 1

A3. EIIIIEMIOJIOI'TA TA ITATOI'EHE3

3ycTpivanucs Bunaaku po3BuTky Al micist nmepeHeceHoro renatuty BUKIMKaHOTO
Bipycom A*’, E, uromeranosipycom> >, Bipycom Emmrreitn-Bapp®’. Inoxi xBopo6a
MOKke OyTH iHiIiHoBaHa (hapMaleBTUUYHUM MpenaparoM. byso kinpka Bumankiz All
MOB'SI3aHUX 3 MiHOLMKIiHOM ° ', inTepdeporoM £ >, HitTpodypanToimom >*,
iH(bniKciMa60M'39. Takoxx € oxpeMi mnoBigomsieHHs acomiamiii AIlT 3 OGaraTbMma
iHmmMK TpenapaTamu: e3eTiMi6 ', inTepdepon b*” . opuinason™, nixtodenax™,
inmomeramuy™, Tep6iHa(1)iH46, MGTI/IJ'II[OCI)a47, paHiTI/II[I/IH48, aTopBaCTaTI/IH49,
dnysactatun’’, dibpatnn’’, amamiMy6a6>> Ta micas IIEIUICHHS Bix rematuty A
TaKkoX € MOBIZOMICHHS 1po po3BUTOK AIT Imicias BXMBAHHS POCTHHHHX JHKiB .
Opnak, 6araTo 3 quX acouiauii MOXyTb OyTH BUIIAJKOBUMHU.

ATHIIOBE STPOr€HHE YIIKO/DKEHHS NEYIHKM BUKIMKAHO y 0araThOX MalLI€HTIB 3

MeaukaMeHTo3HUM All' BKUBaHHSIM Mpenapary MpoTIroM 0ararbox MICALIB abo
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pokiB. [HII O0OCOOJMBOCTI BKIKOYAIA BIACYTHICTh LHUPO3Yy NEYIHKK W PELUIHB
XBOPOOU MIcCIIsl BIAMIHU IMyHOCYIIPECUBHOTI'O JIIKYBaHHS.
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Pexomenoauii (AASLD, 2010):

1. Jliacnoz AII' noeunen poszenadamucsa 6 ycix RAYicHmMie 3 20CMpuUmM aoo
XPOHIYHUM 2eNnamumom HEBUHAYEHOI emionocii, GKIUalYu NnAYiEHmMie 3
sasxickum 2ocmpum cenamumom (Knac 1, pieenw 13 ) cm..9 (6)

Pexomenoauii (BSG, 2011):

1. Pemenvuuit 30ip aHamMHe3y UWO00 MEOUKAMEHMO3HO20 JIIKYBAHHA,
AIKO20/IbHO20 2enamumy 6axciugl 07131 NOCMAHO8KU O0iacHO3), NPOGEOCHHA
«HEIHBA3UBHOI»  CKPUHIH20601 OiAZHOCMUKU  3AX60PIO6AHL  NEYIHKU, OJiA

BUKJIIOUEHHA BIPYCHO20 mMa memaodoniunozo 3axeoprosannusa neuinku (I1-3/ knac
BI). Cm.5 (2)

British Society of Gastroenterology (BSG) guidelines for management of
autoimmune hepatitis, 2011:

B. OI'JISIJI TA JIATHOCTHUKA CT. 2
B 1 AJITOPUTM OI'JIAY

Jnsa  AIl' xapakTepHe CTidKE MaTOJOTIYHE IMJABUIIEHHS CHUPOBATKOBOI
anma"inamidotrpancdepasu (AJIT) 1/abo acmapratamiHorpancdepazu (ACT), mio
3BUYANHO CYIPOBOKYEThCS TimeprioOyninemiero. [Ipubmusno 25 % maiieHTiB 3
AlIl' € 6e3cMMITOMHUMH 0164 BrirOUArOUM JESKHX XBOpUX 13 qu030M65, AKAN
3BUYAHO TPOSIBISETHCS BTOMOKO ¥ 3arajbHOIO CIAO0KICTIO, aHOPEKCII0 Ta BTPATOIO
Baru, 1HOJI MPOTIKaro4Yu pokamu. HynmoTa - 4acTto 3Ha4YymIuidi CUMIITOM, MOIIMpPEHA
amenopes. IIpo Oomrouicts y cyriao0ax, mo wirpye, noBigoMisiiote 30-60 %
Nalll€HTIB, Xo0o4a TMO€JAHAHHA 3 HaOpskamMu HexapakrepHe. CumnTomu, IO
3yCTPIYaIOThCS  PIALIE BKJIOYAIOTh MAaKYJONANUIIPHUNA IIKIDHUHA BUCUI Ta
HETIOSICHEeHA JIMXOMaHKa’ .

Tpanuuiiino AIl' — ne xpoHiyHa XBOpoOa, AlarHo3 SKOi BCTAHOBIIIOETHCS Ha
MiJCTaBl MiJBUIIEHHS CUPOBATKOBUX TpaHCaMiHa3 BIPOJAOBXK 3-6 micsuiB. OnHAK,
npubnuzHo y 40 % BunankiB All' BusABIS€TbCS, SK «TOCTPUN remarut» 13
YKOBTSTHUIICIO, YACTO 3 TOMEPETHBOI AHOPEKCIEI, HYAOTOI Ta CXOKMMHU Ha TPHII
cummromamu'” ©' . Pipens ACT moxe OyTH TIJIBUIICHUM Y JEKIJIbKa TUCSIY.pas3iB.
IIpyu CBO€YACHOMY JTiKyBaHHI TAKMX MALI€HTIB IPOTHO3 CIIPHSITIHBUI’ .

o 50 % maiieHTiB, HaBITh 13 MOCTYIOBUM MMOYaTKOM XBOPOOU, MOXKYTh MaTH
arpecMBHy KJIIHIYHY KapTUHY a00 TMOBIIOMJISIOTH TMPO TMOMEPEIHI  eMi30u
sxoBTsHuLi’ . TIpuGmmsHo y 30 % namientis BusiBisaioTh mupos'’ ' %y neskux
namieHTiB (0COONMBO MOIOANX' ) € aCIUT, MPOSBH ACKOMIICHCALI] MediHKu ii/ado
KpOBOTEUI 3 BAPUKO3HO PO3LIMPEHHUX BEH CTpaBoxoay Ta HutyHky. [Ipu AIl iHomi
PO3BHBAETHCSL TOCTPA TIEUiHKOBA HEZOCTATHICTH . Y HESKHMX MALI€HTIB TeHaTHT
KJIaCU(IKYIOTh, IK KPUNITOT€HHUN a00 CepOHEraTUBHUMN OJIMCKaBUYHUMN TeNaTuT, IIE,
CTOCYEThCSl TALIEHTIB 3 TOocTpuM po3BUTKOM All'. VYV cepii BumajgkiB rocrtpoi

. . . . . .74
IICYIHKOBO1 HCIOCTATHOCT1 B 30 % BHIIAJIK1B BUSABJICH1 dYTOAHTUTLIIA .
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V¥ 30-50 % nauientis AIl' nmoB'a3aHuil 3 1HIIUM «ayTOIMYHHMH» XBOpOOamu
(tabmuust 1). BumankoBe BcraHoBiieHHs moenHanHss Al 13 3axBoproBaHHSMHU
YepEeBHOI HOpO)KHI/IHI/IIO 8285 paxmuse, TOMY 1110, 1HAKIIEe, MajabaOCOpOIisT MOXKe
3aTpuMaTi €()EeKTUBHICTh IMyHOCYNIPECUBHOIO JIIKYBaHHS.

Taoauus 1. XBopoou noB'sa3ani 3 AIl'.

XBopoba PosnoBcromkenicTs | Jliteparyphi
All" (%) ITOCHJIAHHS

[lepBuHHUlI  OuTiapHUN  HPO3 4-14 76
TeYIHKU
IlepBunHUN CKJIEPO3YIOUNU 2-8 76-78
XOJIAHTIT
3amanbHi 3aXBOPIOBAHHS 2-8 10, 63, 79-81
KHUIITKIBHUKA
[imiakis 1-2 10, 62, 82-85
PeBMmaroiguuii apTpuT 2-5 62 86
3MilaHui KoJIJIareHo3 2.5 62
Cungpowm Illerpena 1-4 10, 62, 87
CucremMHui YepBOHUN BOBYAK 1-2 10, 62, 88
®i6po3yrounii aabBEOIIT 89
['momepynonedpur 90
TpombouuToneHis 91
AHeMid reMOoJIiTUYHa 92
Tupeoigut 10-23 10, 61, 62
Jia0et 7-9 10
Ilcopia3 3 10
Bitiniro 93
['momepynonedpur 1 10
VYBeit 94
[Tonimio3ut 95
PosnoBcroxeHuit ckiaepos 1 62, 96
MynbTUIIIIEKCHUA MOHOHEBPUT 97
AnTtudocdoninigauii cuHAPOM 98

AASLD Practice guidelines: Diagnosis and Management of Autoimmune
Hepatitis, 2010:

3. JIATHOCTHUKA. KPUTEPIi TA METO/IM cr.. 2

3.1. KVITHIYHI, IABOPATOPHI TA I'ICTOJIOI'TYHI O3HAKH
AIl' moxe Oyt acumnrtomMHuM y 34 %-45 % mnauientiB [8,9,269]. 3Buuaiino
ACUMIITOMHHI miepebir OyBae y 4oJioBikiB, piBeHb AJIT y HUX 3HAUYHO HMXYHU Ha
MOYaTKy 3aXBOPIOBAHHS, aHI)K y MAII€HTIB 13 BUPAKCHUMH CUMIITOMaMH [8].
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Pexomenpanii (AASLD, 2010):cT..8

Poznooinenns AIl' na 2 munu o6azyemuvca na npucymnocmi ANA i SMA (AIT" 1
muny) aoo anti-LKM-1 i anti-LC-1 (2 mun AIIl'). Ile mosce 6ymu euxopucmane
014 XaApaKmepucmuku KIiHIYHO20 CUHOPOMY a0O0 BU3HAYEHHA CepPOI02iUHOT
20MO2eHHOCMI y KIIHIYHUX O00cnioyncenuax. Aumumina anti-LKM-1 noeunni
3a36uuail 6U3HAUAMUCA 0711 mo20, w00 He nponycmumu ichyeannsa 2 muny AII.
(Knac Ila, pigens 13).cm.8 pekomeno.5

British Society of Gastroenterology (BSG) guidelines for management of
autoimmune hepatitis, 2011:

B2. JIATHOCTHKA crt..3

AIl" moninsaroTh HA J1BAa BIAMIHHI THIIH, 10 3aCHOBAHO HA MPOQiISIX BCTAHOBICHUX
antutin. AIl' 1 Tuny nos’si3anuii 13 npucyTtHicTiIO 800 ANA a6o SMA y cupoBarii
KPOBI it 3ycTpiuaeThes mpuOmu3no y 75 % mamientis' - ' °'. Xoua THTpH ayToaHTHTIN
KOJIMBAIOTHCA T1i/1 Yac repeGiry, akTHBHICTh XBOPOOH He KOPEITIOE 3 TUTPAMH' .
AIl" 2 Tuny noB’si3aHUM 13 HASABHICTIO OYJb-SIKUX aHTHUTUI 10 MIKPOCOM TEYIHKH Ta
Hupok 1 Tuny (anti-LKM-1) abo aHTUIMTO30JIbHI TIEYIHKOBI aHTUTLIA 1 TUIy (anti-
LC-1)® 12 19 1% AT 2 tumy cramosuts menme 10 % ycix Bumagkiz AIl y
IliBriuaux €Bpomi Ta AMepHIl, age OLIbII MOMMPEHHI B HiBAeHHiH €Bpormi®
Kniniuni ¢enorunu xBopobu xapakrepHi mis tumy 1 1 tuny 2 All' migcymoBaHi y
Tabsmii 2.
Kpim Ttoro, y 10-30 % mnamientiBa 3 AlIl' BHSBISIOTH aHTHUTLIA 10 PO3YMHHOIO
aHTUTEHY MEYiHKM a00 aHTUTeHY MiAILTYHKOBOI 3a103u nevinku (anti-SLA/LP).

Tadmmua 2. Kunacudikauis ayroimynHoro rematutry (AIl'), 3acHoBana Ha
npodiji ayroaHTUTIN

Oco0auBOCTI AlIl' 1 Tuny All" 2 Tuny
XapakTepucTrKa ANA Anti-LKM-1
ayTOAHTHUTLI SMA Anti-LC-1

Anti-actin

Anti-SLA/LP
25 % - ANA "eratuBHI

["eorpadiyni 0coOIMBOCTI | B YChOMY CBITI B YChOMY CBITI

Bik manigecraii yCl BIKOBI Ipynu 3a3BUYall y JWUTHUHCTBI Ta
MOJIOJIOMY BIIIi

Cratb (kiHKY : yosioBiku) | 3:1 10:1

Kniniuauit henotun MIHJIUBUH 3a3BUYail BOKKUI

[Nicronaronorivxi NIMPOKHUIA JT1arma30H: BiJl | 3a3BUYAll MPOTPECyOUni,

0COOJIMBOCTI MOMIPHO{ TSDKKOCTI | PO3TIOBCIO/KCHE

XBOpOOW 10  MHPO3Y | 3alajeHHs/IUPO3 MEeYIHKA
TICYIHKH
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BiacytHicTe BiAMOBIAI HA | PIAKO MOLIUPECHU N
JIKYBaHHSI

PeuuauB micins JiKyBaHHs | MIHJIMBUH NOIIUPEHUI
HEOOX1HICTD B | MIHJIUBUH npuosm3Ho 100 %
JIOBLOCTPOKOBOMY

[caytote mpotupiyus moao BuauvieHHs AIlT 3 Tumy, 0OyMOBIEHOrO MPUCYTHICTIO
anti—SLA/LP,114 npu BiacyTHocTi ANA, SMA, anti-LKM. Jlng 1mx namieHTiB
XapaKTEpHI TUIIOB1 KIIIHIYHI W natosioriydi o3Haku All' 1 Ttumy, y 3B’S3Ky 13 4UM iX
notpi6Ho BigHocuTH a0 AIT I Temmy %01 117,

AASLD Practice guidelines: Diagnosis and Management of Autoimmune
Hepatitis, 2010: ct.. 7

3anpornoHoBaHui TpeTii TuIl (Tum 3) OyB BUKITIOYEHUH, TOMY III0 HOTO CEPOJIOTTUHUI
Mmapkep (anti-SLA) € npucyTHiM Takox mipu 1 12 tum AIl [176-179].

Komenmap pobouoi cpynu:

Mooicnuso ooyinbHum € sudinenns auwe 2 munie AIL.

Axmusnicmv ~ cenamumy  32i0Ho0  VHighixosanoi  KniHiKo-cmamucmuuHoi
Kracugixkayii xeopob opeaHié mpaesiieHHs (8i0oMya IHCMPYKYisL), Wo 3ameepodiceHd
MO3 Vkpainu y 2004 p., 8i0 MIHIMAILHO2O 00 BUPANCEHO2O BCMAHOBIIOEMbC 3d
[HOeKcoM  2IiCMOJIO2IYHOI  AKMUBHOCMI  BU3HAYEHOMY Npu  MOPHON02TUHOM)
odocniodicenni bionmamy nedinku (abo 3a pesyromamamu akmuenocmi AJIT), cmaoii
XPOHIYHO20 2enamumy - 3a BUPANCEHICMI0 ma pPOo3Nn08croddiceHicmio ¢hibpo3y 3a
wranorw METAVIR (i0 0 0o 4). Oouax, 011 u3HAYeHHs AKMUBHOCMI Npoyecy
OOYINIbHO 8pAX08Y8AMU  KIIHIYHI O3HAKU, MAKONC pIGeHb 2inepeamaciooyiinemii,
mumonogoi npoou, CPb, IIIOE, kniniuni osnaxu. (VI)

Busnauennsa munie AIl" mae diaenocmuune ma npocnocmuune 3Ha4enHsl, OOHAK He
BNIUBAE HA BUDIP cXeMU JIIKYBAHHSL.

AASLD Practice guidelines: Diagnosis and Management of Autoimmune
Hepatitis, 2010:

HMiarnoctuka AIl' BuMarae mNpUCYTHOCTI XapakTEPHUX KIIHIYHHUX 1
7a00paTOpHUX OCOOJMBOCTEH Ta BHUKJIIOYEHHS I1HIIMX CTaHIB, SKI MOXYTb OyTH
IPUYHUHOIO XPOHIYHOTO TeNaTUTy ¥ Hupo3y nevinku (tadu. 2) [13].

Kiiniune oOcTeeHHs MOBMHHE BKIIIOYATH OI[IHKY BXXMBAaHHS aJKOTOJIO Ta
NpUIOMY TeMaTOTOKCHYHUX Mpenaparis.

JlaGopatopHa oIlliHKa TMOBMHHA BKJIOYaTH Bu3HadyeHHs piBHIB AJIT, ACT,
nyxHoi ¢ocdarazu (JID), ansOymiHy, 3arajibHOro ado y-riolysminy, Ig Ta 61utipyOiny
(KOH'FOTOBAHOTO Ta HEKOH TOIOBAHOTO).

3BuyaitHi ceposoriydai  mapkepu AIl' Takok mOBHHHI OyTH OIliHEH,
BKJIIOYAIOYM aHTUHYKJIeapHi aHTuTiIa (ANA), aHTUTIIA 0 TJIAJKOM'SI30BUX KIIITHH
(SMA), anti-LKM-1 1 anti-LC1 (ta6n. 3) [12-16]. [diarHOocTHYHA OIliHKAa MMOBUHHA
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TaKOXK 3IIMCHIOBATHCS JUIsl BUKJIIOYEHHS CHAJKOBHX 3aXBOpPIOBaHbL (XBOpoOU
Binbcona Ta nediuuty anbda-1  aHTUTPUIICHMHY), BIPYCHOIO  TE€NaTUTY,
CTEaTOrenaTuTy Ta 1HIIUX ayTOIMYHHHMX XBOPOO, sIKI MOXKYTh OyTH cxoxxumu Ha AIl
— oco0iuBo nepBuHHUK OumiapHuii uupo3 (ITBLl) 1 nepBuHHUE cKiepo3yrOUnil
xoganrit (IICX) [12, 13, 36, 81, 82]. Ct.. 4

Ayrtoantutiia He € crienudiuaumu st AIIT [104-109] ane ixHa ekcrnpecis MOXe
3MmiHOBaTUCs npotsiroM xBopobdu [110]. Kpim Toro, Hu3bKi TUTPU ayTOAHTUTLI HE
BUKJIIOUAIOTh J1arHo3y All', Tak camo sik 1 BUCOKI TUTpH (i 9ac BiJACYTHOCTI 1HITUX
MiATBEP/KYBaIbHUX (DaKkTiB) He mATBepkyroTh miarHo3 [110]. CeponeraTuBHi
MAIlEHTH MOXYTh €KCIIPECYBATH TUIIOBI aHTHUTLIA Mi3HIIIE MPOTIroM xBopodbu [114-
118]. C1..5-6

[Ipn BuNpoOOyBaHHSAX HAa TKAHMHAX TPU3YHIB, TUTPU ayToaHTUTLl 1:40 MaroTh
3HAYEHHS Ul TOPOCIHUX, TOJAl K Yy AITeH KIIHIYHO 3HaYUMUMH € TUTpu 1:20 s
ANA 1 SMA 1 1:10 ana anti-LKM1, ToMy mo ix peakTHBHICTb € PIAKICTIO IS
3nopoBux giteil [13]. Ilpucytnicts Bucokux THUTpiB anti-LKM1 ocrarouno
niaTBepkye aiarHo3 AllY, HaBiTH sKIIO OIOMCiS MEYIHKA BUKIIOYAETHCS 1HIIUMU
KJIIHIYHUMU MIPKYBAaHHSIMHU.

[Hm ayToaHTHTINA, SKI MOXKYTh OyTH BUKOpPHCTaHI IJis Kiacugikallii MaIli€HTiB,
SKUM HE BUCTAYa€ 3BUYANHUX CEPOJIOTIYHUX O3HAK, Iie anti-SLA 1 atumosi p-ANCA
[119, 129, 130, 131-139]. Atunosi p-ANCA, 3BU4aiiHO BBaXalOThCs Crieu(PpiIHUMU
st [ICX i1 3amanbaux 3axBoproBanb kuikiBHUKA (33K) [124, 125] wacTo npucytHi
y mamientiB 3 AIl' [126, 127], a iHOAI MOXYyTh OYTH €IWHUMU OOYMOBIICHUMH
anTuTiIamu (tadn. 3) [128].cT. 6

AHTI-SLA [129] 1 anti-LP [130], mo cnoYarky BH3HAaBaIWCh OKPEMHMH
ayroantuTiiamu npu All, mi3Hine BU3HAHI SIK aTaKylOUMH OJUH aHTUIEH 1 SBJISIIOTH
co0010 OJIHY cepoJIoriyHy cyTHICTh. L1 anTUTLIA 3apa3 Ha3uBaroThes «anti-SLA» abo
«anti-SLA/LP».  IxHboro  MoOjeKynspHOIO  MIllEHHIO €  TPaHCIOPTHHIA
pubonykneonporein (ta6bm. 3) [119, 131, 132]. SLA HemomaBHo Oyiu
nepeiMeHoBaH1 B SEPSECS (Sep [O-phosphoserine] T-RNA synthasa)
Selenocysteine Synthase. Anti-SLA BusiBisitorbcst iHOAI y mamieHTiB 3 All
HeratuBHEX MO0 ANA, SMA 1 anti-LKM-1 [133], aie uyacrimie BHUSBISIOTBCS B
acoriamii 13 TpaJAWIIHHUMH ayTOAQHTUTIJIAMH, OCOOJUBO SKIIO BUKOPHUCTOBYETHCS
qyTIuBUN MeTon iMyHodepMeHTHoro anamizy [133-136]. Anti-SLA € BuCOKO
crenu@iYHUMHA IS JIaTHOCTUKHU ayTOIMYHHHMX MEYiHKOBUX XBOpoO [133] Tomy ixHE
BU3HAYCHHS MOXE 1IeHTU(]IKyBaTH TAIEHTIB 3 OUIBII BaXXKUM MPOTIKAHHAM
xBopoOu Ta ripmuMm pesyinbratoMm [137-140]. s iXHBOro BHSIBICHHS JOCTYIIHI
koMepiiitHi ELISAs.

IMmyHOpepMeHTHUI aHAMI3 - TpaAULINHUN METOJ BU3HAueHHs ayToaHTuTin ais All,
Oaratro naboparopiii (ocobmuBo B CIIIA) Bce wdacTilie BHKOPUCTOBYIOTH
KOMEPLIHHNUN eH3UM-3B’A3ytounii imyHocopoentnuii anani3 (ELISA) creniansao anis
anti-LKM aHTUT1I.CT.- 6

Tabauus 3. AyroaHTUTIIAa B JIarHOCTUILI AyTOIMYHHUX IeNaTUTIB CT. - 4

AHTHTIIA ‘ AHTHUICHH — ‘ 3axBoproBaHHHA | 3HaveHHs B ‘
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MinIeHi NMeYiHKH JiarHoCTHI
AIT
ANA* MHOxUHH1 MmimeHi, mo | AIl', ITIBLI, IICX Hiaraoctuka AIT
MICTSITh: 1HTyKOBaHI 1 Tumy
® XpOMaTHH JKaMH, XpOHIYHUN
e pubonykieonporeinu | remarur C,
e KOMIIIeKcH | XPOHIYHH
puGoHyKIeonpoTeinip | FeNaTuT B,
HEaJIKOTOJIbHA
YKUPOBa XBOpoOa
TICYIHKH
SMA* MiKpo(hiTaMeHTH TK, mo © npu | liarnoctuka AIlC
(axTuH ANA I Tuny
MIKpo(1JITaMEHTIB)  Ta
IPOMIXKHI
MikpoditameHTH
(BIMEHTIH, IECMiH)
LKM-1* dbopmiminorpanchepasa | All" 2 tumy, Hiarnoctuka AIT
LIUKJIOIeaMiHa3a XPOHIYHHM 2 Tumy
(FTCD) renatut C IIPOrHOCTUYHO
BKa3ye Ha
BaXKUH nepelir
pANCA MPOTETHU snepuoi | AT, IICX Hiarnoctuka AIl’

(aTumnost) JIaMIHH I Tuny,

peknacudikais
KPHUIITOT€HHOTO
XPOHIYHOTO
renatuty sk Al
I Tuny.

SLA tRNP ©*®Sec AIT, Jiarnoctuka AIT
XPOHIYHUHN [Ipornoctuune
renatut C 3HAYCHHS

BaKKOTO
3aXBOPIOBAHHSI,
pEIUINBY,
JKyBaHHS BiJ
HapPKO3aJI)KHOCTI
LKM 3 cimeiicTBo reniB 1 UDP | AIl" 2 Tuny, Hiarnoctuka AT’
TJIFOKYPOHO3UIT XpOHIYHUHN 2 tumy
tpanchepas (UGT1A) | rematut D
ASGPR aclajonpoTeTHOBHIA AIT', TIBII, IIPOrHOCTHUYHE
penenTop rernarur, BU3HAYCHHS
1HAYKOBaHU U BaXXKUH miepeoir

J1KaMH, XpOHIYHI

XBopoOw,
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renatuta B, C, D | ricTronoriyna
aKTHUBHICTTb,
penu/IiB
LKM 2 nuroxpom P450 2C9 TUKpUHADECH- HISIKOTO, HE
1HTyKOBaHU I BUHHUKAE IT1CIIA
FEeIaTUT BIIMIHH
TUKpUHAEHY
LM nutoxpom P450 1A2 reIaTurT, IIarHOCTHKA
1HTyKOBaHUI APECED
r1IpOJIa3iHOM, renaTuTy
APECED renatur

Ipumitka: * - 3Bu4aiiHMil ceponoriyHuil HaOlp s miarHoctuku Al THmmn
CEpOJIOTTYHI MapKepu MOXYTb OyTH KOPHCHMMH Yy TAIll€HTIB, Y SIKUX BIJCYTHI
3BUYalHI ayTOAHTHUTLJIA.

Cm..7
3axBOPIOBaHHSI MIEYIHKH He3'sICOBAHOI €T1010T1{
\
ANA. SMA. LKM-1. AMA
|
[ [ - | | |
ANA+ SMA-+ LKM-1+ AMA-+ 3Buyaiini TGCTll/I HEeTaTHBHI
| | | |
AIT TIRIT F-aKTiH, SLA/LP, LCl, LKM3,
PDH-E2, pANCA
|
I I I [ [ |
ATumosi F-akrin + SLA/LP LCI1+, PDH-E2+ Vi
pANCA+ + LKM3+ HETaTHBHI
——— | I | |
AIl 10D, ¢ AIl TTBIT

XpOHIUHUIA KPUNITO TEHHUH
renaTuT

Puc. 1. BukopuctanHs cepoJOTiYHUX TecTiB B miarHoctuili All.

Ceposoriydi TecTu B OIiHIII TOCTPOro ab0 XPOHIYHOI'O I'eMaTUTy HEBU3HAUYEHOI MPUYMHHU.
[ToyaTkoBUH CEpOJIOTIUHMN aHaJI3 MICTUThH OIIHKY Ha mpUCyTHICTH ANA, SMA, anti-LKM-1, 1
AHTUMITOXOHpiaNbHUX aHTUTIT (AMA). SIkmo onHe a0 MeKiTbKa MOKAa3HHUKIB MO3UTUBHI, J1arHO3
AII" a6o TIBL] mae OyTu BcTaHOBIEHMM. SIKIIO Il TECTU HETATHBHI, JOUUIBHUMH € OIIHKA 1HIIHAX
cepoJioriyHux TecTiB. Lle MatoTh OyTH TecTu Ha aHTUTLIA 10 akTHHY (F-aktun), anti-SLA/LP, anti-
LC-1, ypiginaudocdar rtarokyponosmnrpanchepasni anturina (anti-LKM-3), anTHTITa 10
cybomununi  E2  mipyBatmermaporenHazHoro  komiiekcy — (PDH-E2),  mepunykieapHi
aHTUHEUTpoPUIbHI nuroruiazMatuyHi aHTutiia (pANCA). Pesynprat nuMx A0JaTKOBUX TECTIB
MOXYTb 3aIIPOINIOHYBATH i1HIII AiarHo3u, Bimoyaroun [ICX abo KpUNTOreHHU XpOHIYHUM renaTurT.
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Pexomenoauii :cm.. 7 (4)

1. Y nauienmie 3 AII' ma muoxscunHuUMU eHOOKPUHHUMU PO31A0AMU NOGUHEH
oymu euknwuenuit. APECED-cunopom (aymoimynna nonieHOOKpunonamisa 3
KAHOUO030M ma eKmooepmaibHolo oucmpogicio) 3a 00nOMo2010 mecmyeanHs Ha
munoei mymauii 6 2eni AIRE (na 21 xpomocomi) (Knac I, pigens 13).

Komenmap pobouoi cpynu:

B komnnexc nabopamopnux Oocniodcenb OOYLIbLHO BKIIOYUMU BUSHAYEHHSL
mumonogoi npoou, CPb .ma y-enobyninis. (ccunxka)

llocunanuns na nimepamypy

3.3. TEHETUYHI OCOBJIUBOCTI.

Onwucani yuciieHH1 reHeTuyHi acouiamii npu AIl' y pi3Hux eTHiuHUMX rpyn [29, 141-
154]. Bynu BUBYEHI MEPBUHHI T€HETUYHI acoIliallii 3 TOJIOBHUM JIOKYCOM KOMILIEKCY
ricrocymicHUITBa Ta accoriianii 3 HLA-anensiMu 31 CXUIBHICTIO 10 3aXBOPIOBaHHS,
KJIIHIYHUM (PEHOTHUIIOM, BIANOBIJII0 HA TEpAIil0 Ta HACIIAKOM 3aXBOproBaHHS [18,
155-168]. AIl' — € KOMIUIEKCHUM TOJIT€HHUM po3iaaoMm [169], skuil HaBpsa 4u
MOXKe OyTH TepellaHuii HACTyIHUM TeHEpallisiM, TOMY PYTMHHHN CKPUHIHT YJICHIB
POJIMHM HA TEHETUYHI MapKepu HE PEKOMEHJOBaHU M.

AIl" Mmoxe OyTH MPUCYTHIM y TAII€HTIB 31 €HAOKPUHHUMH YPaKCHHSIMHU Oaratbox
OpraHiB, KaHIUJ030M IIKIpU Ta CIU30BUX OOOJOHOK Ta EKTOJAEPMAIIbHOIO
nictpodiero. Taki marieHTH MaOTh PIAKY TEHETUYHY MATOJOTII0 — ayTOIMYyHHY
MOJIICHIOKPUHOTIATUYHY KaHIuA03HYy ektojepmanbhy auctpodito (APECED), sika
CHPUYMHEHA MYTaLI€I0 OJHOrO I'eHy, 1110 po3TaioBanuii Ha 21q22.3 xpomocomi. Lleit
red Jie Ha aytoimyHH1 perynsatopHi (AIRE) mporeinn [170]. AIRE €
TPAHCKPUTITOPHUM (PAKTOPOM, IO PO3TAIMIOBAHUIN HA CMITENIaTbHUAX Ta JCHAPATLHUX
KIIITHHAX B TUMYCI, IKHI PETYJIIO€ KJIOHAIbHE BUIAICHHS ayTOPEaKTUBHUX T-KITITHH
(rak 3BaHa HeratuBHa cenekuis). APECED wmae ayTOCOMHO-pELeCHBHHMI THII
cnaakyBaHHsa, Opak HLA accomianii Ta Ouibllie MOB’A3aHUI 3 XKIHOYOK CTATTIO.
[TeuinkoBuMH ayToaHTUreHaMu, 110 acouiioBani 3 APECED e mutoxpom P450 1A2
(CYP1A2), CYP2A6 B pomoBHenns no CYP2D6 [171-174]. Awnturtiia 1o
nuroxpoMmy P450 1A2 Oynu momepenHhO Ha3BaHI MEYIHKOBI aHTUMIKPOCOMAJIbHI
(anti-LM) anrturina (tabxa. 3). e enunnii cunapom, nos’si3anuii 3 All', mo BusBise
MenzeniBcbky MOJENb HACHiAyBaHHS. [ eHEeTWYHE KOHCYJIbTYBaHHA [UIS IUX
MAII€HTIB Ta YWICHIB X POJUHU € OOTPYHTOBAHHM.

Pekomenoauii (BSG, 2011):
1. bioncia neuinku eazoma o0nsa oiacnozy AII' i makoyc Haoae eaxcaugy

ingpopmauiro. Ile noeunno Oymu GUKOHAHO, AKULO HeMA€E AOCOIIOMHUX
npomunoxazaus (II-3/ knac B1).cm — 5 (3)
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AASLD Practice guidelines: Diagnosis and Management of Autoimmune
Hepatitis, 2010: cT.. 4

biomcis mne4yiHKM pEeKOMEHAY€TbCs JUIsl BCTAHOBJIEHHSA JiarHo3y MW IS
yXBaJI€HHS PIIICHHS W00 TaKTUKHW JikyBaHHs [12, 13, 15, 16]. Ilpu roctpomy
MOYaTKy 3aXBOPIOBAHHS BIJICYTHICTH O10TICIi HE TOBUHHE 3aBa)KaTHU MOYATKY Teparrii.
[icTonoriyHOI0 OCOOJUBICTIO € NEPUNIOPTAIbHUM TeNaTUT, TUIOBOK TAaKOX €
1H}IBTparisa wiazMaTuIHUMU KiTuHaMu [83-87]. Hi ricTosnoriuydi oco0IMBOCTI, SKi
e cnenudiuaumu s AIL, HI BiACYTHICTD 1H(LIBTpAIll] MJIa3MaTUYHUMH KJIITHHAMHA
He BUKIouaroTh giarHody All' [84]. Takox MoxyTh OyTH MpUCYTHIM €03UHO(LIH,
J00yJIsIpHE 3amajeHHs, MOCTOmoMAiOHI ¥ MyJbTHAnMHApHI Hekposu [55, 86, 87].
Pinko 3ycrtpiyatotbesa  rpanyidbomu. llopranbHi  ypakeHHA  3BUYAaWHO  HE
NOLIKUPIOIOTHCS HA KOBYHI NPOTOKU. P10p03 MPUCYTHIN 3BUYANHO NpH yCiX PopMax,
KpIM MIHIMaJbHUX, 13 MPOrPECyBaHHSAM XBOPOOU CIIOCTEPIraeTbCs MOCTOIOAIOHMIA
¢10po3 abo 1upo3 [55, 83-85]. [HoAl BU3HAYAETHCA LIEHTPO30OHAIBHE YpakKeHHs (30Ha
3) [10, 60-62, 88-91]. HocaipkeHHs MPOJAEMOHCTPYBAIA MEPEXi] HUX 3MIH Y JESIKHX
NAll€EHTIB B MEpUNOpTalbHUN remnatut [62]. Y DOpIBHAHHI 3 Nall€EHTaMU 3
MOCTYIIOBUM IOYATKOM, Y MAIIEHTIB 3 TOCTPOIO BAXKKOIO MEYIHKOBOIO HEIOCTATHICTIO
YacTillle CIOCTEPIraeThCs NEPUNOPTATBHUN Ta JOOYISpPHUM TenaTUT, HEKPO3
renaToIUTIB, LEHTPAJbHUM HEKPO3 Ta CyOTOTadbHI HEKpPO3W, Ta OUIBII PIIKO -
o3Haku (Pi6po3y # muposy [10, 92, 93].

VY nesxux mnamieHTiB npucyTHi o3Haku All" Ta iHmumx po3naxais, Takux sk [1CX,
[1B1l, ayToimynHoro xonanrity abo iHmmx cuuapomiB [94-100]. V mux Bumaakax
MOXXYTh CIOCTEpPIraTUCh TIEBHI TICTOJIOTIYHI 3MiHH, TakKl $K JyKTOMNEHis abo
nectpyktuBHuM xomadrit [101]. Jlms pomoMorn y BCTaHOBIJIEHHI J1arHo3y Yy
CKJIQJHUX CHUTyallAX MOXe OyTHM BUKOpHCTaHa IEperiisiHyTa OajibHa cucrema (Tadu.
3) [13, 76]. IlpucytHictb cTeaTo3y a00 TEpPEBAHTAXXEHHS 3aJTi30M MOXKE
3alpONOHYBATH aJbTEPHATUBHUN a00 OJAATKOBUM J1arHo3, TaKUM K HEAJKOrOJIbHA
KUPOBa XBOpoOa MeuiHKH, XpoHIyHUM renatuT C, xBopoOa BinbcoHa, TOKCUUHMIMA
renatut abo crajakoBuii remoxpomaros [84, 85, 101].

AASLD Practice guidelines: Diagnosis and Management of Autoimmune
Hepatitis, 2010:

Pexomenoauii): cm.. 6

1. /liacnoz AII' noeunen Oymu ecmanoeieHUll, Npu HAAGHOCHI NOEOHAHHA
KAIHIYHUX O03HAK [ cumnmomie, 1adopamopHux (30in1buieHHa aKmueHocmi
cuposamkoeux ACT avo AJIT ma 36invumennn pienie 3azanvnozo Ig abo y-
2nooyniny), ceponoziunux (ANA, SMA, anti-LKM1 aé60 anti-LCI) ma
2icmono2ivHux (nepunopmaivHull 2enamum) ocoonugocmeil; a iHWIi cmauu,
AKI MOJCYMb 0ymu NPUYUHOIO XPOHIUHO20 2enamumy, 6KII0UAlOYU GIPYCHUIL,
CnAoKoBUIl, MemadoNIYHULl, X0JeCmamuyHuil ma IHOYKOGAHUI JiKamu -
suknwuaiomoca (maoa. 4). (Knac I, pieensv B).

2. Mliaznocmuuno CKIaoOHI 6UNAOKU, WO MAIOMb HEOOCMAMHLO CUMIMOMIE ADO
amunogi K1iHiYHi, 1a00pamopHi, cepoioZiuHi ado 2icmo02iuHi 0codaueocmi
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NOGUHHI OUIHIOGAMUCA 3a 0IAZHOCMUYUHOIO OalbHOI0 WwiKanol (maoa. 5). (Knac

114, pisens B).

3. Ilayienmu, Hezamu6Hni y GIOHOWIEHHI 36UUAUHUX AYMOAHMUMIL, Yy AKUX

nioosprwemsca AIl, nosunni

Oymu nepegipeni

Ha HaaHICMb IHWUX

ceponoivnux mapkepie: Ak minimym anti-SLA ma amunosi pANCA (maba. 3,
puc. 1). (Knac I, pigens B).

Cr.2

Hiaraoctuuni kputepii st AII' Ta 6anbHa cuctema Oynu Bu3HadeHI MKHAPOIHOIO
rpynoto 3 BuBueHHsa All" (IATHG) y 1993 p. [75] 1 nepernsinyTi 'y 1999 p. [13] (Tabm.
4). KniHiyHUX KpUTEPIiB AIarHOCTUKU JOCUTH JJIA BUKIIFOYEHHS a00 BUCHOBKY II0JI0
IMOBIpHO icHyro4oro AIl" y O11bIIOCT] HAI[IEHTIB.

Tadimusa 4. KoagudikoBani niarHocTuyni kpurepii MixkHapoaHoi rpynm 3
BUBYEHHS ayTOIMYHHOTI'0 renaTuTy.cT. 3

O3Haku IleBunii niarnos AII' Mo:xauBuii giarno3 AIT
IicroJoris NePUNIOPTAIIHHUHN TeaTUT TaKi X 3MiHH, 5K 1 B KIICBHOMY
NMeYiHKH OMIpHO1 200 BUCOKOT 1argos3i»
aKTUBHOCTI 3/ab0 6e3
JT00YJISIPHOTO TenaTUTy, abo
[EHTPaJIbHI MOPTAJIbHI
MOCTOIOXI0H1 HEKPO3H, aie 6e3
VIIKOKEHHS JKOBYHUX
IIPOTOK, 200 MEBHI I'PaHyJIbOMU
a00 3MiH, 10 TIATBEPKYIOTh
1HITY €TI0JIOTIIO
Bioximis OyIb-sIKE I11IBUILICHHS TaKi X 3MIHH, SIK 1 B KIIEBHOMY
KpoBi CHUPOBATKOBHUX TpaHCaMiHa3, J1arHO31», aje MaI[l€HTH 3
0co0auBo, konu JID He € MOPYILICHHAM CHPOBAaTKOBO1
CYTTEBO MIABUIIECHOIO. KOHIIEHTpaIlii Miji abo
HopmanbsHa cupoBaTkoBa HEPYIIOIIa3MiHy MOXYTh OyTH
KOHIICHTpAIlis albda- BUKJIFOYEH] BIIITOBIIHUMHU
AHTUTPHUIICUHY, MiJIi Ta OCIIKEHHAMHA
LEPYJIOIIa3MiHy
CupoBaTKOBi | 3arajibHi CHPOBAaTKOBI Oy/lb-SIKE TT1JIBUIIICHHS
iMyHOr100yJ1iHM | TII00YTiHU, 200 Y-TI00YIiHU CHUPOBATKOBOTO TII00YIiHY 200
a6o xoHnenTpanisa [gG y-r100yiHIB 2060
MiJBUIIECH] OUTbII, HIXK Y 1,5 koHueHTparlis [gG Buiie
pa3u BiJl BEpXHHOI MEX1 HOPMHU | BEpXHBO1 MEX1 HOPMU
AyToanTuTijia | ceporo3utuBHi o ANA, SMA, | Taki % 3MiHH, K 1 B KIIEBHOMY
CUPOBATKU a6o anti-LKM-1 anTuTinam y JiarHo3i», ajae B Tutpax 1:40,

TUTpax OuThImX, HiXK 1:80.
Hwx4i Tutpu (oco6nuBo anti-
LKM-1) MOXyTb OyTH

a6o Bumie. [lamienTw, sKi
CEepPOHETAaTUBHI 3a IIUMH
AHTHUTIJIAMU, aJie
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3HAUUMUMU Y JITEH.
CeponeratuBHi no AMA.

CEpOMNO3UTHBHI 32 1HIINMH,
cnenu@ika SKMX BKa3zaHa y
TEKCT1 MOXKYTh OyTH
BUKJTIOUECHI

Mapkepu CEpOHEraTUBHI 32 MApKEpaMH | Taki X 3MiHH, K 1 B KIIEBHOMY
BipycHMX 1H(pIKOBAaHOCTI renaTuTaMu A, | J1arHo3»
rernaTuTiB BrtaC

Inri B)KMBAHHSI AJIKOTOJIF0 MEHIIL, B)KMBAHHSI JIKOTOJIF0 MEHIII,
eTioJIoriuHi HIXK 25 T Ha 100y. B anamuesi | Hix 50 T Ha 100y Ta
(paxkTopu BIJICYTHI JIaH1 PO HELIOJAABHE | BIICYTHICTh HEIIOJJABHHOTO

B)KHUBaHHS BIJJOMUX
renaTOTOKCUYHUX MpenaparTiB

BKMBAaHHS BIJIOMUX
renaTOTOKCHYHUX TIPerapariB.
[TamieHTH, SIK1 B)KMBAJIA BEJIUKY
KUIBKICTB aJIKOTOJII0, 200 TI,
XTO HEIO/IaBHO JIIKYBaBCS
[MOTEHIIHO
renaToTOKCUYHUMU JTIKaMU,
MOXYTbh OYTH BUKITIOYCHUMH,
SKIIIO HEMAE YITKUX JOKa31B
TPUBAIOYOTO TIEYIHKOBOTO
Ypa>KE€HHS MicIis a0CTUHEHTIIT
B1JI aJIKOT0JII0, 200
IPUIMHEHHS TPUIOMY JIIKIB.

AnantoBane Alvarez F., Berg P.A., Bianchi F.B., et al. J. Hepatology
1999;31:929 938.

Crt.2

[Tepernsnyra BuXigHa OanpHa cucTeMa Oyjia po3poOsieHa SIK 1THCTPYMEHT

I[OCJ'IiIL)KGHHiI, 3a JO0IIOMOI'0I0O sKOIro MOXKHa

320€3IeUMTh  CITIBCTABJICHHSA

JOCITDKYBaHUX TPYI y KIHIYHUX BUMPOOYyBaHHSX (Tabin. 5) [13], a Takoxkx Moxke
OyTH 3aCTOCOBaHA y JIIarHOCTHUIN CKJIQJHUX BHUIAJIKIB, SKI HE 30BCIM MiAXOIATH 3a
KpuTepisiM, 1m0 omwucadl. bambHa OIliHKa MOXK€ MPOBOIUTUCH SK JI0, TaK 1 MICIHS

JIKyBaHHS.

Tadauua S. cr. .3 BuxinHa 0ajgpHa cucTemMa JiarHOCTHYHUX KpurepiiB AIl
neperjsinyra MizKHApOJAHOIO IPYNOI0 3 BUBYCHHSA ayTOIMYHHOIO renmaTuTy.

IToxa3Huk oaxa IToxa3Huk 0a
b |
Crathb JKiHOYa +2 | HLA DR3 a6o DR4 +1
CuiBBigHOIIEHHSA >3 -2 | CnoJsiy4yeHHs 3 TUPEOIUTH, +2
JIO:ACT (AJIT) iMyHHUMH KOJIITH, 1HIII
CHiBBiTHOLIIEHHSA 3aXBOPHOBAHHAMU
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<1,5 +2 | Inmi mapkepu anti-SLA, anti- | +2
actin,
anti LCl1,
pANCA
>2.0 +3 NepUnopTaibHui | +3
renaTur
1,5-2,0 +2 IJ1a3MaTHYHI +1
. ) KIIITHHA
Buier y-raobyainy | 6| o pO3eTKHU +1
a0o0 IgG Buie 3a I'icToJsioriuHi .
HOpMY 03HAKH HIF0TO 3 -
BHUIIIETIEpEPAXOBa
<1,0 0 HOTO
ypaxXxeHHs -3
YKOBUYHHX MTPOTOK
>1:80 +3 1HII 3HAX1IKA -3
Tutp ANA, SMA 1:80 +2 | BigmoBiab Ha [IOBHA +2
200 anti LKM 1:40 +1 | JiKyBaHHA peUUInB +3
<1:40 0
AMA MO3UTUBHUN | -4
Mapxkepu no3utuBHi | -3 | CykynHicTh NeBHMM AIarHO3 | >
BipyCHHUX 0aJiiB 10 15
renaTuriB HeraTuBHI | +3 | JiKyBaHHS MOKJIUBUI 10
aiarLos -
15
TaK -4 | CyKynHicTh NeBHMI TiarHO3 | >
0aJiB micus 17
IIpuiiom JikiB H1 +1 | JikyBaHHS MOKJIUBHIA 12
aiar’Hos -
17
B:xxuBaHHA <25 r/moby | +2
AJIKOr 0110 > 60 r/moby | -2
AnanrtoBane Alvarez F., Berg P.A., Bianchi F.B., et al. J. Hepatology 1999; 31:
929-938.
Cr..2

Kinbkicte 6aniB o gikyBanHsa 10, abo Outbiie, Ta 12 1 BUILE TiCas JIKYBaHHS

o3Hayae «iMoBipHUi» All'. KinbkicTe 6amiB a0 diKyBaHHSIM 10 Ma€e «4yTJIHBICTHY
100%, cnenudiunicts — 73 %, MlarHOCTUYHY TOUHICTh — 67 %. [76]. KinbkicTh OaiB
no mkan 15 mo nmikyBaHHs o3Hayae «mneBHui» AlIl' Ta mae yytnusicte 95 %,
crietudiuHicTb 97 % 1 11arHOCTUYHY TOUYHICTE 94 % [76].

Chpomiena paxyHKoBa cHUcTeMa Oyja 3alpolOHOBaHA HEIIOAABHO IS
MOJICTIICHHS 3aCTOCYBAaHHS B KIIIHIYHINA TIpakTuIll [78] Ta 0a3yeTbcs HA MPUCYTHOCTI
W piBHSX eKcmpecii ayTOAHTUTUT 3a  JIOMIOMOTOI0  METOAY  HEempsSIMOi
IMyHOUTyOpeCIIeHIII1, KOHIEHTpallii cupoBaTKoBoro imyHornooyniny G (Ig), abo
TUTIOBUX ()i310JIOTIYHUX OCOOJMBOCTEN Ta BIACYTHOCTI BIpyCHUX MapkepiB (Tadi. 3)
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[78]. Y TppOoX HEeAaBHIX PETPOCHEKTUBHUX JOCIIIKEHHSIX CIPOoIlleHa OallbHa cCUCTEMa
3aCTOCOBYBAJAcs 3 BUCOKOIO UYTIUBICTIO i cnenudiyHicTio y aiarHoctuui All', ane
1€ I1[e TOBUHHO OyTH OI[IHEHE B MPOCIEKTUBHUX IOCTIKEHHX [76, 79, 80].

4. JIKYBAHHASA

Merta JikyBaHHS

[lepBunHOIO MeTOor JikyBaHHs All' € KIiHIYHA peMicis CHUMIITOMIB 3 TOBHUM
O10XIMIYHUM Ta TICTOJIOTIYHMM YCYHEHHSM 3alajeHHs 1 TenaToleTIoIsIPHOTO
nomko/keHHs.  KiHmeBoo Metoro € criiika pewmicis 06e3 HEoOXITHOCTI Y
MEJIMKaMeHTO3HIM Tepamii (Tabdn. 3). Pemicis moxxe OyTu BU3HAuU€HA MPU yCYHEHHI
CUMIITOMIB, HOpMaJi3aiii piBHIB CHPOBATKOBUX aMmiHOTpaHcdepas, OumipyOiHy, Ta V-
rnooyminy/IgG, Ta moninmeHHi ricToNOrii MeYiHKH JO0 HopMai3alii abo 10 Jerkoro
nopTajpHOro renmatuTy. HopMmamizamiss CHpPOBaTKOBUX —aMiHOTpaHcdepa3 He
000B'SI3KOBO BKa3y€ Ha TCTOJIOTIYHY HOpMaTi3alliio.

Tadoauusa 6. Ll JikyBaHHS.

Ll TikyBaHHA ayTOIMYHHOI'0 FelaTUTYy OuukyBaHi pe3yJabTaTH
JIKYBaHHS

1. [lepBrHHA KiHIIEBA TOYKA: HOpMaJi3aIlis JlocsrHeHHs CTiiiKoi peMicii 6e3

AJIT HEOOX1THOCT1 Y METMKaMEHTO3HIM

2. BropunHa KiHII€Ba TOYKA: HOpMaTi3allist Tepariii, MATPUMaHHS [IE€YIHKOBOTO

pi1BHSA Y-TJIOOYJIIHY Ta iIMyHOIJI00yiHy G pe3epBy

3. TpeTrHHa KiHIIEBA TOYKA: HOpMaJi3allis
riCTOJIOTTYHOI aKTUBHOCTI

4. YerBepTa KiHIICBOI TOUKH: BHUPIIICHHS
b16po3y

British Society of Gastroenterology (BSG) guidelines for management of
autoimmune hepatitis, 2011:c1..5-6

C. IIOYATKOBA TEPAIIIA
C1. Opranizauist npouecy JikyBaHHsl. (XTO OBHHEH JiKyBaTH?)

BpaxoByroun mnommupenicte AIl' 1/10 000, imoBipHO, mo Oyae mnpubIu3HO 25
naiieHtiB 3 All' cepen HaceneHHs, sike OOCITYrOBYETHCS JIKapHEIO 3arajbHOIO
npodinto. CriocTepekeHHsl yCiX MaiieHTiB GaxiBIsIMU FeNaToNOTaMH Y BiJUTUICHHSX
HE TMPUHIMIOBO. [neanbHO, WAIlEHTH TOBUHHI OyTH TMiJg CIOCTEPEKEHHAM
renaTtojiora abo racTpoeHTepoJiora 3 JOCBIJIOM B JIIKYBaHHI 3aXBOPIOBaHb MEUIHKHU.
[TamienT MOBMHHI OyTH OOCTEXKEHHI B MPU3HAYEHIM TeNaTOJIOTIYHIA KJIIIHII],
11IealbHO 32 JOMOMOror  (¢axiBisl  racTpoeHTepojora abo  MeACecTpHu




25

renaTojoriyHoro BiajauieHHs. [IpuHaliMHI, BUCHOBOK IOBHHEH OYTH NIaHHUH YCIM
NanieHTaM, skl 3HaXOJAThCA IiJl HArJgoM, OJHUM a00 JBOMa KOHCYJIbTAHTAMH.
JlikyBanpHI MOpoOUEAYpU T[OBHHHI MPOBOJUTUCA Y JIIKYBaJIbHUX 3aKiajax, e
MOXJIMBUM PETyJISIPHUA KOHTPOJIb IMYHOCYNPECHUBHOI Tepamii, a TaKoXX HaJaHHS
NEPBUHHOI a00 BTOPMHHOI JOoNOMOTd. KOHTpoJb MOBHHEH 30epiraTvcs MpOTArOM
Bchoro  kuTTs.  I[lpoBogutbest  GopyM  nmns  peryiasipHOro  OOrOBOpPEHHs
poOJIeMaTHYHKX TMAIIEHTIB.

Hapewuti, moBuHeH OyTH JIETKUH TOCTYII AO:

a) 1aboparopii IMyHOJIOT11, SIKa MOKE€ OI[IHUTH (BU3HAYUTH PE3yJIbTaTU Y TUTPAX) ycCi
BIJIMOBIAHI aHTUT1JIa CHPOBATKH;

b) daxisis mopdomora-remarosuora;

C) remaroJiora 3i CreriaJlbHUMU 3HaHHIMU y BeJieHHl All;

d) uenTpy nepecanku MeYiHKU.

Hapemti, moBuHeH OyTu peryiasipHuil JUHAMIYHUN KOHTPOJIb PE3yJIbTaTiB.

C2. Ynu ycix notpidHo JikyBaTu?

[Tammientam 3 AlIl, 3 moMmipHrM ab0 BaKKUM 3amnajieHHSIM (HasBHICTb OJHOTO
abo Oumple KputepiiB: 30uIbiIeHHs cupoBatkoBoi ACT > 5 Hopm, rioOyIiHIB
CHUPOBATKH > 2 HOPM, 3a pe3yibTaTaMu O10IICIH MEYIHKHA HEKPO30M, IO 3JIUBAETHCH)
MOBMHHA OYyTH 3ampoIllOHOBaHA IMYHOCYIIpECHMBHA Tepamis, SKa IOKpAIlye
BIDKMBAHHS y IUX TAIl€HTIB, M0 MPOJEMOHCTPOBAHO Y BHUIPOOYBAHHSX,
00roBOpEHUX HIDKYE. Y TMAalli€HTIB, AKI HE BIAMOBLIAIOTH IIUM KPHUTEPIsIM, TEPAIito
NOTPIOHO TAKOXK PO3TIITHYTH, SKIIO:

a) MAalllEHT Ma€ O3HAKU renatuty (IpuUHAWMHI, y TOPSAKY EKCIEpUMEHTY, 1100
0auUTH, UM MOTIMIITYIOTHCS TOKA3HUKH);

b) y marmientiB 3 AIl' Ta BCTAaHOBJICHUM IUPO30M TEUIHKH Ha OIOMCIi, SIK MAIEHTH
rpymH prskxy © 6 1991%.

C) L€ MOJIOJII MAIIEHTH - JUJIsl MPO(PIIAKTUKH PO3BUTKY IIUPO3Y MEUIHKU Yepe3 KiJIbKa
JECATUIITh.

[TepeBara iMyHOCyIpecuBHOI Tepamii y O€3CMMITOMHUX JITHIX TAIll€EHTIB 3
renaTUTOM MOMIPHOI aKTHBHOCTI (HekposamanbHa cramis 4-6 3a Ishak ") Ha Gioncii
HE BCTAaHOBJICHA BUIIPAB/iaHa TaKTUKAa HE MPU3HAYEHHS IMYHOCYIIPECUBHOI Teparii,
OCOOJIMBO SIKIIO € BIAHOCHI MPOTUIIOKA3aHHS JI0 BHUKOPHUCTAHHS CTEPOiJiB.
JlecATUNITHE BWKWMBAHHS y TaKUX TAIll€HTIB 3 MOMIPHOIO AKTHUBHICTIO TeMaTUTy
craHoBwio 90 % B omHoMy ° Ta 67 % B iHmOMY ROCTimKeHHI (TiIBKH Bicim
nauientiB)'® Y iHIIOMY HEKOHTPONBOBAHOMY [OCTIKEHHI, y HENTIKOBAaHHX
0e3CHMNTOMHUX MAIli€HTIB BIXKUBAHHA Oynio moaiOHE M0 THX, SKi OJEp>KyBasld
iMyHOcympecopu. OpHak, y 25% 1MX [ali€HTIB CUMITOMHM 3 4acoM
BisHOBMOBaMcsa™'. ToMy, y HenikoBaHMX mnamientis 3 AIT momipHOi akTHBHOCTI
NOBMHEH OyTH KOHTPOJIb AKTUBHOCTI TE€MaTUTy 1, SAKIIO MEYIHKOBI MpoOH
3aJIMIIAIOTHCA MIJBULIEHUMHU - OIOMNCII0 MEYIHKM MOTPIOHO MPOBOJUTH KOXHI 2-3
POKH.

besnepeuno, peruaus AlIl' moxke BiIOyTHCS, 1 y MAIiEHTIB 3 HOPMaJbHUMH
piBHSMHM TpaHcamiHa3z cupoBaTku U [gG Ta 3 MIHIMAJIBHOIO HEKPO3aNaJIbHOIO
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peakiiero 'y pe3ynbTaTi Oilomcii mnediHkd Ha Qonl JikyBaHHA. (CaMmoBUIbHE
ButikyBauus AIL 3adikcoBano y 20 % marientiB'®. OdeBHAHO Taki mHarieHTH
NOBUHHI CHOCTepiraTucsi, ToMy 1o MoxiauBuid peruauB All. Tlos'szanmii 3
Meaukamentamu All" Moke pO3BUHYTHCS MPHU BIAMIHI JIIKAPCHKOrO Mpenapary, xoda
JI0Ka31B HEJOCTaTHbO, TOMY IO y BMIMAJKAaX, IPO SIKI HalyacTillle MOBIIOMIISIIOTH,
MALIEHTH OJIePIKyBaIH IMyHOICHIPECHBHE JTIKYBaHHS .

Pexomenpnauii (BSG, 2011):cT.. 6

1. Ilauienmam 3 AII' nomipnoi abo eupasricenoi axkmusHocmi, MoJ100UM
nayicumam, ma NAyiEHMam 3 O3HAKAMU UUPO3Y HEUYIHKU U HAGIMb 3 HOMIDHOIO
2iCmoN02iYHON AKMUBHICMIO NOBUHHA Oymu 3anponoOHO6AHA IMYHOOEnpPecueHa
mepania (I/Al).

2. Ilepesaca nikysanusa (nekpozozananennsn 3a Ishak <6 6anig) AII' nomipnoi
AKmMugHocmi 'y 0e3CUMNMOMHUX NAUIEHMIE CMApPuio20 GiKy He 6CHMAHO06/1eHa.
Tepania ne noxazana, AKWO0 Hemae O00Ka3i@ OIOXIMIiYHOT ado 2icmon02iunHol
akmuenocmi xeopoou (I11/C2).

AASLD Practice guidelines: Diagnosis and Management of Autoimmune

Hepatitis, 2010:

Taoauus 7. llokazanusa s imyHocynpecuBHoi Tepamii. Ct. 9 - 10

AGcomoTHi BinHnocHi BincyTHi, abo jikyBaHHS
POTUIIOKA3aHE
CupoBaTkoBe Cumnromu (cnabkicTh, | ACUMIITOMATUYHI MAI[IEHTH 3

ACT > 10 nHopm

apTpaIris, KOBTSIHUIIS)

HOpPMaJIbHUMHU, 200 OJIM3bKUMU
JI0 HOPMAJIbHUX 3HAYEHHAMHU
cupoBatkoBoro ACT 1 piBH# Y-
1JI00YJIMHIB

CupoBaTKkoBe CupoBatkoBe ACT HeaxTuBHui 111po3 abo jierka
ACT > 5 HOopM Ta Ta/ab0 y-rino0yiHA dhopma opTAIHLHOTO 3aMaJICHHS
piBHI V- MEHIII, HDK a0COMIOTHI | (MOPTabHUM T'eNaTUT)
TJI00YJUHIB > 2 KpuTepii

HOPM

Mocrtononaioni ado | [lepunopransauii Baxxka nuroneHis
MyJIbTHALIMHAPHI renaTuT (metikoruTH < 2,5%109/71, abo
HEKPO3H MpHU TpoMbouutu < 50x109/1), abo
TICTOJIOTTYHOMY BiJIOMUY TOBHUH AeIIIUAT
JOCJTIIKEHH1 TIIMT akTUBHOCTI BUKJIIOYAE

Tepamiio a3aTioNpUHOM

Cumnromu, 1110
poOIISITH
Herpane3aTHUMHU

OcTteomneHis, eMolliiiHa
HeCTaOlIbHICTb,
rinepTeHsis, aiadbeT abo
LIUTOIEHIA

(neikorutu < 2,5%109/7,
ab0 TPOMOOITUTH

BeprebpansHa kommpecis,
TICUX03H1, HCKOMIICHCOBaHU I
niabeT, HeKOHTPOJIbOBaHA
rinepTeH3is, BijoMa
HETIePEHOCHUMICTh JI0 MPEIHI30HY
a00 a3aTionpuHy




27

| | <50x10°/n) |
6. IOKA3AHHSI JIO JJIKYBAHHSI ct. 9

6.1. Abconromni noKkazannsa 00 NiKYy8aAHHA.

Tpu PK/I npopemMoHcTpyBanu, 110 Mall€HTH 3 MIABUILEHHAM piBHA AJIT 9k MiHIMyM
y 10 pa3iB BiJ BEpXHbOI MeX1 HOPMHU a0o0 OUIbLI, HIX B 5 pa3iB y CIOJYYEHHI 3
NiJBULIEHHSM pIBHS CHPOBATKOBOTO Y-TJIOOYJIHY OUIbII, HDK Yy 2 pasd 1OpH
BIJICYTHOCTI JIIKYBaHHSI MatOTh BUCOKY cMepTHICTh (60 % mpoTsirom 6 micsauis). Kpim
TOTO, TICTOJIOTIYHI 3HAXIAKW Yy BUIJIAI MOCTONMOAIOHHX a00 MyJIbTHIOOYJSPHUX
HEKpO3iB Ha IMOYATKy, BKa3ylOTh Ha MPOrpecyBaHHs B LUPo3 Y 82 % HeIKOBaHUX
NaIle€HTIB Ta acouiiioBaHi 3 S5-piuHOI0 cMepTHICTIO y 45 % [55, 86, 87]. L
JabopaTopHl ¥ TICTOJOTIYHI JOKa3d BaXKOCTI XBOpPOOM TP BUSBIICHHI €
aOCOIOTHUMHU TOKa3aHHSMU JUIsI KOPTUKOCTEPOimHOi Tepamii (tabn. 7) [274, 275].
Hecnemudiuni cumnTomMu, MoB's3aHl 13 3amajeHHSAM IEUIHKH, TakKi SK CJIAOKICTh Ta
apTpairii TakoX € aOCOJIOTHUMH TOKa3aHHSAMHU Ui JIIKyBaHHS, HE3aJeXKHO BiJl
THIITMX TTOKA3HUKIB BAXXKOCTI XBOpOoOH (Tadd. 7).

6.2. BionocHi nokazannsa 00 JiKy8anHs.

[Tepe6ir AIl' € HeBU3HAUYEHUM Yy TAIIE€HTIB, SIKI HE MalOTh, a00 MalOTh JIUIIIE CIA0KI
CUMIITOMM ¥ Yy SKUX MaJIOBUpaXEH1 JadOpaTOpHI Ta TICTOJOrIYHI CHUMITOMH.
[TpocnektuBHi PK]I pe3ynbraTiB JIIKyBaHHS y LMX MAall€HTIB HE MPOBOAWIHCS, Ta
MOKA3aHHs /0 JIKYBaHHS Y HUX 3aJIMIIAIOTHCS HEBM3HAUYCHUMH M 1HAMBIAYaTbHUMU
(Tabn. 7) [269, 276]. AcuMOTOMHI TAIlIEHTH 3 HEAKTUBHUM IIUPO30M MAaKOTh TapHi
MOKa3HUKHU 0e3MocepeIHhOT0 BUYKMBAHHS 0€3 KOPTUKOCTEpoinHoi Tepamnii [8,9]. [Hi
naiieHTd 0e3 CHUMMTOMIB, [0 HE MAlTh IUPO3y, MOXYTh MaTH HEAKTHUBHE
3aXBOpIOBaHHs, Ta ix 10-piuHa BmwKuBaHICTH Moxke mnepeBunryBatu 80 % [9]. He
ICHY€ KEePIBHHUIITB, SIKi O HAJIEKHO 1IEHTU(DIKYBAIH 110 «O€3MeUHy» MOMYJIAIII0, SKIi
He noTpiOHa Tepanis. CIOHTaHHE BWIIKYBAaHHS MOXJIMBE Yy JIEAKUX aCUMITOMHHUX
XBOpHUX 3 JIETKUM IepediroM 3aXBOpIOBaHHsA, aje 1e BiaOyBaerbcs piame (12 %
npotu 63 %, P <0,006) Ta OUTbII NOBLIBLHO, HIK y JIKOBaHUX NaiieHTiB [269]. Kpim
TOTO, HEJIKOBAaHI Mali€eHTH 0e3 CUMOTOMIB 3 JIETKMM IepediroM 3axBOPHOBAHHS
MaroTh MEHII HiX 10-piuHy BWKMBAHICTh, y MOPIBHAHHI 3 THUMH IIO JIIKYBAaJIHUCS
(67 % npotu 98 %, P <0,01) [269]. HacToTa CIOHTAHHOTO BUJIIKYBaHHSI MOBHUHHA
OyTH BpIBHOBa)K€HAa CTOCOBHO YaCTOTHU CEPUO3HHUX JIKAPCHKUX YCKIIAHEHb, KOJIU
npuiiMaeThes pileHHs o0 JikyBaHHs (12 % npotu 14 %) [269]. OcKibKY JETKHMA
ctyninb AlIl" Moxke mporpecyBaTd W MOYKHA Y€KaTH IIBUKOI M MOBHOT BIJMOBIAI Ha
JIKyBaHHS, KOPTUKOCTEpOinHa Tepamis OakaHa MpU ACUMITOMHOMY, JIETKOMY
nepebiry 3aXBOPIOBaHHsS, OCOOJMBO y MOJOAMX, SKI HWMOBIPHO 3aJ0BLIBHO
nepeHecyTh Tepamito [269].

[amienTn, Axi WMOBIpHO OyayTh MaTH TIOTaHl pe3yJdbTaTH - 1€ MAIleHTH 3
MiABUIIEHUM PU3UKOM MOOIYHMX MAii JiKiB, 3 MPOTPECUBHUM HEAKTUBHUM ITHPO30M,
MIOCTMEHOIIAY3HOI0 OCTEONEHI€I0 a00 BepTeOpaIbHOK KOMIIPECIEI, EMOIIHHOIO
HECTAaOUIBHICTIO a00 TICMX030M, MOTaHO KOHTPOJbOBAHOKO TINMEPTEH31€I0, HU3BKOIO
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TIOMYpPUH-METUITPAHCHEPA3HOIO aKTUBHICTIO I HEKOMIIEHCOBAHUM JiabeTom (Tald.
7) [277].

6.3. IlporunokazanHs 10 JiKyBaHHS

Koprtukoctepoinna Ttepamiss edeKkTUBHA Yy TAIll€HTIB, SKI MaloTh KIIHIYHI,
JabopatopHi ad0 TiCTOJIOTIYHI O3HAKM aKTHBHOT'O MEYiHKOBOro 3ananeHHs. [lamientu
3 HEAKTUBHUM a00 JEKOMIICHCOBAaHUM IMPO30M HE OTPUMYIOTh MOJIIMIIEHHS BiJ
teparii [9], BOHM MarOTh MiABUIICHWH PHU3UK IMOOIYHOI Ail Bij JIIKyBaHHS dYepe3
acomiiioBany rimoanbOymiHemiro Ta  rinepoutipybinemito.  [lopTocucremnue
IIYHTYBaHHS TaKOX MO>K€ BIUTMHYTH Ha 3B'A3yBaHHS 3 OLJIKOM Ta PO3MOJILIT BUIBHOTO
npennizony [278]. ITlamienTn 3 «HEKOMIIEHCOBaAaHUM» AiabeToM, BepTEOPaTLHOIO
KOMIIPECI€I0, ICUX030M a00 BaXKKHUM OCTEOIOPO30M MOBHHHI OyTH KPUTUYHO OLIIHEH1
nepes NpU3HAYeHHSIM KOPTUKOCTEPOi/iB, a JIKyBaHHS a3aTiONPUHOM Tpeba YHUKATH
y MAIll€HTIB 3 BAXKOK IUTOMNEHIEI (KUIBKICTh JICMKOIUTIB MEHIIA, HIXK 2,5><109/J1,
a60 KiIbKiCTh TPOMOOLHTIB MeHIma, HiX 50x10°/1) a60 y HAIi€HTIB 3i 3HHKEHOIO
TIONYPUH METUITpaHCPepa3HOIO aKTUBHICTIO (Tabdi. 7) [277].

Pexomenoauii (AASLD, 2010): cm.. 10

1. Kopmuxocmepoiona mepanisa mae Oymu poznouama y nayicHmie i3 pieHAMU
cuposamkoeux ACT abo AJIT o6invw, nixe 10 nopm, ak minimym 5 nopm y
CROJIy4eHHI 13 piGHeM CUPOBAMKOBUX Y-2/100yaunie y 2 pa3u euuie 3a HOPMY,
ma/a6o 2icmo02iuHuUMU NOKA3HUKAMU MOCHIONOOIOHUX AD0 MYTbMUI00YIAPHUX
HeKkpo3ie (maoa. 7). (Knac I, pieensv A).

2. Imynocynpecusna mepania mac Oymu po32iaHyma y 00poCIuUX NAUiEHmMIe
0e3 cumnmomie ma 3 Jj1e2KUMU J1AOOPAMOPHUMU MA 2ICHOJ0ZIYHUMU 3MIHAMU,
ane piwieHHa mae Oymu IHOUBIOyani306aHuM ma 30A1AHCOBAHUM RPOMU
Mmoxcaueux puszukie mepanii. Ileped nouamkom mepanii mae Oymu po3enanyme
piwennsn w000 Hanpaesiennsn 00 cenamonoza (maon. 7). (Knac I a, pieens C).

3. Imynocynpecueéna mepania He Mmodice Oymu RpU3HaAuUeHa NAYIEHMAM 3
MIHIMATbHOI0, A00 6I0CYMHbOI0 AKMUBHICMIO, A00 HEAKMUBHUM UUDPO30OM, ale Ui
nayicHmu mMawoms AKMUGHO CROCMeEPIcamucy KoxcHi 3-6 micayie (maoba. 7). (Knac
II a, pigens C).

4. Imynocynpecusna mepania He MOXce NPUHAYAMUCL NAUIEHMAM 3
BAXCKUMU CYNYMHIMU cmaHamu (6epmedpanvHOl0 KOMRpPECi€l, NCUX030M,
HEKOMNEHCO8AHUM  O0iademom, HEKOHMPOIbOGAHOW  2inepmen3icio), aoo
HenepeHocumicmio  NpPeoHi3010Hy OOKU  3aX8OPIGAHHA € 6AMNCKUM ma
npozpecyrouum mae 0ymu 6CMAHOG1EHUM KOHMPOJIb 3d CYRYMHbOW NAMON0ZIEI0
(maba. 7). (Knac I, pisens C).

5. Jlikysanna azamionpunom He HOBUHHO NOYUHAMUCH Y NAUIEHMIG 3 8ANCKOIO
yumoneriero (3 pieHem Jeuxkoyumie Huycuum 3a 2,5x1 0’/n, abo 3 pienem
mpomoboyumie Huxcyum 3a 50%x1 0’/n ) abo eioomum noeHum Oeiyumom
mionypun memuampancgepaznoi akmuenocmi (maon. 7) (Knac 111, pigens C).
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6. Ilayiecnmu na 00820CMPOKOBOMY JIKYBAHHI KOPMUKOCHMEPOIOAMU NOBUHHI
nepesgipamuca Ha HAAGHICMb 3AX80PIV6AHb KICMOK HA NOYAMKY 00CHI0NCEHHA ma
nomim wiopiuno (Knac Ila, pisens C).

7. [donomincna mepania npu KiCMKOBUX 3aAX80PI06AHbL GKIIOYAE pecyiapHe
36AXCYGAHHA, npozpamy (i3uunux enpae, npuitom eimaminy D, xanwvuiro i, npu
HeoOXiOHOCmi, KICMKO080 AKMUBHUX pPe408UH, maxkux Ak oOicgpochponamu (Knac
Ia, pigens C).

8. Ilonepeona eaxuyunauia npomu zenamumy A ma B nosunna oOymu
6UKOHAHA, AKWO He 0y10 nonepeoHvoi eakyunayii abdo Oy1a noxazama
cnputinamaugicms 00 yux eipycie (Knac Ila, pieens C).

Komenmap pobouoi zpynu.

Ha oymky excnepmie AASLD nepeo nouamkxom mepanii AIl' nosunna oymu
nposedena eakyumayis npomu cenamumie A ma B, 00Hax yell 8UCHOBOK MA€E CIAOKY
CMYNIiHb 00KA3080CMI.

Hoyineno  000amko6o  po3wiupumu  nepenik  peKoMeHOayiu,  8KIIOYUBUIU
pexomenoayii BSG, 2011.

Pexomenoauii: nouamxose nikysaunsa (BSG, 2011): cm. 9

1. Busnauennsn piena TIIMT noseunno epaxogysamucet 0131 6UKIHOUYEHHA
2omozuzomnozo TIIMT Oegiuvumy ma pekomeHOyembvcA nawicHmam 3 pauniuie
euseenoio neiikonenicro (I1-3/B2).

2. Y nauienmie saxki He egionogioaromv ab0 NOGINbHO 6ION0GIOAIOMb HA
JUKYS6AHHA, BUU4T 003U CMEPOidie (6KITIOUHO 3 MEMUINPEOHIZ0]I0HOM) HOEOHYIOMb 3
2 m2/K2/000y azamionpuny ab0 AK A1bMEPHAMUBY MONCHA BUKOPUCHIOBYS8AMU
maxpoimyc, npome ciio npokoucyavmysamucs 3 ekcnepmom (I11-3/C1).

3. V nauyienmie 3 neuinkoeow HeOOCMAMHICMIO, MOCHOBUOHUMU HEKPO3AMU
npu bioncii, a maKkoc y nauicHmie 3 HCOSMAHUUEI0, YUl NOKAZHUK MOMCIIUBO20
Ppo36umky Kinyegoi cmaoii 3axeoprseanus (MELD score) ne nokpauyyemsca nicis
JUKY6AHHA, NOBUHHI Oymu HPOKOHCYIbMOBGAHI Y WEHMPI MPAHCHIAHMAYIT
NneyiHKU.

4. Y nauienmie 0e3 yuposy, Heuymausux 00 NPeoHi30N0HY A1bMEPHAMUBHO
suKkopucmosgyoms 0yoeconio (I/Bl). Y nauicnmis, neuymaueux 00 azamionpumny,
BUKJIIOUHO NPEeOHI30/10H (Y euuiux 003ax) € eeKkmusHum, npome BUKIUKAE
nooiuni saeuwa (I/B2). Pexomenoosana nouamkoea 0034, 6U3HAUCHA
oocnioycennamu, ckaaoae 60 me/000y, ma it cii0 3nHuxicysamu npomsazom 4
muyicHie 00 20 m2/000y. OKpim moz2o MmorcHa euxopucmamu npeonizonon 10-
20 m2/000y narwc mikogpenonam. (I1-3/B2).

5. Axwo nauiecnmu yymauei 00 NIKYy8aHH:A, O0aHe JIKYBAHHA, AKe GKIIOYAC
azamionpun 1 m2/k2/000y ma npeouizonon 5-10m2/000y (noodiuni aeuwa
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00NnyCcKawomscs), No6UHHe mpueamu He meHuie 2 pokie ma He menute 12 micayie
nicia Hopmanizayii mpancamina3.(11-3/C-2).

6. Ilayiecnmu noeunni ompumyeamu kaavuii ma eimamin D3. DEXA
CKAHYBAHHA KICMOK noeuHHe euxkoHysamucwy I1-2 paszu, na pik nio uac JniKy8anHs
cmepoioamu, Koau OCMeOonopo3 ma OCMeOoneHia Rnidoaomvca aKmueHoOMYy
aikysannto (I/A1).

7. bBioncia neuinku mae 3HaueHHA 01 NIOMEEPOIHCEHHA 2ICMOI02IUHOT pemicil
ma nooanvui020 aikyeaunsa. (I1-3/C-2)

8. Y nauiecumis, y akux ne eoanocv oocacmu pemicii uepes 2 poxu iKyeaHHs
NPEeoOHI30JI0HOM ma A3aMIONPUHOM, MONCHA CHPOOysamu nPOOOGHCUMU Ue
JUKY6AHHA NPeOHi3010HoM 5-10 m2/000y ma 30inbuwumu 003y azamionpuHy 00
2 me/k2/000y, 3 noemopuow Oioncicto uepe3 Hacmynui 12-18 micayie. Ak
abmepHamu ey, MOMNCHa euxopucmamu inwii imynocynpecueni 3acoou (I1-3/C2).

Komenmap pobouoi ecpynu.

B Vkpaini € docmynnumu meouuni npenapamu. npeoHi3oNOH, a3amionpuH. 3
epynu biogpocponamie cmarnom na 04.07.2014 6 Yrpaini 3apeccmposanuii meOuuHul
npenapam Pocasauc.

Busnauenns degpiyumy mionypun memunmparcgepazu npogooumscs 6 YKkpaini.

British Society of Gastroenterology (BSG) guidelines for management of
autoimmune hepatitis, 2011: cr.. 10

Tabmuusa 8. Dakropu, sKi 00YMOBIIKTH KIIHIYHMNA Ppe3yJbTAT NPH
ayroimynnomy renaturi (AII).

Kainiyania Penuaus (Ha IIporpecyBannsi CMmepTHiCTB Ta
pe3yJbTar JikyBaHHs1) 50- $iopo3y Ta TpaHcmianTanisa 10-
90 % PO3BHUTOK IIUPO3Y 20 %
10-50 %
dakTop Crarp’'
Ha MomeHT | TpuBanictb 3HKEHHS  piBHS | AQPpO-aMepUKaHChKI
IIOCTAaHOBKH CUMIITOMIB anbOyMiHy Ta | YOJIOBIKH
J1arHO3y PiBeHb rI00yIIiHIB | KOArymomatis AIl" 2 Tuny 185 ta
MO3UTHBHI anti- Hexpo3s Ha | anti-SLA/LP
LKM''7 Gioncii' ™ nosurusuuit AIT "
MO3UTHBHI anti- uposz®™ >
SLA/LP'" ' ago 3IMBHUNA HEKPO3
1HII IMYHHI1
MapKepu
Ha ¢oni | TpuBasmictb Criiike 301u1b1eHHs | CriaOka iMyHHa
JIKyBaHHS Tepani'l'177 ACT!?173 BiI[HOBiI[B68,
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TpuBamictb BincyTHicTh BiaCcyTHICTE ACT
<0172

pemicii CTIMKOI pemicii esieBalii mpoTiarom 6
POTATroM 2 X POKiB | Micsuis' '+, TpuBae
mikyBaHHs' TOCATHEHHSI
Crifike 3amanenust | pemicii'

Ha Giomncii' > MIePCUCTEHIIIS

. 155
30uIbIenuss ACT ™

171

ITinroroBka 1o | [ligumennsa AJIT
JIKyBaHHS ?7680 ACT, IgG'"
Bioricig meuinku:
Oy.b sKe
3ananenHs’ - Ta
[J1a3MaTHYHA
1HIBTpALs
MOPTATHHUX

- 139
TPAKTIB

B nogansiomy Yucnenni Yucnenni
155 184 155 184
pelUIuBU peluIuBU
15
Po3Butok nupo3sy
172

5

D1. PEHU/IUB cT1.. 10 — 11 HeT ccniiok

Uepes 12 wmicsauiB miciig MNPUNUHEHHS JIKYBaHHS, SKE€ CYNpPOBOIKYBaJIOChH
010XIMIYHOIO Ta TICTOJIOTTYHOIO peMicisiMu, Y 50-90 % marieHTiB BUHUKAE PELUJIUB
3axBoproBaHHs (Bu3HaueHuil kpurepismu IATHG sax migiiom AJIT Ounbmn sik BTpUdl
Bl HOpMH). [HKOIM, pelUAMBA BUHHUKAIOTH OUIbII HIXK uepe3 10 pokis, micis
aikyBanHs. OKpiM TOro CiJi BpaxoBYBaTHU IHII MOXJIMBI NPUYUHU YPAKCHHS
NeYiHKu (BIpycH, MEIMKaMEHTH), O10TICiS HE 3aBXaMU MOTPIOHA JUTS TATBEPKCHHS
petmauBy All', ToMy 110 BUCOKY NMPOTHOCTHYHY I[IHHICTH MAa€ IiJIBUIICHHS PiBHS
ACT Outpbll fK BIBIYl BiJ BEPXHbOI MEXI HOPMHU. Y TALIEHTIB 3 HE3HAYHHUM
nigsumieHHsM ACT, mediHKoBI TECTH MOBHUHHI OyTH TOBTOpEHi 3a 1-2 TXHI 10
Ii703pH, 10 PEIUANB PO3BUHYBCS.

VY perpocneKTUBHUX JOCHIHPKEHHSX BUSBWIOCH, 1m0 peuuauB AllT mom’s3anuii 3
JEKUTbKOMa 0co0MMBOCTAMU (Tabn. §). PenuauB OUIbII MOMXKIMBUN y TALI€EHTIB, Y
SAKUX OYyJIO CKJIaJHO JOCSITH OlOXIMIYHOI peMicii, a TaKOX y THUX, Y KOTO TPUBAJIO
30epirajiuch 3amajibHi 3MIHM /0 JIKYyBaHHS, $KI XapaKTepU3yBaJUCh TPHUBAIUM
MIJBUIIICHUM PIBHEM CHPOBATKOBUX TpaHCaMmiHa3 Ta/ab0 CHPOBATKOBOTO TI00YJiHY
ta IgG, a TakoX HAABHICTIO IUJIA3MATUYHUX KIITUH B MOPTAIbHUX TpakTax Ha
oionrarax. Ha nmporusary, nuiie y 30 % mnaui€eHTiB, y sSIKUX BIAJOCh JOCSIITH PEMICii,
MO)XHA BUSBUTH PEIUIUB 32 JOMOMOroro Oiorcii. B omHOMY 3 peTpoCneKTHBHUX
nociimxeHs peuuauB AllT micns JmikyBaHHS TOB’SI3yBaBCS 3 KOPOTKHM TEPiOIOM
MIOYaTKOBOTO JIIKyBaHHSAM, X04a 1HIIE JOCIIKEHHS 1€ He MiaTBepAmIo. Jleski 3 mux
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0CcOONMMBOCTEM OyJiM MIATBEP/KECHI HE3AJICKHUMHU JOCHIKEHHSIMU. Penuaus e
JOBOJII  PIAKICHUM, KOJHM € 1ACHTHU(PIKOBAHUM IMYyCKOBUM YWMHHUK, TaKUi SK
MEMKaMEHT.

[Tpu npoBeneHHI TOBTOPHOTO PEXUMY JIIKyBaHHS Oubll, SIK Yy 80 % Maii€eHTiB 3HOBY
JOCSITAEThCSA O10XIMIYHA PEMICIs, K MPaBUJIO MPOTATOM JAeKUIbkox MicsiiB. [llomo
riCTOJIOTIYHOT peMicii JaHuX Hemae. Xoua, 30UIbIIEHI J03M MPEAHI30J0HY, SKI
NOTPiOH1 JJIsI TOCATHEHHS TOBTOPHOI pemicii MOXXYyTh MaTH HETAaTHBHI BijIaJIeHI
Haciiaku. [lamientu 3 mMHOXMHHUMU peuuauBamu AllT Manu Oinblie HEraTMBHUX
MOOIYHUX SIBHIN, COIPUIYMHEHUX MEAMKAMCHTAMM, aHDK MAIll€HTH, Y SKHX BIAJOCh
30epertu pemicito. Y AESKUX JOCHIKEHHSAX y JaHUX MAI[l€HTIB YacTillle pO3BUBABCS
nporpecyrounid ¢piopo3 ado MUpo3, 1HII MOMHUPATX BijJ MEYIHKOBOI HEAOCTATHOCTI
a00 noTpedyBaiu Nepecagku NeUiHKHU.

[TinTpuMytounii pexuM paniiie OyB 3alpONOHOBAHHM, 100 CIpoOyBaTH 3amoOIrTH
peuuauBy AlIl'. Jlani mOCHiKEHHS OCTAHHIM 4YacoM MOYaid MeperyisiaaThuCh. YcCl
JOCIIDKEHHS CTOCYBaJUCh XBOPUX 13 3aJIOKyMEHTOBAHUMH TiCTOJIOTTYHUMU
pemicisimu. [lokazHMK penuAMBY Yepe3 OJIUH pIK ckiaagaB jaume 8 %, Koiu
CTaHJapTHa JiKyBaJbHa KOMOIHALSl IPOJOBXKYBaJIach, MPOTE BiH cKiaB 32 %, KOIH
BIJIMIHWJIM a3aTIONPHUH Ta MPOJAOBXKYBAIM JIIKYBAaHHS BHKJIIOYHO MPEIHIZ0JI0HOM. Y
HACTYITHUX JOCIDKEHHSAX B OJHINA TPYIl MPOJOBXKYBajlach CTaHIapTHA KOMOIHAIIiSA
JIKyBaHHS, a B 1HIIIA TPyMi OPEaHI30JI0H MOCTYIOBO BiJAMIHSBCS, IPOTE a3aTiONPUH
MIPOJIOBKYBABCS BUKOPUCTOBYBATUCh y 30uIbmieHId 7031 3 1 mo 2 mr/kr/mo0y.
OCHOBHOIO KJIIHIYHOIO TI€PEBArold I[bOTO pPEXUMY Oysia BIJICYTHICTH CTEpOin
00yMOBJICHUX MOOIYHUX SIBUI Yy MAIIEHTIB, X04Ya BiJl THMYACOBOI apTpairii micis
BIJIMIHM TIPETHI30JIOHY CTpakjajia MOJOBUHA MMAaIi€HTIB. Yepe3 piK TAaKOTO PEXKUMY Y
YKOJHOTO TAlllEHTa HE PO3BUHYBCS KIIHIYHUN 4M O1OXIMIYHUN peuuauB, XOoda JBa
NAll€EHTA Majd IOBTOPHI 3amajibHl 3MIHM, BHUSBIEHI Olomciero. Y HACTyHMHHUX
JOCTIKEHHAX 72 malieHTaM Mpo0BKYBaIH JIIKYBaHHSA a3aTiONPUHOM 2 MI/Kr/no0y,
83 % mnamieHTIB 3aJMIIANKMCH Yy KIIHIYHIA Ta O10XIMIYHIA pemicli mpotsrom 67
HacTynHuX MicsiB. IIpore ciig BpaxoByBaTH, IIO Ii MAlllEHTH HA 4Yac MOYATKY
JOCIIIJKEHHSI B)KE nepelyBaiu y TICTOJIOTIYHIN pemicii mjoHaiiMeHe 12 Micdiis,
OKpiM TOro 29 marieHTiB Oyja0 BUIYYEHO 3 JOCIIKEHHs, 00 BOHU HE BiAMOBIIAIN
naHoMmy Kputepiro. OCHOBHUM HEIOIIKOM JOBIOTPUBAJIOTO JIKYBaHHS a3aTiONPUHOM
€ HEoOXIJIHICTh MOHITOPHHTY ITOKAa3HUKIB KPOBI (XO04Ya 3 4acoOM PH3UK CEPHO3HO1
Jenpecii TeMoroe3y B KICTKOBOMY MO3KY 3HIDKYETHCS) Ta TEOPETUYHUN PHU3UK
pOo3BUTKY paky. [Ipo pu3uk Masirxizaiii 10moBi1agock 3 JOCIIKEHb Y XBOPUX IICTIs
TpPaHCIUIAHTAIlll HUPOK Ta y XBOPHUX 3 PEBMATOITHUM apTPUTOM, SIKUM MPOBOJIUAIIOCH
JIKyBaHHS a3aTIONMPUHOM, TMPOTE 3B’SA30K 3 a3aTIONPUHOM HE OYB JTOBEJCHUM.
Pesynbrati TphOX JOCHIDKEHb CBIIYaTh NPO HE3HAYHE IMIJIBUILEHHS PU3HKY
pPO3BUTKY paKy y mamieHTiB 3 All', Xxo4a pu3uk OyB CTATHCTHYHO BAKJIIMBUM JIUIIE B
OJIHOMY JOCHIJPKEHHI. X04Ya HaBITh HEJOBEACHUM, PU3UK MAJIITHI3AL] 3aIUIIAE€THCS
MOXJIMBUM Ta MO€ 3HU3UTH €HTy31a3M Yy BHUKOPUCTaHHI MOro y TNAalll€HTIB
NOXKUTTEBO. byne po3CcyIMBO paauTH MAall€eHTaM, SIKI TMOCTIMHO NpPUIMaIOTh
a3aTIONpPHH, YHUKATH TPUBAJIOr0 NepeOyBaHHs MMiJl IPSIMUM COHSYHUM MPOMIHHSAM.
Takok TaKkTHKa 3HUKEHHS JI03yBaHHs a0o BiJIMIHA NPUHAOMY a3aTIONPUHY Y
HIITPUMYIOUOMY PEKHMI, SIK IPUUHSITOI CTpaTerii JIKyBaHHsI, y namieHTiB 3 All', ski
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HE MaJli pEUUUBY B)KE€ NPOTATOM ACKIIBKOX POKIB, (pOPMaJIbHO OLliHEHA HE Oyia. B
OJIHOMY 3 TOJAJIbIIMX JOCIIKeHb, y 26 TMalli€eHTIiB j03a a3aTionpuHy Oyja
BUOIPKOBO 3HIKEHa A0 1 Mr/kr/mo0y; 3rogoM y 5 3 HHUX CTaBCS pELUJIUB
3aXBOPIOBAHHS. Y HENaBHIM JONOBIAl MOBIAOMIISUIOCH NP0 TOBHY BiAMIHY
azarionpuny micis 2-12 pokiB (B cepeauboMy 5) y 22 marientiB. B 11 marieHTiB
CTaBCs penuauB, y 9 - crajis pemicii mpojioBxkyBasiachk 3-12 pokiB (B cepeHbOMY 7).
[Ticas MOBTOPHOrO PEUMJIMBY MALEHTH YacTO OTPUMYIOTh HMIATPUMYIOUY TEparito
a3aTiONPHHOM Ta HU3bKMMH 103aMH [PEHI30I0HY , X0Ua 3HAYCHHS IPEIHI30I0HY B
MOTIePeKEHH1 PO3BUTKY HACTYIMHUX PEIUANBIB HE OYJIO TOCIIIKEHO.
ATNbTEpHATUBHUN TIIXiJ, KU 4YacTiie BUKOPUCTOBYEThCS B [liBHIUHIN Amepwiri,
HIX B €Bpori, He mependayac pyTUHHOTO BUKOPUCTAHHS a3aTIOMpPUHY. 3T1IHO 0
HBOT'O JIIKYBaHHS NPUIIMHSAETHCS MPU JIOCATHEHH1 PEMICli, a PeLUANBHU JIKYIOTHCS,
axmo Buaukaote” 20211, [TpubnuzHo 25-36 % MAaIie€HTIB MOCATAIOTh «CTIHKO1
pemicii» 3 piBHeM cupoBaTkoBoi ACT, B 3 pa3u HWKYMM BEpXHbOI Mex1 HOpMmU. Lle
3HAYCHHS MEHIIIE, aHDK IPH GioXiMiuHil pemicii micis mepBUHHOrO iKyBaHHS ~ .
VY namienTiB 3 yactumu peumaumBamu  AllT 3ampornoHOBaHO BUKOPUCTOBYBATH
MiATPUMYIOUMH PEXHUM JHKYBaHHA HH3bKMMH J03aMH TpemHizonony”’. Y 22
namieHTiB (7 3 HUX TakoX TMpuUAMalM aszarionpuH B A031 50 mMr/mo0y) mo3a
npeaHi3ofoHy Oyria 3HIKEHa JI0 Takoi, ska 3a0e3neuye MATPUMAaHHSA PIBHS
cupoBarkoBoi ACT B 5 pasiB MeHme HopMainbHOTO 3HaueHHd. CepenHs
HiATpUMYIOYa 7032 MPEIHI30JI0HYy cTaHoBmia 7,5 mMr/mo0y. ['omoBHOIO mepeBaroro
i€l cTparerii OyJi0 3HMKEHHS BaXKKOCTI MPOSIBIB MOOIYHUX €(EKTIiB CTEpOimiB y
MOPIBHSIHHI 3 TPYMO0 3 22 TMAalli€HTIB 3 YaCTUMHU DPEIHUAUBAMH, SKI OTPUMYBAIH
CTaHJAPTHY TEpamilo NpU KOXKHOMY 3arocTpeHHi. OjHak, JaHi TiCTOJOTIYHUX
JOCTIKEeHb, MPOBEAECHUX MiJ 4Yac LbOTO CIOCTEPEKEHHs, HEe Oylu IMpeacTaBieHi,
TOMY CYMHIBHO, 10 y uux mnamiedTiB AlIl' OyB moBHICTIO mojoJianuii. Po3BuTOK
uupo3y OyB 3aranbHUM (Outble 55 %). 3 22 maifieHTiB, y AKUX BUKOPUCTOBYBABCS
pPEXKUM HU3BKUX 703, 2 MOMEpIH BHACIIAOK 3aXBOPIOBAHHS NEYIHKHA 1 1€ 2-0M
3HaJ00MIach TpaHCIUIaHTalis. J[ane TOCHiPKeHHS IEMOHCTPY€E HETaTUBHHUM MPOTHO3
y Hami€eHTiB 3 yactumu peuuauBamu All 1 JOBOIUTH, JOLUIBHICTH BUKOPUCTAHHS Y
HUX THITUX METOMIB JIKyBaHHSA (1uB. po3ia F).

Busnauennss mnepeBar JIOBFOCTPOKOBOI CTparerii JiKyBaHHS (TOINEpPEIKEHHS
PeLUIUBIB, MATPUMYIOYA Tepallis a3aTIONPUHOM 1 HU3bKUMH J03aMU IIPEAHI30JI0HY)
Ma€ IPYHTYBaTUCh Ha XapaKTepl MPOTrpeCyBaHHS 3aXBOPIOBAHHS.

D2. ITIPOI'PECYBAHHSA 3AXBOPIOBAHHS CT 11

[Ipono3wuiis BBaXaTu, O NPOrHO3 JJIs MALI€HTIB 3 JikoBaHUM All" He BIIpi3HA€ETHCA
B/l 3arajbHOI MOMyJslii, Oyna 3acHOBaHA Ha JOCHIKEHHSX, [0 TPUBAIU B
cepenHboMy 10 pokiB 1 MakcUMyM TUIbKH Onu3bko 20 pokiB. BoHu MOXyTb OyTH
OUIbII CHPUATIMBI y JOBIOCTPOKOBIA MEPCHEKTUBL. Y NEAKUX AociikeHHsax 10-
pluyHa BUXKMBAHICTh CTAHOBUTH ONM3bKO 90 % 1 He BIJPIZHAETHCS BiJA 3arajbHOI
nomysiii. ***! Onmak, iHIN NMOBiOMHIM NPO HWKYMH piBeHb BUKHBAHHS =& O,
0COOJIMBO IMICJISI JIOBIIOTO TEPioay (:IIOCTG:pG:)KG:HH;161 155 Crano BIJIOMO, IO
CTaHJApPTHUN PIBEHb CMEPTHOCTI BMILE OAMHHULI: 3,7 B JociimkeHHsAX JlaHCchKoro
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Hauionansroro Peectpy’™, i 1,63 B OCTaHHIX JOCTIMKeHHAX 245 mNalieHTiB 3
Benukoi bpuraHii, 3a SKHMH criocTepiraan B cepeaboMy 9,4 poku' .

JloaTkoBO 10 OCHOBHOI MeTH JikyBaHHs All" € 3anmo0iraHHs CMEPTHOCTI, OB’ A3aHO1
13 3aXBOPIOBAHHSIM IME€UIHKKM a00 HEOOXIJHICTh MPOBEACHHS TpaHCIUIAHTAIl JIs
monepepKeH s mporpecyBanss (Gibposy. Jlocmimkenns cepii Giomnciit meuinku' -2,
JOBOJATh, IO TPH JIIKyBaHHI MPosiBU (i0po3y 3MEHIIYIOTHCS MalKe y TOJOBUHU
namieHTiB. OnHak, maibke y 25 % BuUINAJKIB, HE 3BaKalOyu Ha JIKyBaHHs, (i0po3
porpecye, 1o MOB’3aHO i3 HEAOCTATHIM MPHTHIYCHHSM 3aaIeHHs .

Y  30-50% mamieHTiB B TEpioJl  CIOCTEPEKEHHS  PO3BHBABCA  ITUPO3
neuinku® 0018 xoua Gymo moBimommeHo i mpo MeHIy KinbKicTh TaKmx
pumankis® ' ***. PO3BHTOK LMPO3y TIOB’S3aHMH 3 [ACKIIBKOMA MapaMeTpaMu
cyOONTHMaNbHOI BIAMOBIAI Ha JIKYBaHHS, a TakKOX 3 MIABUILCHHIM PIBHS
CMEPTHOCTI, IOB’A3aHO1 13 3aXBOPIOBaHHAM NeduiHKU abo npoeaeHHsM TII (tab:. §).
[Mupo3 BuHukae Maibke B 30 % mnarmientiB. llamieHT 3 HUPO30M TMEUIHKU Y
I[GSIKI/IX61 64159, aje He B YCIX z[ocniszeHH;[X172 180, MalTh TIPIIUNA TPOTHO3.
3yMOBIIOI0Ul (PaKTOpU 1 MPEAUKTOPU IporpecyBaHHs (PpiOpo3y, pO3BUTKY LHUPO3Y 1
CMEpTI, MOB’sA3aHOI 13 3aXBOPIOBaHHAM Ne4iHKKM a0o0 mposeneHHs TII, maioTe OyTH
pPO3IJISIHYTI  peTpoclieKTuBHO  (Tabu. 8). OpmHak, HEBIIOMO UYMW  CTpaTeris
JOBrOTPUBAJIOr0 JIKyBaHHS (auB. cekiito DI1) BmimMBae Ha mporpecyBaHHs
3axBopioBaHHs. B Hactynuux mocnimkennsx KoponiBebkoro Konemky BUSBUIIOCH,
110 MPU JOBTOTPUBAIOMY 3aCTOCYBaHHI a3aTIONPUHY B 71031 2 MI/KI/A00y JIHIlle OJUH
13 73 mamieHTIiB MOMEp BHACIIJOK PO3BUTKY MEUIHKOBOI HemocTaTHOCTi. OpHak, B
HEJABHIX TOCIIKEHHSIX ', GUIBLICTS 3 THX, XTO IpHiiMas azationpus (14-20 %) B
KIHIICBOMY paxyHKy TIIOMEpJIM BiJ 3aXBOPIOBAHHSA TMEUYIHKKM ab0 MPOBEACHOI
HeoOxigHoi TII. Ileli mnporHo3 HEAOCTOBIPHO BIAPI3HAETbCA BIJ TOrO, WIO
criocTepiraBcsi B JIOCIIDKEHHSX, Jie He BUKopucToByBamu asarionpuu’ /' '72 % Ha
’aJlb, 11 Bl JOBTOCTPOKOBI cTparterii JikyBaHHS He Oynu O(DimiifHO MOpPiBHSHI 3
BpaxyBaHHAM «KOPCTKUX» MEX. BUKINKae 3aHEMOKOEHHS, 110 HE OYyJO0 MOKa3aHo,
mo OyIb-SKU pexuM JIIKyBaHHS He 3anolirae po3BUTKY LHUpo3y. Panime
renaronentoisapaa kapruHoma (I'IIK) posrnsganacek, Sk piAKICHE YCKJIaJIHEHHS
AT, Opnak, HEHOJaBHI  JIOMOBiJI  CBiI4YaTh, IO 3arajlbHUil  piBEHb
3aXBOPIOBAHOCTI CTAHOBHTH 4-6 % i 10-20 % y mamientiB 3 mupozom”® 2’ Tomy,
HE3Ba)XAIOYM Ha Te, IO 1€ HE BXOJAUTh B 3arajibHy npaktuky, ckpuHinr I'LIK i3
BUMIPIOBAHHSIM CHPOBATKOBOTO alib(a-peTtonpoTeiny 1 npoBeneHHs Y3Jl mediHku
KOXH1 6 MICAIIIB, MOXKE 3aCTOCOBYBATHCH y 310pOoBUX MallieHTiB 3 All" 1 nupo3om (sik
y YOJIOBIKIB, TaK 1 Yy JKIHOK), TaK sik pu3uk po3BuUTKy ['IIK micis 20 pokiB CTAaHOBUTH

10-20 % .

D3. BUBIP I[OBFOCTPQKOBOi CTPATEII JIKYBAHA Y NALIEHTIB,
AKI 1O0CAT'JIN PEMICII. CT. 11

PimenHs nmpo Te, Ky CTpaTerito NPOBOJUTH Yy MAL€HTIB, 110 IOCATIIA peMicli Mae
OyTu iHAMBIAYyani30BaHUM. OCOOIMBOCTI, SIKI HEOOXIJTHO BpaxyBaTH Ijsi O€3Me4HOi
BIJIMIHM JIIKyBaHHS Ta TIOCTYIOBOTO TIIOHOBJICHHS IIJATPUMYIOUYOi  Tepamii
a3aT1ONMPUHOM OYyTh BKIIFOYATH:
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a) BIJICYTHICTh IUPO3Y Ta JEKOMITCH Al (PYHKITIN TTEYiHKH;

0) BIACYTHICTh OCOOJIMBOCTEM, aCOIIIOBAaHUX 3 PELIMIUBOM (BKa3aHO y Tabll. 6);

B) XOpOIlIa NEPEHOCUMICTh IOYATKOBOT'O JIKYBaHHS MPEIHI30JI0HOM;

r) MoxJinBa mBUAKa MaHidectaris All', sk nmpu npuiiomi JliKapcbKux 3aco0iB a0do
M1ATBEP/KEHIN TOKYMEHTAIBHO BIPYCHIN 1H(EKIIIT;

1) HASIBHICTD 3JI0SIKICHUX HOBOYTBOPEHb B aHAMHE31.

3 1HmOi CTOPOHHW, TIPOJIOBXKECHHS JOBrOTPUBAIOI  MIATPUMYIOYOI  Tepamii
a3aTIONPUHOM PEKOMEHJIOBAHO MalliEHTaM MOJOJIOTO BIKY, a TaKOXX THUM, B KOTO €
dbakTopu pU3HKY 10 BAHUKHEHHS penuanBy, Bkiarodatoun LKM- 1 SLA-nmo3uTtuBHIX
narieHTiB (Tabma. 6), THM, Y KOTO CIIOCTEPIraloThCsi a00 OUIKYIOTHCS MPOSIBU MOOTYHOT
Tii IpeHI30JI0HY (BKIIFOUAIOUM OCTEOMNEH 0, AUB. cekIlito E) 1 B THX, XTO Mae 1Iupo3
a0o mposiBu Aexommencanii GyHKiid nedinku. [licns mikyBaHHS MEPIIOTO PEIUANBY
PEKOMEHAYIOTh MPOJIOBKEHHS JIOBFOTPUBAJIO MIATPUMYIOUOI Teparlii a3aTionpuHOM
B 11031 2 Mr/kr/mo0y. He3Bakaroun Ha BUOIp cTpaTerii JiKyBaHHS, MOHITOPHHI Mae
OyTH MOKUTTEBUM.

Pexomenaaiii 3 noBrocrpokoBoro Jgikysanusa (BSG, 2011): cr.. 13

1. Bauszvko 70 % nauienmie maiomov peyuoué 3axeopro6anusn 6 12- micaunuii
mepmin, AKWLO0 NPURUHAIOMb JIKYGAHHA RICAA OO0CAZHEHHA O0loXIMIUHOT 1
2icmonoziunoi pemicii (IIF2A).

2. Yacmoma 6UHUKHEHHA PeUUOUBI8 NICAA GIOMIHU NPEOHIZ0I0HY MOYHCce Oymu
3MEHWEHA NpU NPOO00EIHCEHHI NIKY6AHHA A3AMIONPUHOM Y GUWUIL, HIMC 2 M2/K2
niompumyrouin 003i (IB/2). ILleii pesxicum niKysanHsa 0062uil 4ac modxce Oymu
oe3neunum. Piwwenna npo me, 6 AKuUx UnaoKax eUKOPUCMOEyeamu a3amionpuH,
AK niOompumyrouy mepanito, a 6 AKUX OYIKysamu HA GUHUKHEHHA ma JiKysamu
nepuiuil peyuous 3axe0pPIOGAHHA 3ANEHCUMDb 6i0 NPOCHO306AHOCMI pPeuuougy,
6AXCKOCMI NEYiHK060i HedoCmamHocmi i UMOBIPHOCMI GUHUKHEHHA NOOIUHUX
epekmis. Pymunne euxkopucmauua niompumyouoi mepanii peKoMeHO06AHO
monooum nauyicumam, a maxoxc LKM- abo SLA-nozumuenum nauicumam. (Il
3/B1).

3. Iayicumu, 6 AKUX CMABCA PeyUOU8 3aX6OPIOBAHHA, MAOMb JIKYBAMUCH
mak camo, Ak npu nepuiomy 3azocmpenni AIl. Ilpu nacmanni pemicii im mace
Oymu npusznauena niompumyroua mepania a3amionpuHOM, AKWLO B6OHU 11020
nepenocamu(I-3/C2).

4. Iauienmam, 6 AKUX CMagca peyuous 3axe0POEAHHA Nid 4ac NIOMpPUMYI04oi
mepanii azamionpuHom, Ricia NOBMOPHO20 OO0CAZHEHHA pemicii 000amKo60
npuzHaualoms HU3bLKI 003U NPEOHI30J10HY Ha 00e2uil nepiod (IIVC2).

5. IHiompumyrwua mepania mikoghenoramom modxce 3acmocosyeamuct y
nauienmie, AKi He nepenocams azamionpun (1-3/C2).

6. Y nauienmie,aki He 0ocaziu ROBHOT 0IOXIMIUHOT aDo 2icmo102IUHOT pemicii
npu 3acmocy6anHi KomOinayii npeoHiz0/10Hy 3 a3mMionpuHom, mMikogpenonam mae
oomedxnceny egpexmusnicmov. MoircHa MAKOHC GUKOPUCMOBY8AMU WUKIOCHOPUH,
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0yoeconio, Oeghnazoxkopm, maxpoaimyc aoo uuxkiogochamio, npome ixXHa
ehekmuenicmop ne niomeepoixicena ookymenmanvho(1l-3/C2).

7. Hlecmumicaunun ckpuninz I'LIK i3 eumiprosanuam anva-gpemonpomeiny
ma Y3/] neuinku mae npoeooumucey y inwiux nayicumise 3 AII' i yupozom (ak y
Y02106iKi6, mak i y ycinok) (I3/C2).

Pexomenoauii 10. Peyuoue nicna giominu nikyeanusa (AASLD, 2010 )cm.. 18:

1. Ilepwiuii peuuoueé nicna 6iOMiHU JIKY6AHHA MA€ Oymu RNPONIKOBAHUIL
KOMOIHAUi€l0 npeoHi30ny ma a3amionpuHy 3a mi€lo He CXeMol0 JNIKY8aAHHA W0 i
npu noYamKkoeomy Kypci mepanii, a nomim 006edeHuil 00 MoHomepanii aoo
azamionpuHom (2 mz/kK2 Ha OeHb), 8 AKOCHMI 00820CHMPOKOBOI RIOMPUMYIOUOT
mepanii ado 3 iIHOUBIOYAIbHO BUHAYEHUMU HUZLKUMU 003AMU RPEOHI30HY (<10 m2
Ha 000y) y nauicnmie 3 Henepenocumicmio azamionpuny (Knac Ila, pisens C).

2. Cnpoou nocmynogozo 6i0X00y 8i0 00620CMPOKOGUX MEPMIHIE NPUILOMY
azamionpuHy ab60 3aACMOCY6AHHA RNIOMPUMYIOYUX HU3bKUX 003 mepanii
NPEOHIZOHOM MOXMCYmMb Oymu po3noyami NPUHAUMHI,L nicaa 24 micauie J1iKyeaHHA
ma npu eusHayeHHi Hopmaavhux cuposamkosux pienie ACT i AJIT minoku nicaa
pemenvHOi OWIHKU PU3UKIE ) GIOHOWIEHHI 00 nauieHmie, y AKUX paHiuie
mpannaeca peyuoue (Knac Ila, pisens C).

Komenmap pobouoi cpynu
Cmanom na 27.06.2014 p. nikapcoxi 3acodou eprazoxopm ma Ilpeonizon 6 Yrpaini
He 3apeecmpOoBaHi.

CTaH KiCTKOBOI TKAHUHH

€ nexiuipKa HelaBHIX JTONOBIAEH MpO 3aXBOPIOBAHHS KICTOK y HAI[IEHTIB 3 XPOHIYHOIO
XBOpoGor0 medinku > >'. Ilamientn 3 AIl' HOBMHHI CIOXKHBATH aJIeKBATHY JO
BJIACHUX MOTPEO KIIbKICTh KaJIbLi0, IPU HEOOXIJHOCTI NPU3HAYEHOI'0 B JOJATKAX 10
Xap4yBaHHS. CkaHyBaHHST ~ MIHEpaJIbHOI  IIUIBHOCTI  KICTOK  METOJIOM
JIBYXEHEPreTUYHOI PEHTTeHIBCbKO1 abcopOuioMeTpii Mae OyTH BUKOHaHE 110 abo
0Jipa3y Micis NPOBEICHHS JIIKYBAHHS 1 OTIM 13 IHTEpPBaJIOM B 1-2 pOKM MMOKH MALIEHT
npuiiMae Koptukocrepoigu. IlamieHTn 3 ocreoneHier0 abo OCTEONOPO30M MaroTh
npuiiMatu  Oipoconatu. Ilpodinaktuka 3 BHKOpUCTAaHHAM OidocdoHaTiB
pekomengoBana Koposmicbkum Komemxem diziomorii>! mus NalieHTiB, crapue 65
POKIB, AKi TPUINMAIOTh KOPTUKOCTEPOiiH, & TAKOXK MAI[I€EHTAM 13 KPUXKICTIO KICTKOBOT
TKaHUHU B aHAMHE31.

Taoaunsa 9. Yacrora Ta mMoxoakKeHHs MOOIYHUX edeKTiB, acouiiioBaHuUX i3
JiKyBaHHAM Jopocux xBopux Ha All.ct. 13

[To61uH1 edexTu, 1110 NOB’A3aH1 3 IPUITOMOM [To61uHi1 edexTH, 1110 NOB’sI3aHi 3
PEIHI30HY MPUIIOMOM a3aTiONPUHY
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THII yacToTa THII YacTOT
a
Bubipkosa
JIOKaJi3aIlis Kupy
Ha 00JIMYYl
.| Hagmipne
KOCMETHYHI )
. OLIBIIIEHHS. MacH
(3a3BHuait Tina
JIETK1) > 46 %
«TOpCATbHHM 20 % (ocobT
ropO» Ta cTpii : reMaToJIoOrY ) )
: (micis 2 . . LUTOIICHIS | UBO 13
ripCyTU3M . H1 (JIeTKi)

. POKIB) HAPO30
aJIoneris )
eMoIlliiHa

) HeCcTaOUIbHICTD
COMAaTHYHI

. MOPYIIICHHS
(3a3Buyai :
; TOJICPAHTHOCTI JI0

JIETK1)
TII0KO3HU
KaTapakTa
OCTEOIEHIS JIEHKOMEHIS
BepTeOpaibHa 13 % Tpombouut 6%
KOMITpECist ) O-IICHIA )

: (3aKiHYEHH . (3aKiHY
COMAaTHUYHI HEKOMIICHCOBAHH | reMaToJIory eHIL
(BaxKi) i miabet ) H1 (BaXKKi) )

JIKyBaHHS JiKyBa
[ICUXO03U ) Hs)
nabinbHa
rinepTeH3is
3anajibH1/ MaHKPEATUTHU COMAaTHYHI HyJ0Ta
HEOIJIaCTUY piako (3a3Buuait
H1 JIETK1)
OTIOPTYHICTUYHI 0J1roBOTA 50,
. 0
1H}eKIii
MaJIrHi3aris CBepOIXK
JIUXOMaHKa
apTpairii
HeomtacThd | Herematudd | 3 %
Hi1 15071 THII | IICJIA
KJIITUH 10
POKIB
HEJIOCTaTHI | PIJIKO
remMaToJIoT iy | CTh (3akiHY
HI/KHIIKOB1 | KICTKOBOI'O | €HHS
MO3KY JIKyBa
aTpodii HHS)
BOPCHHOK
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8.3. I'pyna pusuky po3BUTKY JIKAPCbKOI TOKCHYHOCTI.

8.3.1. Iauyienmu 3 yuposom. IlamieHTH 3 TUPO30M HA TIOYATKY JIKYBaHHS MaIOTh
BUIIY YaCTOTy BUHHUKHEHHS MOB’SI3aHUX 13 AI€I0 JIIKIB YCKJIaIHEHb, HIXK MaIllleHTH 0e3
uupo3y (25 % npotu 8 %) [273, 278, 328]. BoHu Takox MarOTh BHUCOKY YacTOTY
BUHUKHEHHS IIUTOMEHI1, 1[0 MOKE CIPUYMHUTU HE MEPEHOCHICTh HUMHU a3aTIONPUHY
[320, 322]. [1amieHTH 3 HUPO30M MAIOTh PETEIBLHO CIOCTEPIraTUCS MiJ] Yac JIIKYBaHHS
a TMAall€eHTH 3 LUTONEHIEI0 TOBHHHI OLIHIOBATUCA Ha TMPEAMET TIOMypHUH-
MeTUITpaHc(epa3Hoi aKTUBHOCTI J0 MOYATKY JIIKyBaHHsS a3ationpuHom [277, 301,
320].

Cm.. 14 8.3.2. Bacimmui. BiunbmiicTh AOCHIIDKEHb IOKa3ye, IO BariTHICTH 1
JIKyBaHHS J00pe TMEepeHOCAThCS Marip'to Ta I1wiogoM [294, 323-325, 327-333]
OCHOBHUHM pU3UK MEpPeAYaCHUX TMOJOTIB Ta AUTSIYOI CMEPTHOCTI Oe3mocepeaHbo
MOB'si3aH1 31 CTyneHeM HenoHomeHoCTi. CroHTaHHI abOpTH TPAIUIIIOTHCS YacTille,
HIXK Yy 3/I0pOBUX MartepiB, aje HE YacTilie, HK y MarepiB 3 IHIIMMH XPOHIYHUMH
3axBoproBaHHAMHU [294, 323-325, 330-333]. [loBigomiserscs, mo g0 20-ro THXHS
BHYTplyTpoOHa CMepTHICTh BuIIa, HUK 19 % [325], nmepuHaTanbHa CMEpPTHICTH
ctaHoBUTh 4 % [325], maTepuncbka cMepTHICTh — 3 % [325], wacTtoTa cepilo3HUX
yCcKJIaJHeHb Yy Matepi — 9 % [332]; BUHUKHEHHS! HECTIPUSITIIMBUX PE3YIbTaTIB Oy/ib-
SKOTO TUIYy CTaHOBUTH 26 % [332]. Taki pe3ynbratu npu All" aHajgoriyHi TuM, 110
ICHYIOTh B 3arajibHiil MomyJifiii, 1eé YacToTa BTPATU IUIOJA, KEcapiB PO3THUH 1 JOCI
ctaHoBIATh 21 %, 17 % 1 5 %, BignoBigHo [324]. Kpim toro, martepi 3 All" maroth
Kpalll pe3yjabTaTH, HIXK KIHKU 3 I[yKPOBHM [J1a0€TOM, y KUX 4acTOTa BTpaTH ILJI0/a
KonuBaeThesl Bim 24 % 1o 29 % [324]. PekoMmeHAYe€ThCS KOHCYJbTAIS Tepe
3a4aTTAM Ta, MO-MOXKJIMBOCTI, MPUITMHEHHS IMyHOCYIIPECUBHOI Teparii. A3aTionpuH
Mae Tpu BariTHOCTI Kateropito D 3a peittunrom FDA. Ile mos'si3aHo 3 BpOPKEHUMHU
BaJaMy PO3BUTKY y BariTHUX wwumed [293] Ta HHM3BKHM piBHEM 6-TiOTyaHIH
HYKJICOTHIIB, IO BUSBISIOTHCS y HOBOHAPOJ/DKEHUX TiJ Yac JIKyBaHHS y MarepiB
xBopoou Kpona (tabm. 8) [295]. Ormxke, TepaTOreHHICTh, IO TOB'SI3aHA 3
a3aTIONPUHOBOIO TEPAIli€l0, Ha JJAHUM Yac 11e po3rsiaaeThes [293], ane moku 1o He
Oyso 3apeecTpoBaHO 30UTbINIEHHST BpokeHUX aedektiB [323-325, 330-333], ta He
OyJM OYEBMIHUMHU HEraTHBHI HACHIIJKU TPYIHOIO BHUIOJOBYBAaHHS IPU JIIKyBaHHI
matepiB [333]. ExcriepuMeHTabH1 JOCTIKEHHST OyJIM €Mi30IMYHUMU Ta 11 JIaHl He
BUIIPABJIOBYIOTh HEOOEPEKHOCTI MPU BUKOPUCTAHHI a3aTIONPHUHY MiJ] Yac BariTHOCTI
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[323-325], Tomy, mo He OYyJI0 BCEOCSHKHOTO JOCTIIKCHHSI O€3MeKH BUKOPUCTAHHS
a3aTIONpPUHY y BariTHUX KIHOK.

[Tepebir AIl' mMo’xe NOJIMIIMTUCH MiJ Yac BariTHOCTI, 1 L€ MOKPAIIEHHS MOXeE
JIO3BOJIUTH CKOPOTUTHU IMYHOCYIPECUBHY Tepamito mij yac BaritHocTi [334, 335].
baxxano miHiMizyBaTH a00 B3araji MpU3yIMUHUTH JIIKYBaHHS I11J1 4ac BariTHOCTI, IO €
3aXMCHUM 3aXOJ[aMu JJIs MaTepi Ta MIoAY.

3arocTpeHHsl 3aXBOPIOBAaHHs 3a3BHYail BIJOYyBA€ThCS TIICISA TOJIOTIB, BHACHIIAOK
najaiHHs y KpoBi ectporeHiB [334]. IloBimomisieTbes pi3Ha 4YacTOTa 3aroCTPEHHS
micinsg mojoriB — Bix 12 % no 86 % [324, 332, 335]. 3arocrpenns AIlT cming
OYIKyBaTH, Ta TOBMHHA OYTH BIJHOBJICGHA TpaJHWIliiiHA Teparis 3a 2 TIKHI [0
OUYIKYyBaHUX TIOJIOTIB 1 MPOBOAMTHCS MPOTITOM IMicisnonoroporo mnepioay. Ilpo
KOHTpALEMNIil0 TMOBMHHI OyTH mpoiH(QOpPMOBaHI KIHKM 3 MPOTPECyIOUUM
3aXBOPIOBAHHSM IE€YIHKM Ta OCOOJMBO 3 HASBHICTIO MOPTAJbHOI TiNEPTEH31i, TOMY
10 BOHM 3HAXOJAThCS Yy IpyNl PU3UKY BapHKO3HOI KpOBOTEYl IiJ 4ac BariTHOCTI
[330].

8.3.4. Hlayienmu 3 HU3bKOKW MIONYPUH MEMUTMPAHCHEPA3ZHOI0 AKMUGHICHIIO.
[TamienTy, MmO MalOTh B EpPUTPOIMTAX  MaiKe  HYJIbOBY  aKTHUBHICTb
TIOMYpUHMETUATPAHCPEPA3U  3HAXOIATHCA y  TpPyll  pUBUKY  BUHUKHEHHS
Mienocymnpecii mij 4ac JikyBaHHs azarionpuHom [291, 292]. Jlume 0,3 % - 0,5 %
nomyJsiiii Mae cepiio3nuit nedinut uporo Gepmenty [336-340] 1 He yci mamieHTu 3
TakuM AehIMUTOM 3a3HAIOTh KICTKOBOMO3KOBO1 HemoctatHocTi [341]. Ocobu 3
aHOMAJIbHO, ane HEEKCTPEMAJIbHO 3MEHILIEHOIO aKTUBHICTIO
TIOMypUHMETUATPaHCcPepa3u (IIPU TETEPO3UTOTHOMY CTaH1) 3aJI0BLILHO MEPEHOCSThH
a3aTioNpuH y HU3bKUX 703ax - 50 mr [320] 1 piBeHb aKTHUBHOCTI (DEPMEHTY MOKeE
30UIbIIYBATUCh 3 MNpojoBxkeHHsIM Tepamii [320, 342,343]. Piakictb Baxkoi
a3aTIONPUH-BUKIMKAHOI ~ MIEJOCYIpECli, HU3bKI  JO3M  a3aTIONpUHYy,  WLIO
BUKOPUCTOBYIOThCA y TpaauuiiiHid Ttepamii (50 mr-150 vr  Ha neHb), Ta
HEMOXKJIMBICTh JIOCTOBIPHO MEpea0auyuTd PU3HK 33 JOMNOMOror (EHOTHUIIYHOI 1
FEHOTUINIYHOI OLIHKM HE MIATPUMYIOTh PYTUHHUN CKPUHIHT JJs TIOMypHH
MetunTpanchepasnoi aktuBHOCT! nipu AlIl'. BusHaueHHsT akTUBHOCTI ITUX (PEPMEHTIB
OMpaB/iaHe y BUIAJIKaX IUTONEHII /10 JIIKYBaHHS, UTOMNEHII, 10 PO3BUBAETHCS MiA
yac JIIKyBaHHS, a00 BUKOPHUCTAHHS BUIIUX, HDK 3BUYANHO, 103 a3aTionpuy (> 150
MT Ha JieHb) [277]

Pexomenoauii): cm.. 14

1. Mooscnuei noodiuni egpekmu mepanii Kopmukocmepoioamu NOGUHHI Oymu
002060peHi 3 nauiecHmom 00 nouamky aikyeanna (maoan. 8). (Knac la, pieens C).

2. Ilayienmu nosunHi Oymu npoiHPOPMOBAHI U000 HEBU3HAUEHO20 PUUKY
npuiiomy azamionpuHy Rni0 4ac eazimHocmi, i, HO-MOMNCIUBOCHL, 11020 NPUILOM Y
nayienmis nio yac eazimuocmi mae Oymu npununenum. (Knac I11, pigensv C).

3. Azamionpun mae xamezopito D npu eazimnocmi 3a peimunzom FDA, i
JIKYBAHHA, AKWLO MOMCIUBO, NOBUHHO OYyMU NPUNRUHEHO Yy NAYicHmie nid uac
eéacimnocmi. (Knac I11, pigens C).
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4. Ilicnanonozoee 3azocmpenna AII' cnio nepedbauumu waaxom 6i0OH0GEHHA
cmanoapmuoi mepanii 3a 2 mudcHi 00 OUIKY6AHUX NO02I6 MA NOGUHEH
npoeooumucey pemenvHuil  Mmonimopune cuposamkoseux ACT, AJIT 3 3-
muoicHeguMuU IHmepeanamu npomsazom 3 micauie nicasa nonocie. (Knac Ila, pigens
O).

5. Axmuenicmv mionypun memunmpancpepasu y Kpoei no6UHHa Oymu
OyiHeHa y NAUIEHMIE 3 YUMONEHIEI0 00 nouamKy mepanii, ma nio 4ac JaiKy8anHs:;
sucokumu oozamu azamionpuny. (Knac Ila, pieensv C).

AASLD Practice guidelines: Diagnosis and Management of Autoimmune
Hepatitis, 2010:

Tadamnua 9. KinneBi TOUKkHM nepBUHHOI IMyHOCYNIPECHBHOI Tepamii Ta MOPAA0K
aiM cT1.. -15

Kinnesi Touku Kpurepii Hopsinok aiit
JIIKYBaHHS

® [IOCTYIIOBE 3HATTS 03U
IpeIHI30HY 3a nepiof 6
THUKHIB.

e cuposarkoBi ACT, AJIT,
3arajbHuM OLTIpyOiH Ta Y-
rJI00YJIIHA BU3HAYAIOTH 13 3-
THKHEBUM IHTEPBAJIOM Ha

3HUKHEHHS CUMIITOMIB,
HOpMaTi3aIlis
cupoBatkoBux AJIT,
ACT, 61nipy0Oiny Ta
CHUPOBATKOBUX Y-

Pemicis .. poTs31 3 MICSINB MMij Yac, Ta
rJI00YJIiHIB, T .
.. 3-X MICSIIB MHICJIA 3aKIHUYECHHS
HOpMaTi3allist )
: ) JIKyBaHHS.
TCTOJIOTTYHHUX 5 .
. e [IOBTOPEHHS J1a00PaTOPHOI
IMOKa3HHUKIB, 200 OBTOpPCHH opa’ gp ol
. IHKHY ITOTIM KOKHI 6 MICSIIIB
HEAaKTUBHUU ITUPO3 on . 0 O Al
njoHammeHIe | pik ta B
NOJAIBIIIOMY LIOPOKY yCe
KUTTSA
) .. [Ipenuizon 60 Mr 1moIeHHO, 200
[ToripuieHHs KIIHIYHHUX, . .
npeaHi30H 30 Mr y CIIOJIy4YeHH] 3
1a060paTOpHUX Ta .
) X azaTionpuHoM 150 Mr moaeHHO
. | TICTOJIOTTYHUX O3HAK y . .
Hecnpustiusuii IoHaiMeHiIe 1 Micsanb
KOMILIA€HCHUX .
pe3yJbTar I 3MEHIIICHHS 103U MPE/IHI30HY Ha
JIKyBaHHS ' 10 Mr Ta a3zarionpuny Ha 50 Mr

P0O3BUTOK KOBTSHHUII],
acIuTy, abo Me4YiHKOBOi
eHuedanonarii

IIOMICSIYHO TIPH MOKpaIeHH1, loku He
OyIyTh TOCSATHYTI CTAaHJAPTHI 103U
JIKYBaHHSI
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Henocratne, abo
BIJICYTHE MOKPAILLEHHS B
KJIIHIYHUX,
1a0b0paTOpHUX Ta
TICTOJIOTIYHUX O3HAKaxX
HE3Ba)KAIOUM Ha

3MEHIICHHS 1031 IPETHU30HY Ha

2,5 Mr 3a Micslib I0KH He OyJie
JOCSITHYTUH MIHIMaJIbHO MO>KJIUBUN
piBeHb (< 10 Mr moAeHHO) s
HOTIEPEIPKEHHS TOTIPILIEHHS B PIBHSX
AJIT, ACT

Henosna .
—— KOMIIIA€HC m(.:jm 2-x, 3-
X POKIB Teparii
IPOCTO BIJICYTHICTh HeBusnauena tepariis a3aTionpUHOM
MOTIPIICHHAS (2 Mr/Mmr moAeHHO) K
aIbTEpPHATUBHE JIIKYBaHHSI IPU
HEIMEePEHOCHUMOCTI
KOPTUKOCTEPOIHOI Tepaii
MenukameHTo3Ha | PO3BUTOK BUpaKeHUX 3MEHIICHHS 1037, a00 MPUITHHECHHS
TOKCUYHICTh KOCMETUYHUX 3MiH, IpUIOMY JTIKIB, BIATMOBIIaJIbHUX 32
CUMIITOMATUYHOI TOKCHUYHICTh, III0 BUHUKIIA.
OCTEOTMeHi1i, eMOIIIHHOT [TinTpumyrounii mpuitom
HECTAOlJIbHOCTI, BIJIMOBIAHUX HETOKCUYHUX JIKIB y
HEKOHTPOJIbOBAHOI CKOPHUTOBaHiH 1031

rinepTensii, morano
KOMITICHCOBAHOTO J1iabeTy
a00 mporpecyrvoi
LIUTOIEHIT

9. KIHIIEBI ETAIIA JIIKYBAHHSA TA NOPSJ0K 1.

TpanuiiiiHa Teparist y TOpOCIHUX TPUBAE IO JOCATHEHHS peMicii, HECTPUATIHBOTO
pe3yJbTaTy JIIKyBaHHS, HEMOBHOI BIAMOBI, 400 HACTaHHS TOKCHYHOI il mpenapary
(tabn. 9) [283, 284]. He icHye 4iTKO MPOIMHUCAHUX CXEM MI0J0 MiHIMaJIbHOI abo
MaKCHUMaJIbHOI TPHUBAJIOCTI JIIKyBaHHSA. TpuBamicTe Tepamii Moxe Oa3yBaTHCh Ha
MiHIMaJIbHIA TPUBAJIOCTI, SKa 3a3BUYal aCOIIIETHCA 3 TOBHOIO BiamoBimao [344],
a00 Ha PI3HIA TPUBAJIOCTI, SKa BU3HAYAETHCS 1HAMBIAYyATbHO Ta 3aJCKHTh BiJ
Oa)xaHOTO pe3ybTaTy TOJEPAHTHOCTI 10 Tepamii [345].

9.1.Pemicin.

VYci popocnl mamieHTH MOBMHHI MAaTH MOXJIMBICTH YBIUTHM B CTIHKY peEMICIIo,
BUIbHY Bij npuiiomy JikiB (Tadin. 9) [282-285, 345-347]. 90 % nopocnux maii€eHTiB
Mae 3MEHLIEHHs B cupoBarii kposi piBHIB ACT, OutipyOiHy, y-ri100yIiiHy IpOTArOM
2 TwxkHIB [266]. [lopocni piAkO AOCATalOTh  MOKpalleHHs J1abdopaTopHUX
MOPGOJIOTTYHUX TTOKA3HUKIB MEHII HiXk 3a 12 MicsI1iB, @ UMOBIPHICTh peMicii Ha GoH1
Teparii 3HWKYEThCS Micis 2 pokiB jikyBaHHs [346-348]. ['icTosoriyHe mOMIMIICHHS
BIJICTA€ BiJ KJIIHIYHOTO Ta JJabopaTopHoro Ha 3-8 micsiiB [49, 349].

Hopwmanizarisi maboparopaux mnokasHukiB (cupoBatkoBux ACT, AJIT, piBHIB Y-
mo0yniny Ta IgG) 1 TKaHMHHUX TIPOSIBIB AKTUBHOTO 3alaJICHHS MEYIHKH
(HOpMmaui3allis TiCTOJOTIYHOI KapThHa mpu MOpQoJIorii TKAHWHU TEYIHKH) €
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171€aJIbHOIO0 KIHIIEBOIO TOUYKOIO JIIKYBAaHHSI Ta METOIO MOYaTKOBOi Tepamii (Tabn. 9)
[345, 350 -353]. Cepennst TpUBaNICTh JiKyBaHHS CTaHOBUTH 18-24 micsuis [283-285,
345]. Hopwmamnizaiisi 71a00paTOpHUX TMMOKA3HHUKIB M€ JI0 3aKIHYCHHS JIIKYBaHHS
3HIKYE BIJHOCHMM pU3MK pEeUUAMBY Micid BiAMIHM npemapatry y 3-11 pasis
MOPIBHSHO 3 MAaIllEHTaMU, K1 HE JOCITal0Th LIUX Pe3yibTaTiB, 1 87 % Malll€HTiB, SKi
JOCSTJIM TPHUBAJOl peMicii, Ta MamTh HOPMaJIbHI J1a0OpaTOpPHI IOKA3HHWKU J10
3akiH4ueHHS Tepamii [345]. Takum unHOM, Gl0XiMIYHA KIHIIEBA TOYKa B IMOIEPEIHIX
TOCIIJKEHHSIX, SIKa MEHII, HDK B 2 pa3d NEPEeBUIIYE BEPXHIO MEXY HOPMHU HE
MOBUHHA OYTU MPUHHATOIO B MAOYTHIX JTOCTIPKEHHSX B SIKOCT1 KIHIIEBO1 TOYKH, 200
METH JIIKyBaHHSI, TOMY, IO Yy IUX MAIll€EHTIB 00OB’S3KOBO HACTYIA€ PELUIUB TICIIS
npunuHeHHs Tepamii. Tum He MeHIIe, TICTONOTIYHA Ta JabopaTopHa HOpMaTi3allis He
3axMINae BiJl peuuanBy 1y 60 % mnaiieHTiB TPAIUIAIOTHCS PELUIUBY, HE3BAXKAIOUM Ha
3HUKHEHHS 3anaibHuX o3HaK [345]. YacTora, 3 sIKOIO Tepamisi KOPTUKOCTEPOinaMu
MOK€ JOCSATTH TOBHOI HOpMaii3amii 71a00paTOpHUX TECTiB Ta MOPQOIOTTYHUX
NOpYIIEHb, 3aJMIIAETbCA HE3 SICOBAaHOI, y TOW dac, SK 3pO3yMiJie TMparHeHHs
JOCSIT'TH 1/1€aibHy KIHIIEBY TOUKY JiKyBaHHs. KiHlleBa TOuka MOBUHHA OYTH 3HUKEHA
B YCBIJIOMJICHHI TOTO, 1[0 HE YCl MaI[lEHTU MOXYTh JOCITTH TaKOro pe3yJbTary ado
OyTH TOJIepaHTHMMHU 110 HeoOximHoi Tepamii [345]. Ilinrpumyrodi 1000B1 103U
npenapary MaroTh 3aJIHUIIATUCS, JOKU HE OyJe NOocsATrHyTa MeTa Teparii. TuTpyBaHHs
703U TOB'A3aHO 13 3aTPUMKOI0 200 HEMOBHHUM TICTOJOTIYHUM MOJIMIICHHSIM, 1 BOHO
MO>KE€ TIPOJIOBKHUTH TPUBAJIICTh Teparii [273]. AnbrepHaTUBHHUIA JOOOBUN PO3MOILT
JIEHHOTO MPUHOMY MPEIHI30JI0HY MOXKE BUKJIMKATH CUMIITOMATUYHE Ta JIaA0OpaTOpHE
MOKpAIIeHHSI, aJlie He T1CTOJIOTIYHY HopMami3aitito [273].

Ominka gaHux O10ICiT TMEYIHKKM /10 3aKIHYCHHS JIKYBaHHS € €IMHUM METOIOM, IO
3a0e3rneuye BIEBHEHICTh B MOBHOMY OJy)KaHHI Ta ONTHUMAJIbHINA KIHIIEBIM TOYII
tepamii. O3HaKM TemaTUTy CIOCTEpPIralnThesa y 55 % mnailieHTiB 3 HOPMaJIbHUMU
piBHAMHu cupoBatkoBoro ACT 1 piBHA y-rinoOymiHiB mijx yac Tepamii [349], 1 wmi
Nall€HTH, 3a3BUYail, MalOTh pPEUMIUBU MICHs NpunuHeHHs Ttepamii [311, 347].
Oninka jaHux Oiomcii MEeYiHKM JO0 BIAMIHM THpernapaTry MOKe BHIIpPaBIaTu
IPOJOBXKEHHS JIIKyBaHHS. TakuM 4YMHOM, OIONCIS MEYIHKM PEKOMEHIYETHCS 0
NpUNIMHEHHS 1MyHOcynpecuBHOi Tepamnii mpu All'. Ilpununenus tepamii ciifg
pO3IIIAlaTh MPUHANMHI  MicHs  2-piYHOrO  JIIKYBaHHSA, KOJM HEOJHOPa30BO
CIIOCTEPITAINCh HOPMaJIbHI TTOKa3HUKHU PIBHIB IMyHOTJIOOYIIIHY Ta (PYHKIIIOHAJIBHOTO
CTaHy MEYIHKH.

[lpunuHenHs Tepamii micias 1HAYKINI pewmicii BUMAarae MmocTymoBOro, ao0pe
KOHTPOJBLOBAHOTO 3HWKEHHS JIO3M MPOTITOM O-THKHEBOTO TEPIOAy IiJ MHJIbHUM
crioctepexkeHHsaM (Tabn. 9) [282-285]. IlamienTy, sKi 3HAXOIAATHCS HA TPUBAIIOMY
Kypcl CTEpOifHOI Tepamii MOBUHHI OyTH OI[IHEHI Ha HasBHICTh HaJHHPKOBOI
HEJOCTAaTHOCTI. AKTHMBHICTh 3aXBOPIOBaHHS i 4Yac Ta MicCid BIAMIHM Ipenapary
OLIHIOIOTH 3a MOSIBOIO TAKMX CUMITOMIB 30KpeMa: CTOMITIIOBAaHICTb, 001 B cyrio0ax,
aHOPEKCISI Ta 3MIHU JabopaTopHUX TOKa3HUKIB 3amnaneHHs nedinku (ACT 1 y-
ro0yiny). JlabopaTtopHi JDOCTIKEHHS TMPOBOAATHCA 3 3-TH)KHEBUMH 1HTEpBajIaMu
i 4ac BIAMIHU Ipenapary 1 nNpoTsromM 3 MicsAUIB micis 3akiH4eHHs Teparii. [Tics
IIbOT'0, BOHU IOBTOPIOIOTHCS 4Yepe3 3 MiCsIll, MOTIM KOXHI 6 MICAIIB MPOTATOM
nepiioro poky [282-284] ta uopiqHoO Ha MPOTA31 BChOT'O KUTTS.
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9.2. Hecnpuamnugi pe3ynomamu jaiKy8aHHs1.

BizncyTHICTh pe3ynbTaTy BiJ JIIKYBaHHS OLIHIOETHCS 3a MOTIPIICHHSM KJIIHIYHUX,
7a00paTOPHUX Ta TICTOJOTIYHMX [IOKA3HMKIB, HE3BAXKAIOYM HA JOTPUMAHHS
CTaHAAPTHUX CXEM JIIKYBaHHS; i€ BIOYBa€TbCs, MpUHANMHI ¥ 9 % XBOpHX 1 MOXKe
crioctepiratucsa npotsarom 3-6 TwkHiB. (Tabn. 9) [354, 355]. Ilamientu, y sgxux
BIJICYTHIM pe3yJibTaT, MOMHUPAIOTh BiJl IMEUIHKOBOI HEJOCTATHOCTI a00 BUMAararoTh
TII. IIi xBopi moBuHHI OyTH iAeHTHU(]IKOBaHI SKOMOTA paHile 3a JOMOMOTOI
3aCTOCYyBaHHS MOJIeNi KiHIeBO1 cTajii 3axBoproBanHs neuinku (MELD) [355]. Panne
pO3Ii3HaBaHHs 0OCi0, sIKI MOXYTh MOTEPHITH HEBJAUY BiJl KOPTUKOCTEPOINHOI Teparii,
MOJK€ TIOJIIIIUTH PE3YIbTaTH, BUKOPUCTOBYIOUH MOAMU]IKaIllii B JIIKyBaHHI, Y TOMY
yuciai ceoevyacny TII [11, 266, 356].

HeedexTuBHICTh JTiIKyBaHHS BHIIPABIOBYE TPUITMHEHHS 3BUYAWHOTO JIIKYBaHHS, a
TAaKOX BHUKOPUCTaHHS IIJIBUILEHOI JO3M NPEIHI30HY INpu MoHoTepanii (60 Mr Ha
neHb) ado npeaHizony (30 mMr Ha eHb) y Ho€iHaHH1 3 a3aTtionpuHoM (150 mr moHs)
(Tabi. 9) [282-285, 357]. Jlo3u Ha 1IbOMY PiBHI 3JIMIIAIOTHCS SIK MIHIMYM Ha MPOT3i
1 micsug. Ilicnst mporo, A03U MPEAHI30JI0HY 1 a3aTIONPUHY 3MEHIIYIOTh IIOMICSLIS
niciss HopMaizailii B cupoatiil KpoBl piBHI ACT g0ku He q0cCsAraloThCsl 3BUYAHI
niaTpuMytodi 103u (nepBuHHUN rpadik) [290, 291]. 70 % mnaiieHTIB MOMIMNIIYIOTH
CBOi KJIIHIYHI Ta J1a0OpaTOpHI TMOKAa3HWUKH MPOTATOM 2 POKIB, 1 BIKUBAHICTH iX
30epiraerbes [354, 355, 357]. Ticronoriuna pemicis gocsraetbesa numie y 20 %,
OUTBIIICTh TMAIEHTIB 3aJMINAIOTBCS Ha MIATPUMYIOUIM Teparii, Ta pHU3HK, M0
NOB'sI3aHUM 3 MOOIYHMMHU edekTamMu JiKiB a00 MPOrpecyBaHHAM 3aXBOPIOBAHHS
saymamraerbes [354, 355, 357]. Po3BuTok mediHkoBoi eHnedanonarii, acuur, ta/abo
KpPOBOTEUI 3 BAPUMKO3HO PO3IIMPEHUX BEH CTPaBOXOAY Ta LUIYHKY IIIJl Yac TEeparii €
nokazanusam s TIT[11, 73].

9.3. Henoena 6ionogioe.

TpuBasia Tepamisi, 1O NOJINIIYE KIIHIYHI, JIaDOpaTOpHI Ta TICTOJOTIYHI
MOKAa3HUKH, ajie HE BUKIMKAE TOBHY IX HOpMaii3allito, TPAKTYEThCS SIK HETMOBHA
BIJIMOBIJIb HA JIKyBaHHs (Ta0d.. 9) [282-285]. 13 % mnailieHTIB HE BXOAATh y PEMICIIO
miciist 36 MICSITIB JIIKYBaHHS 1 pe3yJIbTaTH 1X JIIKYBaHHS KIaCU(IKYIOThCS K HETIOBHA
BIAMOBiAL. Y IIUX BUIaJKaX MOBUHHI OyTH PO3IMVISHYTI ajlbTEpHATHUBHI CTpaTerii.
JIOBrocTpoKOBi HU3BKI 03U KOPTUKOCTEPOiiB Mepe0adatoTh MOCTYIOBE 3HIKCHHS
703U TIPEJIHI30HY 10 2,5 MTI' Ha MICSIb JOKU HE OyJe MOCATHYTO HAWHUKYOTO PIBHS
(<10 mr Ha nmenp), a piBHiI x cupoBaTkoBux AJIT Tta ACT maroTh 3anuimaruch
crabutbanMu [282-285, 329]. JloBroctpokoBuid MpuiloM a3zaTionpuHy (2 MI/KT Ha
JI€Hb), TAKOX MOK€ OyTHM BUKOpUCTAaHUM JUIsl crabumizauii B cupoBaTil kpoBl ACT,
AJIT y nariieHTiB, 10 HE TEPEHOCITh KOPTUKOCTEPOIAiB Ta MOTPEOYIOTh MOCTIIHOTO
JikyBaHHs [282-285, 327].

9.4. Meouxkamenmo3na moKcu4Hicmb.
TokcHuHICTh TIpenapaTy CHpUYHUHSIE MepeayacHe MPUIMHEHHS a00 3MiHY 3BHYANHO1
cxemu Tepanii y 13 % mnamientiB (Tabin. 9) [277, 282-285]. V uux BUmaakax Teparis,
10 Kpallle MEepEeHOCUThCs (MPEIHI30I0H a00 a3aTioNpuH) MOxe OyTu 30epekeHa y
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BIPETYJIbOBaHIN 1031 A7 3amo0iraHHs MOTIPIICHHS KIIHIYHUX Ta J1abopaTOPHUX
MOKa3HUKIB [282-285].

Pexkomenoauii (AASLD, 2010):cm.. 17

1. Iloxasnuku ACT, AJIT, 3azanvnoi konyenmpauii 6i1ipyoiny, y-2100yainy ma
pienie IgG 6 cuposamuyi Kpoei noGUHHI 6U3HaAUAMUCL NI0 uac NIKYy8aHHA 3 3-6
Mmicaunum inmepeanom (Knac Ila, pigensy C).

2. Jlikysannsa cnio npooosxcyeamu OOKuU He 0yOymbv 00CAZHYMI HOPMAIbHI
pisni cuposamkosux ACT, AJIT, 3acanvnoi Konyenmpayii 6inipyoiny, y-2100y1iny
i IgG, ma 2icmonoziune 00Cni0HceHHA NEUiHKU He NPOOEMOHCHPYE 6IOCYMHICHb
akmuenocmi 3ananenusn (maon. 9) (Knac Ila, pigens C).

3. Hauyienmu nosunHi ycgioomareamu, w0 MIHIMATbHA MPUBATICHb
Oioximiunoi pemicii neped mum, AK 0yoe npunUHEeHa IMYHOCYRpeCcCUsHA mepanis,
Mmae cknaoamu wyonaimenuwe 24 micauyi mepanii (Knac Ila, pieens C).

4. Ilpu napocmanni cumnmomie, noipuieHHi 1a00pamopHux mecmie ado
2icmonociynux o03HaK ni0 uac mpaouyiiinoi mepanii (HeedpexmueHicmo
JMIKY6AHHA) Malomb Oymu NPU3HAYEHI 6UCOKI 003u npeonizony (60 mz na 00oy)
aoo npeonizony (30 mz na oenv) y noconaunni 3 azamionpurnom (150 m2 w00ns)
(maon. 9) (Knac Ila, pigens C).

5. Ilpu neoocmammuocmi KaiHiYHUX, 1A0OPAMOPHUX MA 2ICMONO0IYHUX O3HAK
noninuwennsa, 0131 3a0080J1eHHA Kpumepiié KiHYegoi MOYKU JIKYGAHHA RICIA
0e3nepepenoi mepanii npomsazom He menuie 36 micayie (HenoeHa 6i0noeiov) c1io
00MPUMYEAMUCH 00620CMPOK0O60OT mepanii Ha RIOMPUMYIOUUX 003AX NPEOHIZOHY
abo azamionpuHy, w0 3KOPU206aHi 011 3a0e3neueHHs GI0CYMHOCMI CUMRHIOMIE
ma cmabinvHux nadopamopuux nokasnuxie (maoa. 9) (Knac Ila, pieensv C).

6. Ilposasu mokcuunocmi npenapamy HNOBUHHI KOPUZYEAMUCHL 3d PAXYHOK

3HUMNCEHHA 003U UbO20 Npenapamy a60 NPUNUHEHHA 11020 6UKOPUCMAHHA (mao.
9) (Knac Ila, pigens C).

11. AJBTEPHATUBHA MEJIMKAMEHTO3HA TEPAMNIA IS
MALIEHTIB 3 HEMOBHOIO BIINOBIIIO.CT. 18

[lepm HIX po3MIsSIAATH 3aCTOCYBAaHHS I1HIIMX JIKIB, TaKUX $K I[HMKJIOCIIOPHH,
Takposimyc, abo MikodeHosaT Mo(eTiTy, Teparisi TaIl€HTIB, sIKI OTPUMATH HEMOBHY
BIJINMOBib, IOBUHHA TIOYMHATHCH 3 BUCOKOI J103M MpeaHi3oHy (60 Mr Ha m0o0y) abo
npennizony (30 Mr Ha JieHb) y Mo€eHaHH1 3 a3aTionpuHoM (150 Mr Ha AeHb).

AnbpTepHaTHBHI Ipenapart, Kl OyJud BHUKOPUCTaHI EMIIPUYHO JJs JIKyBaHHS
HEJOCTAaTHOCTI 'y JOpOCIMX BKmMovanu uukiocnopun [308, 371-376, 377]
takpoaimyc [379], ypcoae3zokcuxonery kucinory (YIXK) [380] oyneconin, [381] 6-
MepkanTonypun [382], metorpekcat [383], nuuknodocdamin [384] 1 mikodeHomaTy
modetin [357, 385-391]. ¥V koxxHOMY BHUNAIKYy JOCBiJ OyB HEBEJIUMKUM 1 MaB
enizoguuHuii xapaxrtep. | nmume nocsig BukopuctanHs YJXK OyB oiiHeHuil y
PaHIOMI30BaHUX KOHTPOJIBOBAHMX KIIHIYHUX BUNpoOyBaHHaX [380], 1 mocBix
BUKOPHUCTaHHS IIbOTO Iperapary, sk 1 OyaecoHiqy OyB OIIHEHHH sIK HEraTUBHHUI
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[380, 381]. Lle, onnak, 3po3ymino, Tomy 1o YJIXK He € OCHOBHUM
IMyHOCYTIPECUBHUM areHToM, a OyJIECOH1Jl € CTEPOiJIoM, KU JII€ Yepe3 perenTopu
KOPTUKOCTEPOi/liB, SIK 3BUYAiHI CTEPOiJH. Horo nepeBara Moxe OyTH 0OyMOBII€Ha
TUM, 1110 BiH Ha 90 % eniMIHYy€ThCS NPU MEPIIOMY MPOXOHKEHHI Yepe3 MEeUiHKY, 110
MOXE TPU3BECTH JO MEHINOI KUIBKOCTI MOOIYHMX €QEeKTIB CTepoidiB IpHu
OJITHOYACHOMY 30€peKeHH1 TOBrOCTPOKOBOi peMicii [366-369]. Konen 3 npemnaparis
pe3epBHOT emmipuyHOi Tepamii («Tepamii MOPATYHKY») HE OyB BKIIOYCHUU B
CTaHJAPTHUN aNTOPUTM JIIKyBaHHSA. MikodeHomIT MOoGeTT 1 HUKIOCTOPUH Oyiu
HaWYacTilie EeMMIIPUYHO BHUKOPHUCTaHI 1 MIKOGEHOIIT MOQETIT € HaWOLIbII
MEePCIIEKTUBHUM TMOTOYHMM areHToM [357, 385-392]. TlomimmenHs BinOyBaeThCcs y
39% -84 % marmieHTiB, fAKI TOJIEpaHTHI 10 MikoeHOIAT Moderiny, aie
BUKOPHCTAaHHSI Tpemapary Moxke Oytu oomexene y 34 % -78 % xBopux uepes
HENPUIHATTA (MOpYILIEHY TOJEPAaHTHICTh 10 Mpenapary (HynoTta, OJIIOBaHHS,
NAHKPEaTUT, BUCHUIIAHHS, aJlOleLis, TpoM003 INIMOOKUX BEH, JAiapes 1 HE3/1aTHICTb
HOpMaJTi3yBaTh Te4iHKoB1 mpoou)) [357, 390, 391]. ¥V uuiboBUX Tpyn HACEJICHHS,
PEXUMHU JT03yBaHHS Ta KOHTPOJIO TpadikiB NPUHOMY HECTAaHIAPTHUX NpenapariB €
HETOYHUMHU, 1 HEOOXiAHI JIOJATKOBI MOCHIIKEHHS, 00 3a0e3neuutu Oe3neKy
npuiioMmy 1ux npemnapariB npu All, ngeMoHcTaiii IMOCTyHNOBOTO MOJIMIICHHS
OUYIKyBaHHMX pE3yJbTaTiB JIKyBaHHS Ta €KOHOMI4HOi gjoriiasHOCcTi [393]. Jlo3a
NPEAHI30J0OHY 1 a3aTionpuHy IOBUHHA OyTH 30UIbIIEHA Y JITEH, CTaH SKUX
MOTIPIIY€ETHCS, HE3BAXKAIOUN HAa KOMIUIAaE€HC (aJieKBaTHA BIMOBIIb HA) iX MMOYATKOBY
Tepamito. B 4KoCTI anmbTepHAaTUBHUX TpenapaTiB Oylid BHKOPUCTaHI y JIiTEH
MikoeHonmat ModeTia, IUKIOCTIOPUH Ta Takpomimyc. [iTh 13 mepcucTyrouum
HEMPUIHATTSAM Teparii MOXKyTh cTaTH Kanauaatamu Ha TII.

Pexomenoauii (AASLD, 2010):cm.. 19

1. Jlikysannsa npu eiocymuocmi 6i0nogioi Ha mepanito y 00pocaux nOGUHHO
30ilicCHIO8amMUCA eucokumu o0o3amu npeonizonony (60me na 000y) abo
npeonizonony (30 mc na oenv) y noeonanni 3 azamionpunom (150 mz na oemns),
nepui Hidic po3enadamu iHui MeOUKamMeHmu, maki AK YUKJI0CROPUH, MAKPOIimyc,
aoo mikogenonamy mogpemin (Knac Ila, pieensv B).

2. Ilpu giocymnocmi 6i0nogidi Ha JNiKy8anHa MiKogeHnonam mopeminy aboo
UUKJIOCROPUH Oyau Haudiibwl uacmiwie eMnIpUYHO BGUKOPUCHMAHI 6 AKOCHI
anbmepHamuenozo aikyeaunsa. Mikogenonam mogeminy (22 na OeHv
nepopanvHo) € Hailoiibwi nepcneKkmueHum nomoynum npenapamom (Knac Ila,
pisens C).

3. /o3a npeonizonony i azamionpuny noéuHna Oymu 30invuiena y oimeii, Cmau
AKUX NOZIPULYEMBCA, HE38AXHCAIOYU HA 8I0N0BIOb HA IX nepeuHy mepaniio, i 60HU
MOICYymMb cmamu Kanouoamamu Ha mpancnaanmayiro newinku (Knac Ila, pieens
O).

4.

12. TEITATOUEJJIOJIAPHA KAPHUHOMA.CT. 19

['emarouentonsipHa kapuuHoma BuHukae y 4 % mamientiB 3 AIl' 1-ro tumy, 3 10-
pIYHOIO HMOBIPHICTIO PO3BUTKY LILOrO HOBOYTBOpeHHs B 2,9 % [394-397]. V¥
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NiBHIYHOAMEpHUKaHUIB pu3uK po3BUTKY ['LIK moB'a3aHuil 3 4YOJIOBIYOIO CTAaTTIO,
NOPTAJbHOK TINEPTEH31EI0 10 MaHIpecTye acIUTOM, BAPUKO3HUM PO3IIMPEHHAM
BEH CTPaBOXO]ly, TPOMOOIIMTOIEHI€I0, A00 IMyHOCYIIPECUBHOIO TEPAIIEI0 MPOTATOM
npUHaiiMHI 3 POKiB, Ta LIUPO30M IEUIHKH, TPUBAIICTIO, puHaiMH1, 10 pokiB [396].
JUis 1Mx XBOpPHX PEKOMEHJI0OBaHa IIUIECIIPSIMOBAHA CTpATeris CIIOCTEPEKEHHS Ha
ocHOB1 Y3/l nedinku 3 6-micauHUMH 1HTEepBajiaMu [396-399].

Pexomenoauii (AASLD, 2010):
1. Iauienmu 3 yupozom npu AII' nosunni cxeposyeamucov na Y3/] neuinku

KodcHi 6-micayie 3 memoro sunenenuna I'LIK ma inwux npuyun yupo3sy neuinku (
Knac 2A, Pigens C).

13. TPAHCIUVTAHTALIA ITPU AYTOIMYHHOMY I'EITATHUTI.

13.1. Ilokazanna ma pe3yiomamau.

AIl' € mokazannsm 10 TpaHcriantauii nedinku (TII) nmpubnuszno B 2% -3 %
negiatpuuHux Ta 4 % - 6 % popocnux peuunieHTiB B Crnonydenux Illtarax Tta
€ppomi [69-73, 400, 401]. TII moka3aHa y MAaIli€HTIB 3 TOCTPOIO TEUYIHKOBOIO
HEJOCTATHICTIO, 1 € JIIKyBaHHSAM BUOOpY [UIsl TAlI€HTIB 3 MPOrpPeCcyrOurM
JEKOMIICHCOBAHUM ITUPO30M IeuiHkH 1o mkain MELD 15 ta 6ibiie abo marieHTiB 3
'K, mo BiamoBigaroTh kpuTepisM TpaHcmianTamii. HeoOxigaicte TII moxe
BUHUKHYTH B pe3yJbTaTl HECIPOMOXKHOCTI MiarHOCTHKU Ta jikyBaHHa All' sk
eTioyiorii [HMpO3y TII€UiHKH, HEaJeKBAaTHOI BIANOBiAI ab0 HEMepEeHOCHMOCTI
IMyHOCYTIpECUBHOT ~ Tepamii a00  HemoTpuMaHHi  (BIACYTHOCTI  BIATOBIi-
noncompliance) mikyBaHHs [354, 355]. HemikoBani marieHTH MawTh 10-piuny
BikUBaHICTh < 30 % [69-73, 402-404] Ta BiACYTHICTH BIJANOBIAI HA JIIKYBaHHS, 11O
Bumarae TII, gacto acomitorothcs 3 reHotunioM HLA DRBI1*0301 [155, 158]. TII
npu All" € nyxe ycmimHo0 3 5-piuHo0 Ta 10-piyHOIO0 BHIXKMBAHICTIO NAIIEHTIB B
npubnuzno 75 % [69-73, 402-404]. IloegHanHs NOpenHI30HY Ta 1HT1OITOpPIB
KAJIBIIUHEBPUHY (TaKpOJIMYCY 4YacTillle, HIXK [HUKIOCIOPUHY) € HaWOLIbII
MOIIMPEHUM IMyHOCYIIpecuBHUM peskumom Ticis TIT [402-404].

13.2. Peyuoue AII' npu anompancnianmauii.
Peumnue AIl' mpu anorenHiii TpancmaHTaiii crnocrepiraerbesi npubdauzno y 30 %
JOpOCIIMX Tali€HTIB Ta AiTed (miamazon 12 %-46 %) 3 cepeaHiM TepMiHOM
nporpecyBanss 4,6 pokiB [404-413]. 3axBOprOBaHICTh 301IBITYETHCS 3 INIMHOM Yacy
micis TII Ta mpuckoproeThes micis MpUNUHEHHS puiioMy crepoinis [404].
JllarHOCTHYH1 KpUTEPil A1 pELUANBY BKIIOYAIOTh B ceOe:
1) miaBumenus cuposatii ACT, AJIT,
2) 30epexKeHHs ayTOAHTHUTLI;
3) rinepramMmarioOysiHeMito Ta/abo miaBuieHHs piBHs 1gG;
4) noaiOH1 T1CTONATOJIOTTYHI Pe3yJIbTaTH;
5) BUKJIIOUEHHS aJIbTEPHATUBHUX €T10JIOT1H;
6) BiamoBiail Ha crepoinu [404, 412, 413].
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['icronarosoriydil MOpywmeHHs, o cyMmicH1 3 peuunauBoM All' MOXyTh nepeayBaTu
7abopaTopHUM a00 KIIHIYHUM O3HakaMm peuuauBy [414]. He icHye mpoCHEeKTHUBHO
MIATBEp/KEHOT OanbHOI cucTteMu s AlarHoctuku peuuauBy All. 3aznaudeni
dbakTOopu PUBMKY PEUUIMBY BKJIIOYAIOTh HEIOCTATHE JO3YBaHHS IMYHOCYIPECAHTIB
(0cO0IMBO MPUMUHEHHS MPUHOMY MPEIHI30HY), HasABHICTh y peuumienta 3 AIl" 1-ro
tuny no3utuHoro HLA-DRB1*03 yu DRB1*04 [412, 414-21]. Pusuk peruauBy
oyB nos'sizanuii 3 HLA renotunamu DRB1*03 1 DRB1*04 y penumieHTiB AesIKUX
cepit, ane He ycix [412, 414-421]. IlepBuHHA IMyHOCYIpeCis 3 BHUKOPHUCTAHHSIM
TaKpoJIiMycy abo IIUKJIOCIIOPUHY HE BIIMBAE HA PU3UK PELUINBY.

JlixyBannst peumnuByrodoro AlIlT Oyno emmipuyHuM, 1 HE OyJ0 MOBIAOMIIEHB PO
MPOBEICHHS KOHTPOJIbOBAHMX JOCHIJKEHb. PeIHTpoayKIis TpenHi3oHy abo
IPEIHI30JIOHY Ta ONTUMI3allis pIBHIB 1HTIOITOPY KaJbLUHWHEBPUHY, SK IPABHIIO,
ycmimHua [403, 419]. TloennanHa mNpeAHI30IOHY Ta a3aTIONPUHY TaKoX Oyio
ycrmimHuM  [419]. [HOmlI 3amimieHHs TakpoJIMYCy IMKIOCIHOPUHOM MOXKE OyTH
KopucHUM [422]. CupodiMyC TakKOX MOX€ NMPUHECTH KOPHUCThb Malll€eHTaM, 110 He
pearyioTh Ha CTepoiau Ta 1Hri0iTopu KanblmHeBpuHy [423]. Ha ocHOBI mmx
nonosiaen, peuuauBHui All" MOBUHEH JIKyBaTHUCS MPEAHIZ30HOM Ta a3aTIONPUHOM B
CKopuroBaHoi 7031 jisi 3MmeHiieHHs: cupoBatkoBux ACT, AJIT aGo migBUILEHOO
703010 KOPTUKOCTEPOi/IiB Ta ONTUMAIBHUMHU PIBHSIMHU 1HTIOITOPIB KaJbIIMHEBPUHY
(6axxano, Takposimycy). Hemoxnusicte HopMmamizaiii cupoBaTtkoBux ACT, AJIT
BUIIPABIIOBY€E J0JaBaHHA Miko(deHonaty (2 r Ha q00y) 70 CXeMH KOPTHKOCTEPOi/iB
Ta 1HTIOITOPIB KaNBIMHEBPUHY. SIKIO BIAMOBIAb MPOJOBKYE  3aJTUIIATUCS
HEJOCTaTHBOIO, TaKpOJIMyC TOBHMHEH OyTH 3aMiHEHHMH Ha IUKIOCIOPUH abo
1HTI0ITOp KaJBIIMHEBPUHY 3aMIHIOETbCS Ha cupodimyc. [lpunuHeHHs mnpuiiomy
CTEPOiJIB MICHS YCHIIIHOIO JIKYyBaHHS peunauBHOro All' HEIOLIBHO Yepe3 pHU3UK
BTpATH aJOTPAHCIIAHTATA.

[IporHo3 mnaii€eHTiB, MO OTPUMYIOTH JIKyBaHHA 11040 peuuauBHoro All
CITIBCTAaBHMI 3 MPOTHO30M JJIsI MAI[IEHTIB, 10 MEPEHECIIN TPAHCIUIAHTAIIIO 3 IPUBOTY
AIl' 6e3 peuuauBy [419]. Xoua snMiIe HE3HAYHAa KUIBKICTh TMAIIEHTIB 3
IPOrpeCcyourM LMPO30M BUMararoTh perpancruiantamii [407, 411, 414, 420, 421].
PerpancrutanTaiiis moBuHHa OYTH pO3TJsSHYTa JUIs TAIlEHTIB 3 pedpakTepHUM
peuuauBauM All', 1o nmporpecye 10 BTpaTH aqoTpaHCIIAHTATY.

13.3. AIT" de novo nicasa mpancnaianmauyii ne4inku.
AIl" moxe po3BunyTHcsa de novo micinst TII sk y miTed Tak 1y TOpOCINX PELUITI€HTIB
[424-438]. Pusuku AIl" de novo He moB's3aH1 3 IEpBUHHUMHU ToKazaHHsIMH 10 TI1. Y
niteir 3 AIl' de novo, mokazanns o TII BkmowaroTh OumiapHy aTpesiro, aedimuT
anb(da- 1 -aHTUTpUIICHHY, CHUHJIPOM Anaxwus, IIEPBUHHUI CIMEHHUI
BHYTpIIIHbOIIEUIHKOBHM XonecTa3, [ICX Ta rocrpy mne4iHKOBY HEJOCTATHICTh. Y
nopocnux nokazanus s TII Bxmrouarots [TBL, T'HK, ankoronsHui Upo3 MEUYIHKH,
acouiiioBanuii 3 renatutoMm C LHUPO3 MEUYIHKH, 3aXBOPIOBaHHS BiiabcoHa Ta roctpy
NEYIHKOBY HeocTaTHIiCTh. Takum unHoM, All" de novo HeoOXiJHO BpaxOByBaTH IpH
nudepeHIiiHIA 11arHOCTUIl YCIX JOPOCIMX Mall€HTIB Ta JiTed 3 AUCHYHKIIEO
TpaHcruiantara micist TII, He3anekHO Bia TOro, NEPBUHHUMU MoKazaHHsAMU Juist T1I
oy AIl' uu 1H1I11 XBOpoOU. JIiKyBaHHSI MOBUHHO OyTH €MIIIPUYHUM 1, SIK TIPABUJIO,
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BKJIIOYA€ B ceOe MpeaHi30H, 3 a00 0e3 azaTionpuny, [424,437], takponimyc [438,439]
Ta UuKiIocnopun [425, 426] ab6o cupomimyc [423]. BrmuimB  iHT10ITOpIB
KaJIbLIUHEBPUHY a00 CUpOJiMyCy He sicHui. JIiIKyBaHHS JUIIE MPEIHI30JI0HOM abo B
KOMOiHalli NpenHi30JoHy 1 a3arionpuHy Oyino ycmimuuMm y 100 % mnamieHTiB 3
nepeuHHUM All" Ta y n'stu Bunangkax cepiit [424,425,429,440,441], Toni sIK y JBOX
IHIIAX ~ Ccepisix TMOBLAOMJISJIOCH TMPO  Tporpeciro, 10 Beda J0  BTpaTH
asioTpaHciuiantary Ouibm, Hik y 30 % [426,427]. I'pyHTyounch Ha LHUX JaHUX,
nmikyBanHa AIl' de novo micms TII moBMHHE MICTUTH TMOBTOPHE IPU3HAYCHHS
KOPTUKOCTEPOiIiB a00 301IbIIIEHHS iX 03U, a TAKOXK ONTHMI3alli0 PIBHIB 1HT101TOPIB
KaJIBIIMHEBPUHY. SIKIO BIJAMOBIJb € HEMOBHOI, JIO Teparii KOPTHUKOCTEPOimaMHu Ta
1HT101TOpaMU KaJIbIIMHEBPUHY MOBWHEH OyTH BKiItoYeHUH azartionpuH (1,0-2,0 mr/kr
Ha JIeHb) a00 MikoQeHoaaty ModeTia (2 T B IeHb).

Komenmap pobouoi zpynu
Cmanom mna 27.06.2014 p. nikapcoxkuti 3aci6  Cuponimyc 6 Vipaiuni He
3apeecmpoB8anuii.

Pexomenoauii (AASLD, 2010):

1. Tpauncnananmayisa neuinku NOGUHHA GUKOHyeamuch y nauiecnmie 3 AIl' 3
20Cmpol0  NE4iHK080K  HEOOCMAMHICMI0, HEKOMHEHCOBAHUM  UUPO3OM 3
nokaznukamu wkaiu MELD 15 ma oinbwe, aoo y nauienmie 3 I'LIK, wo
gionogioaromep kKpumepiam oaa mpancnaanmauii (Knac I, pisens C).

2. Peuuouenuii AII' nosunen nikysamucsa npeoHi3OHOM i Q3aAMIONPUHOM Y
3K0puzoeaniit 003i 01 3menuwienna cuposamkoeux ACT, AJIT abo niosuuwienoro
003010  KOpmuKOCMepoioie ma  ONMUMAibHUMU  pPieHAMU  [H2IOImMoOpie
KanvuuHespuny (oaxcano, maxponimyc) (Knac, Ila, pisens C).

3. Hemoocnugicme nopmanizauii cuposeamkoeux ACT, AJIT eunpasdosye
oooasanna mikoghenonamy (22 Ha 000y) 00 cxemu Kopmukocmepoioie ma
inzioimopie kanvyunespuny (Knac, Ila, pigens C).

4. Axkwo 6i0noeiov Ha JIKYGAHHA pPeUUOUEy NPOOOGHCYE 3ANUUIAMUCA
HedoCmamup010, MAKpoOIIMyC NOBUHEH Oymu 3AMIHEHUW HA WUKIOCHOPUH a00
IH2I0ImOop KanbyuHespuny 3aminaemoca Ha cupoaimyc (Knac Ila, pigens C).

5. Pempancnnanmauyia noBUHHA Oymu po3iaAHyma 071 HAYIEHMIE 3
peppakmeprnum peyuousnum AII" wyo npozpecye 0o empamu anompancnianmamy
(Knac, Ila, pieens C).

6. Busnauenuii AII' de novo, sak y oimeii, mak i y oopocaux, nicia TII 3
oucyukuiclo anrompancnianmamy He 3aleHCUms 6i0 mo20, HePeUHHUMU
nokazanuuamu ona TII o6ye AIT uu inwi xeopoou (Knac Ila, pieens C).

7. Jlikysanna AII' de novo nicna TII nosunno exawuamu peiHmpooyKuiro
KOpmukocmepoioie abvo 30inbuieHHA IX 003U, @ MAKoOMHC onmumizayiro pieHie
inzioimopie kanvyunespuny (Knac Illa, pisens C).

8. Axwo 6ionoeiob na nikyeanna AII' de novo ¢ nenosnorw, 0o mepanii
KOpmukocmepoioamu ma IiH2I0imopamu  KalbYUHeepuHy HOGUHEH Oymu
oooaenenuii azamionpun (1,0-2,0 me/k2 Ha O0env) ab6o mikoghenonam mogphemuy
(2 2 6 0env). (Knac Ila, pisens C).
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9. Taxponimyc mae Oymu 3amiHeHUII HA UUKAOCHOPUH ab0 iH2IOImMOp
KANbUUHEBPUHY 3AMIHIOEMbCA CUPOTIIMYCOM, AKWLO 6I0N06i0b Ha JIIKYE6AHHA
npoooesscye 3anumamuca Henoernoio. (Knac Ila, pigens C).
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Crpareris inaykuii ayroimynnoro renatuty (AII). (BSG, 2011):cT..7

TIpennizonon 30 mr/mno0y

e

Cepito3Hi mo6igHi mii
cTepoiniB

Buznauenns pisast TPMT

(peKOMEHIYEThCA MAIliEHTaM 3 paHile

BUSIBJICHOIO JIEHKOTICHIETO)

v v

Jonaru Imypan 1 mr/kr/no0y

'

v

ITepeBectu Ha
OynecoHin 9 Mr/nody

Cepiio3ni nobiuHi aii Imypany

v

* [lepexmouitbcst Ha MikodeHonat abo
nponosxyiire [Ipenuizonon ABO
* [Toxgiiina no3a [IpemHizonony

TTaminus

:

47

v

Mouitopunr AJIT, ACT

«€4— Hopmanbhuii TI'omozurotuuit TPMT
a00 HE3HAYHO nedinut abo piBeHb
3HIKECHUH 3HAYHO 3HIKCHHI
P |
p| Hemae maginas

ITocTynoBo 3meHuyiiTe
Npe/IHI30JI0H, MIATPUMYIOUH
MajiHHsA

N

Hopwmanbhi

3anumnaiite [Ipennizonon 5-10 mMr/no0y
+Asartionpit 1 Mr/kr/mno0y

* Po3rnsHbTEe MOBTOPHY O10TCIFO MiCHs
12-24 mecsuiB (3aranbHa TpUBaiicTh 24-30

3anumarThsCA MITHATUMA

v

i

* Po3riisiHbTE HAsIBHICTD
MapabcopOrii

* PosrisgnabTe:

a) Binpmr Bucoka mo3a
[pennizonony + Imypan
2 Mr/kr/no0y

[Ipennizonon10 mr/mo0y

*BukopucroByiite iHImi
npenapar

+A3arionpiH 2 Mr/kr/nody a6o

b) [Ipennizonon + Takposimyc
* OOroBOPITH 3 LIEHTPOM
TPaHCIUIAHTAII{

MICSLIB)
INcronornuna Cridikuit
pemicis rernaTuT
(MiHIMATBEHUHT
reaTuT) . . .
* OUiHITh NPUXWIBHICTD
¢ * [Iponokyiite [penHizosnoH 5-
———»| 10 mr/noby +

[iaTpumyroua Imypan 2 mr/kr/nody ABO
CTpaTeris * BukopucroByiite iHIINI areHT

'

PosrisiHpTE Y HOAANbIIOMY
Oiomciro uepe3 1-2 pokn
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