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1 BbBepgeHue

VmMa Tpu KaTeropmm aBTOMMYHHUN 3a60NIBaHNA Ha YepPHUs
4pob. Te BKJIFOYBAT XenatuTHU 3abosiAaBaHuSA,
XONIeCTaTUYHM nnn MbPBUYUHM xenatobuavapHu
3a601ABaHMA, U Hakpas, Taka HapeyeHuTe CMHAPOMMU Ha
NPUNOKPUBAHE .

Cpes 3abonsiBaHuATa OT XenatuTHWA Bug ca Tun-1 u
™MN-2-aBTonmyHeH xenammt  (AUX) w©n  aBTOUMMYHHUA
Xenatmt  pasrnexgaH Kato 4acT OT aBTOMMYHHWA
noaneHzokpuHeH cnHgpom tmn 1 (AMNC-1-ANX).

MbpBUYHMTE KIBYHW aBTOMMYHHM 3abonABaHMA Ha
yepHus Apob6 Bk/IOYBAT MbpBUYHA bBuavapHa uUMpo3a
(MBLU) v nbpeuueH ckneposumpaly xonanrut (MCX). Jaam
MNMCX BCbWHOCT NpeacTaBAsiBa aBTOMMYHHO 3abonsBaHe,
ocCTaBa CrnopeH BbNPOC, HO B MomeHTa [MCX BCe owe ce
onpepjens Kato aBTOMMYHHO 3abonsBaHe. CMHAPOMUTE Ha
NPUMNOKPUBaHE Ca CbCTOAHUA, MPU KOUTO €AHOBPEMEHHO
Bb3HMKBAT ABE Pa3NUYHU 3ab0NfBaHUS B UYepHUs ApPo6,
KaTo Hanpumep, CbBMECTHOTO  CblUeCTBYBaHe Ha
aBTOMMYHEH XenaTWT W Ha MbpBMYHA OBUAMapHa LMpo3a
mwin Ha ANX ¢ nbpBuYeH ckaeposupall, xonaHrut. B
AOMBAHEHWE, T.HAp aBTOMMYHEH XONaHTUT, N3BECTEeH CbLL0
KaTo  aHTUMWUTOXOHAPWaNHa  aHTUTeNHa  MbPBUYHA
6unmapHa UMpO3a, MOXe Ja ce Knacubuumpa KaTo
CMHAPOM Ha NPUMNOKpUBaHe.



2 ABTOMMYHEH XenaTur

2.1 Onpepenenne

ABTOVMMYHHUAT XenaTuT € XpOHUYHO Bb3NasnTeNHo 3abonsBaHe Ha
yYepHMa Apob, KOETO Cce xapakTepmsnpa C HaMYMETO Ha
aBTO-aHTUTENa, MOBWLUEHW HMBA Ha ramarioby/vH U OTroBOp Ha
MMyHoCynpecnBHa Tepanus. [lnarHo3ata Ha aBTOMMYHEH xenaTuT,
obaue, MOXe sja 6bjle HanpaBeHa camMo C/eg N3KIt0oUYBaHE Ha
BMPYCEH XenaTuT, XoNecTaTU4YHO aBTOMMYHHO 3abosifBaHus, 6onect
Ha YNncuH, XeMoxpomatosa, gebunumt Ha andal-aHTUTPUNCKH,
HeasnkoxoseH cteatoxenaTtut (NASH) 1 npeanssrkaHn OT aJKOX0A U
HapKOTULM TOKCUYHK dopmMn Ha xenaTuT. CobluecTByBaT ABa B1Aa
Ha ANX cbliectByBat: TN-1-AlH npu Bb3pacTHu 1 TMN-2-AUX
cpellaH npu geua u toHowun. Te ce pa3nnyasaT Mo OTHOLLEHME Ha
CneKkTbpa Ha aBTOaHTUTeNa U KIMHUYHOTO NpoTnyaHe. HapnyaHuat
npean mn-3-AVX B AHEWHO Bpeme e BKIoYeH KbM Tvn-1-AVX
(Bu>xx rnaea 2.3). CnegoBaTeniHO, aBTOMMYHHMA XenatuTt
npeACcTaBAABa ANarHO3a Ha N3K/IOYBaHe.

2.2 ETnonorusa n enMaeMmonorus

XenatoTponHu BMpycK, bakTepun, nekapcrea 1 Apyrm TOKCUHM ca
M3MNON3BaHN MO Pa3NMYHO Bpeme B NaToreHesata Ha aBTOMMYHHUA
xenatuT (Tabavua 1). Kbm gHelwHa gaTta, obaue, He e yCTaHOBEeHa
NPUYMHHO-CIEACTBEHA BPb3Kka Mexay Tax n AUX.
VIMyHOreHeTUUYHMTE pasciegBaHuns ca pasraexgany npegumHo HLA
reHW, PasnoioXXeHN Ha KbCOTO pamMo Ha KOMIIeKca 3a
xncrocbBmectumoct (MHC) Ha xpomo3oma 6. HLA-3 n HLA-4
xapakTtepmsnpat Tun-1-ANX (Bux rnaea 2.3). AIX e 3abonssaHe Ha
yepHusa Apob cbe 3aryba Ha TONEPAHTHOCT CPELLY XenaToLuTy,
nocnesBaHo OT yBpeXAaHe Ha YePHOAPOBOHMNTE KIEeTKU.



Xenatut A, B, C, D Bupycn e JlekapctBa
Xepnec cumnekc Bmpyc, Tin 1 OxcndeHncatH
EnwainH-bap Bupyc (EBV) ATopBacTaTtvH
Lintomeranosumpyc a-MeTtungona
Bapvuena Bupycu HutpodypaHTOUH
Tepanus c nHTepdepoH MuHOUMKANH
(npu xenatnt B n C) KeTtokoHazon
BbakTepum AvknodeHak
Ca/MOHeNa aHTUreHm AantponeH
. Mawu KnomeTtaymH
e ToKCWHMK Mponuatnoypauunn
TukpaHadpeH
W3oHraung
NutepdepoH
M .T.H.

Ta6bnuua 1:
ETMonorvata Ha aBTOMMYyHeH Xenatut: ¢pakTopu 06CbXAaHN, HO He YCTaHOBEHW, KaTo MOTEHLMANHW MPUUUHNATENN

ABTOMMYHHUAT XenaTuT e pajako 3abonssaHe, 1 BCe Nak Han-g4o06pe U3y4yeHoTo oT
BCUYKM aBTOMMYHHW 3ab0naBaHUA Ha YepHusa Apob. Cpeg eBponericknte
nonynaumm, Yectotata my Bapupa mexay 0.1 n 1.9 Ha 100 000 xutenn Ha roanHa;
pa3npoCTpaHeHNeTo e A40CTa NPOMEH/IMBO 1 Ce oLeHABa Ha Mexay 5 n 20 caydas Ha
100 000 aywun. HeroeaTa noasa B ANOHWA € MHOrO NO-HMCKa, OTKOAKOTO B EBpona,
cbobuaBa ce camo 3a 0.01-0.08 Ha 100 000 pgywim rogmiwHo.

ABTOMMYHHUAT XenaTUT MOXe Jia ce MosABK BbB BCAKa Bb3pacT. AVIX npucbcTBa BbB
BCUYKWN €THUYECKM Fpynu, HO GEHOTUMNHO MOoXe Aa H6bae AocTa No-pas3nnyHo. B 20%
OT XOpaTa, TOW Bb3HMKBa cief 60-aTa rognHa oT XuBoTa. ToBa Ye Npu No-Bb3PacTHU
HOBO AMarHOCTMLMpaHW nauueHTn, pnbposa, Lmposa 1 acLuT ce OTKpUBaT B MoBeYe
o1 30% o3HauaBa, Ye Npu Tasm rpyna xoja Ha 3abossBaHETO BEPOATHO €
no-arpecvBeH, BbNpekn Ye e 3abaBeH. KakTo 1 npu noeeyeTo fpyryn aBTOMMYHHM
3abonABaHMs cpes eBponenLmTe, TO 3acara NPeAMMHO XeHu Ha Bb3pacT 10-30 u
50-70 roanHun. CbOTHOLLEHNETO Ha XeHn-MbXe e 4: 1 B EBpona, makap n ga e 4,7:1
B FOxHa Amepuka 1 10:1 B AnoHwus.



3abonsBaHeTo ce HabiogaBa v Npu jella, Bb3pacToBa rpyna, B
kosTo MNBL, (cbwo aBTOMMYyHHO 3abonisiBaHe) e psgkoct. AUX e 6un
AVarHoCTMUMpaH Npw geua Ha Bb3pacT oT 6-10 roanHw.
3abonsBaHETO YECTO Ce npeacTaBs B ocTpa dopma npwu jela v
e/lBa No-KbCHO NPeMMHaBa KbM XpPOHWYHaTa cv popma. Tl KaTo
ZelaTa cbLio ca 06eKT Ha MbJIHMEHOCHO NpOoTUYaHe, pasbupa ce,
no-paHHaTa 1 NpaBW/Ha AMarHo3a e oT CbLUEeCTBEHO 3HaueHwe.
Mpw okono efHa TpeTa OT geLaTa ce M3NCKBa TPaHCNIaHTaums no
Bpeme Ha JeTCTBOTO.

2.3 NoatnnoBe Ha aBTOMMYHEH XenaTuT

Tun-1-ANX

Tun-1-ANX e knacnyeckata popma. Mpean e 6un onpegensH kato
nynoungeH xenatut. Habntogasa ce Hai-Beue Npu MAaau XXeHw,
KaTo xapaktepusnpa ¢ Haamumeto Ha ANA, SMA v gpyru
aBTO@HTUTEsIa KaKTo W XunepramaraobyimHemus, 1 ce NOBANABA
fobpe ot MyHocynpecopu. VIMyHOreHHo TOI ce xapakTepuaupa ¢
dakTopun Ha npegncnosmuma HLA DR3 n DR4.

Tun-2-ANX

Tun-2-ANX ce xapaktepusupa ¢ LKM-1 aHtutena (LKM-2, -3). Yecto
MOXe Aia UMa 1 TUPOWAHM aBTOAHTUTENA U aBTOaHTUTeNa,
HacoueHn cpelly cTomawHute napmetanHu kaetkm (CrK).
3abonsBaHeTO YeCTO 3aMoyBa B AETCTBOTO M MMa BTOPW MUK BbB
Bb3pacTTa mexay 35 n 65 roguHn. Mommuetata npeacraBasasat
camo 60% ot naumeHTuTe. B cpaBHeHne ¢ Tun-1-AUX, aenbT Ha
nauneHTUTe OT MBXKM MOA € MaaKo No-BMCOK. KNMHWYHOTO
NpoTMYaHe e No-oCTPO M Nporpecupa No-6svP30 A0 LMpo3a. B
L,eNCTBUTENHOCT, LMpo3aTa Beye NpUCbCTBa B MOMEHTa Ha NbpBaTa
AvarHosa npu 40-70% ot naumeHTtute ¢ Tun-2-ANX. Taka
nporHosata Ha Tun-2 3abonsaBaHe e No-mManko baaronpuaTHa ot
ToBa 3a tmn 1.

Tun-3-AUX

3abonaBaHeTO ONMCBAHO MO-paHo kaTo Tn-3-ANX
(SLA-no3sutneeH ANX) Beue He ce cunTa NOATUN Ha aBTOMMYHHUA



XenaTtuT. AHTUTeNaTa, HaCoYeHU KbM Pa3TBOPUMW YEPHOAPOOHN aHTUTEHN
(SLA) aHec ce cmaTaT 3a Apyr cneundudeH mapkep 3a tmn-1-ANX. Tesn
aHTWTena ca MAeHTUYHM Ha LP-aHTUTANOTO, aHTUTANO, HacoOUeHO cpeLly
YepHOAPOBHUS-NaHkpeac aHTUreH (SLA/LP-no3uTtneeH AUX).

JHec KNIMHMYHOTO 3HaveHWe Ha Ta3n CUCTeMa Ha onpeAensHe Ha NoagTuna e
He3HauMTe/IHO 1 TOBa € HaWCTUHa camMo OT akageMunyeH nHtepec. OT ejHa
CTpaHa, Te3n aHTUTeNa U3MIexXaa He UrpasT HMKakBa Poas B maToreHesata Ha
6osecTTa U He NPeAOCTaBAT HNKAKBM AOKa3aTeNcTBa 3a pas/IMyHa eTMONOMMA Ha
BbNpocHus Bug. OT gpyra cTpaHa, YyacTTa oT fJobpe xapakTepunsnpaHm
NOATUMOBE MeXay 06LMA BpOoR Ha cyyanTe Ha aBTOMMYHEH XenaTuT € Masbk.
W Hakpas, ToBa onpegesnsiHe Ha MOATMNOBE BCE OLLLe HAMA HAKaKBY
TepaneBTUYHN NOCAeaNLM.

KbMm AHelwHa agaTa, MMa NoAXOAALLO OXapakTepusnpaHe B MMyHOreHeH
KOHTEKCT camo no oTHoweHune Ha Tun-1-ANX (ANA / SMA-no3ntneen AUX;
Tabavua 2). B nonynaumsaTa Ha ceBepHa EBpona, Hanpumep, MMa cuaHa
reHeTnyHa Bpb3ka ¢ HLA DR3 1 DR4. Anenvte Ha nogatamsoctta DR3

e Tun-1-AUX

Hait-uecto cpewanuat tun Ha AUX. ANA n SMA-no3untueeH,
xunepramarnobynnHemus. Anenn Ha dyscteutenHoct: HLA DR3, DR4. DR3: paHHa
nposBa Ha 6oaecTTa, NO-TeXKO NpoTyaHe. DR4: KbCHO NposBABaHE, XEHN>
MBbXKE, MO-BMCOKA YeCTOTa Ha eKCTpaxenaTaiHu 601eCTHU NPosBK, NO-J06bP
OTroBOP Ha MMYHOCYNpecusTa, Bb3MOXHa 3alluTta Npu Aela c 3abonssaHe Tmn-1
W Tmn-2.

Tun-2-AUX

Yecto 3anoyBa B AeTctBOTO; LKM-1, LKM-2, 3-LKM, aHTuTena cpetty
LWMTOBUAHATA TbKaH M CTOMALLHWN NapueTanHun kaeTku. MpotnyaHeTo Ha
3abossBaHeTo e No-0CTPO M Mporpecrpa nNo-6bP30 Ao LMpo3a. Pearvpa
no-cnabo Ha nmyHocynpecus. Mo-yecto ce cBbp3Ba ¢ Avabet TN 1, aBTOMMYHEH

TMpeonamt n APS-1. CbOTHOLLIEHNETO XEHN:MBXeE € 6: 4.
e Tun-3-AUX
OueBMAHO NaeHTUYeH ¢ Tun-1-ANX.

Ta6banuya 2:
Knacndukauma Ha aBTOMMYHeEH xenaTuT (NoABuA0Be)



n DR4 n3rnexpga npescraBassaTt HeE3aBUCUMUN PUCKOBU
dakTopn, Tb KaTo NauneHTnTe ¢ DR4 0brkKHOBEHO Ca
MO-Bb3PaCTHW, NALMEHTN OT XXEHCKWN MO/, MOKa3BaLlu
MOBULLEHWN KOHLIeHTpauuu Ha IgG ¢ no-cnabo 3abonsiBaHe,
KOeTO ce NoBAWsABa Jobpe OT MMyHOCYNpecopu 1
peumanBrpa no-psaaKo, OTKOAKOTO NMpu naumeHTn ¢ DR3.
DR4-no3utnBHM NaumeHT No-4ecto nposasaBat
eKCTpa-xenaTM4Hu NpPosABK, OTKOAKOTO Te3n ¢ DR3.
Mauwnentn ¢ DR3 1 c DR4 He ce pasnnyasar oT T€3un
nonoxuntenHu camo 3a DR4. DR4 usrnexga pagko cpeLuaH
npu geua ¢ AUX.

2.4 AvnarHosa
2.4.1 Cumnmomu u KOHcCmamayuu

ABTOMMYHHUAT XenaTuT B MOBEYETO C/lyyan 3anoyBa
koBapHo, B noseye oT 20% OT cayyaute Kato OCTPO
3abonsBaHe. KakTo Npu BCUYKM XPOHUUYHU YEPHOAPODBHM
3abonsBaHWSA, XapakTepHUTE CMMIMTOMU BKJIHOYBAT IETaprus,
yMOpa, MYanrus, apTpairvs B MajknTe CTaBu, HexapakTepeH
NHTpaabaoMUHaneH auckoMdopT, peLnamnBmpallia xpema u
MO-KbCHO aHOpeKcKs. B ronsiM npoueHT oT caydyanTe, obaue,
naumMeHTUTe Hakpas TbPCAT MeAMLIMHCKa NMOMOLL, nopaau
cnaboct 1 ymopa. CamMo B OKOJIO efjHa TpeTa OT CiyyauTte
TeXecTTa Ha CUMMNTOMUTE CbOTBETCTBA Ha CTEMeHTa Ha
Bb3naneHuneTo. [pomMsaHaTa Ha akTMBHOCTTa Ha
3abonsBaHETO e CBbp3aHa C MPOMEHANB Kypc. B mankoTo
cnyyau, ¢ GyTMUHAHTEH XenaTuT Ce pa3BMBaT TEXKa
XbATEHULLA U KOarynaLUMOHHN HapyLleHus. ABTOMMYHEH
XenaTuT Moxe, obaue, a ocTaHe 6e3 CUMNTOMU B OKOJIO
10% ot cnyuaunTe, a AMarHo3aTa ce NocTaBs camo C/y4YalriHo
npv pyTUHEH Npernea,.

Mpw npernes vyepHus A4pob Moxe fa 6bje yceTeH Mo
JONHWA AeceH KpaW Ha pebpaTa 1 naumeHTUTe morat
OTpaHO Aa I'IpOﬂBﬂT TeneaHrnekTasma no AMNUeTo n
3auepBsBaHe Ha AfaHuTe.

Apyrvi UMyHONOrMUHN HapyLLEeHNA, KOMTO Morar ja
CbMbTCTBAT TOBa 3abosisABaHe ca JajaeHun B Tabaumua 3.
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PesmatongeH aptput
XeMoANTUYHM aHeEMUM
Hedponatun
CuctemeH nynyc
eputematosyc (SLE)
VIMyHHa Tmpougonatus
NmMyHHa TpomboneHuns
PeBmaTnueH BackyamT
Wpnaoumknnt
KoHtokTnent
YnueposeH koaut (psgko)
Lleanakusa (psgKko)
ABTOMMYHEH

®urbposmpaly, anBeoaunt
Bonect Ha PeilHo
BbpoHxnanHa actma
Butuauvro, anoneuwns, amxeH
naaHyc

JlokanusnpaHa ckaepogepmms
CvHapoMm Ha CborpeH
CuHapom Ha CREST

MBU, NCX - cnHapomm Ha
npunokpueaHe
Monnmmnosut

®ebpuaHM NaHUKYANTU
Anabet tmn-1

NOANEHAKPUHEH CUHAPOM
™n 1 (psgko)

Tabnuua 3:
VIMyHONOMMYHM pa3CcTPOICTBA, CBbP3aHN C aBTOMMYHEH XenaTuT

2.4.2 JlabopamopHu Haxodku

OkoH4aTenHn nabopaTopHU JoKa3aTenCcTBa 3@ aBTOMMYHEH XenaTuT BKAoYBaT
NoBuLIaBaHe Ha raMrnobyanHN uam Ha umyHornobyamn IgG go 1.5-3 nbtn
HOPManHWUTe HMBA W JOKa3aTe/ICTBa 3a aBTOaHTUTeNa B cepymMa. YBeanyeHune Ha
TpaHcammHasute AJIAT n ACAT e xapakTepHo, no Bpeme Ha GbyAIMMHAHTHO
npoTtuyaHe go 1000 U/I n noBeue, no-masnko oT ankanHa pocdatasza (AP) n
6unmpybuHa. Korato AP yBennyasa 3HaunTenHo 3abonsasaHns Ha
eKcTpaxenaTtajHUTe XAbUYHU MbTULLLA, XONECTaTUUHUA KYPC Ha BUPYCEH XenaTuT,
3abonaBaHMA TN MbpBUYHa buanapHa umposa (MbL, NCX) nam TokcmueH
xenaTtuT Tpabea fa 6bvaat nskatoueHn. JlabopaTtopHWTe JaHHW MoraT ja ce
npomeHsT, korato AVIX nporpecupa f0 umpo3a Ha YepHusa apob. Hakpas, Mmoxe
[ia ce pa3BMBa xenartoLenyanapeH KapunuHoOM , Makap 1 No-pagko, OTKOAKOTO B
APYTV XPOHWYHM 3a60n4BaHNA Ha YepHUsa Apob.

ABToaHTUTeNa ce otkpusat B 90% oT naumeHTnTe. ABTOaHTUTENaTa Ca
LUPKYApPaLLM MPOTENHN, HACOUEHN KbM OMpeseneHn KNETbYHU CTPYKTYPW.
ABTOaHTUTENaTa He ca CNUMOUYHN HUTO 3a OpraH HUTO 3a BUAA N BEPOATHO He
ca naToreHeTUYHM.
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AKO npv NOBTOPHW Npernean, Te3n aBToaHTUTeNa ce OTKpUBaT Npwu
nosuLeHn TMTpun (Bb3pactHn> 1:80, geua> 1:40) 1 ako MMa NOBULLEHM
KOHLIEHTpaLuumn Ha raMarnobyanH 1 TpaHcammnHasp, gvarHosarta Ha
aBTOMMYHEH xenaTuT MOXe Ja ce CMATa 3a MHOro BepoATHa.
Hal-BaXkH1Te aBTOaHTUTeNaTa Ca aHTUHYkNeapHW aHTuTena (ANA) 1
aHTUTeNna HaCoueHW cpeLly rnagkn MyckyaHu BaakHa (SMA:
rNagKoMyCKyaHW aHTuTena). SMA ce oTKpuBaT Maako No-pAgKo, OTKONKOTO
ANA, Ho B TuTpK 0T 1:100 1 No-BMCOKM, Ce cumTaT 3a No-cneunduryHmn 3a
ANX ot ANA. SMA ce otkpmBa B g0 80% ot geuata c AUX. SMA ca
HacoYeHW cpeLly aKTMHa Ha MUKPODUIaMEHTUTE Ha MYCKYJHUTE KNeTKN U
KpBCTOCAHO B3aMMOZENCTBAT C MUKPODUAAMEHTUTE Ha XenaToLmTuTe,
CbAbpXKaLWmM akTuH. Mo-cneunduryHo 3a mn-1-AMX ca aHTU-akTuH
aBToaHTUTENa (AAA), KOUTOo, obaue, moraT ga 6baaT n3caeaBaHu camo B
HAKOJIKO crieuuanmsnpaHm nabopatopum (Tabauua 4).

ABTOaHTUTeNnaTa U.el'leBl/l AQHTUTeHun

» HK, agpeHy GyHKLMOHANMHN 1

* ANA: AHTUHYKN€apHW aHTuTena
CTPYKTYPHU NMPOTENHM

o AKTUH CbAbp>XKalu BJlakHa, TOONOHWH

* SMA: [nagkn MycKynHW aHTUTENa
TponomunosuH, anda-akTMHWH

* LKM-1: YepHOApO6HM 1 B6bpeuHmn - Lintoxpom P450 2D6
MWKPO30MaHW aHTUTena

« SLA/LP: Pa3TBOpYM YepHOAPOGEH * UGA cynpecop TpaHcdep PHK-cBbp3aH
aHTUreH /4yepeH npoTenH

» ASGPR: AcranoramkonpoTtemnH » Mem6paHHu peLenTopu Ha
peL,enTop aHTUTANO acnanornnKonpoTenH

* AAA: AHTU-aKTWH aBTOaHTUTENA * AKTVH

* ANCA, LKM-2, LKM-3, AMA etc.

Tabnuua 4:
TUANYHW, HO HE MAaTOrHOMOHWYHW aBTOAHTUTENA NPU aBTOMMYHEH XenaTut

10



AHTUHYKNneapHu aHTuTena (ANA) ca otkputi npu 40-80% OT BCUYKM
NaLmMeHTN C aBTOMMYHEH XenaTuT W NpejCTaBAABaT Hal-4ecTo
OTKpUBaHUWTE, HO Hal-HecneunduuHm aHTutena B AUX. Te Bb3HUKBAT Npu
Bb3pacTHU 1 geua ¢ Tun-1-AX, no-paako B Tnn-2-ANX. CboTBETHUTE
aHTUreHW ca XxeTeporeHHa rpyna oT CTPYKTYpW, KaTo Hanpumep aapeHo
AHK, agpeHn cTpyKTypHU 1 QYHKLNOHAMHW MPOTENHUN UAN LIEHTPOMEPW.
ANA cbLo ce HabatogaBaT, HO MPU NMO-HUCKN KOHLLEHTpaL MK, B Apyru
He-4YepHOAPOOHM aBTOMMYHHM 3abonsBaHWS, KakTo 1 NPW BUPYCEH
XenaTuT, Npefn3BMKaH OT NeKapcTBa M alKOXONeH XenaTuT.

ABTOaHTWTENA, HACOUEHW CPELLY MUKPO3OMW Ha YepHUs apob u
6bb6peunTe (UepHOAPOBHO-H6BOPEUHM MIKPO3OMaHN aHTuTena: LKM-1)
ce cpewat ocobeHo npu nauymneHtn ¢ Tun-2-ANX. ANA n SMA moxe za
OTCHCTBAT NPW Te3n NauumeHTn. [lela v FoHOLWM Ca Hali-YecTo 3acerHaTu.
AHTUreHBbT Ha aHTUTANOTO LKM-1 e umntoxpom P450 2D6 (CYP 2D6),
HamepeH B pnbo3oMuMTE Ha EHAOMNA3MEHNA PETUKYNYM Ha XenaToumTuTe.
WHTepecHoTo e, LKM-1 cbLo ce cpelua npu XpOHUYEH BUPYCEH XenaTuT
C. LKM-2 aHTuTena, ot gpyra cTpaHa, ce Hammpar B
NekapcTBeHO-UHAyUMpaH Tun-2-AX, gokato LKM- 3 aHtutena ca
OTKpUTK B 0KO0 13% oT nauneHTtute ¢ xenatut D (HDV) nndexumn.

LC-1 aHTuTeNa (aHTU-YepeH Apob6-umMTO30a TUN 1) Ca TMNMYHM 3a
™n-2-ANX. B 90% LC-1 ca cebp3aHu ¢ LKM-1 n BepoATHO
XapaKkTepu3smpaT nogrpyna ot no-mMiaagu nalmeHTn ¢ no-gobpokavecTseH
XOA Ha 3abonasaHeTo.

SLA/LP aHTuTeNa (pa3TBOPMMY YEPHOAPOOHWN aHTUreH aHTWTena /
aHTUTena cpeLly YepHoApobeH-NaHKpeac-NPOTENH) ca MHOro
cneumdunyHm 3a Tvna 1-AUX, Ho ce cpewat camo B 10-50% ot cayyauTe.
Te cbLLO ca BUAN OTKPUTU MPU NALMEHTU CbC CUHAPOM Ha NPUMNOKPMBaHe
¢ NBU, nan NCX. Mpwn no-mnagute naumeHT ot XKeHckun non, 6e3 ANA,
SMA nan LKM Te gaBaTt Bb3MOXHOCT jja Ce Hanpasu pa3rpaHuyeHve
mexay AUX n BupyceH xenatut. SLA/LP morat ga 6bAaT OTKPUTM TNaBHO B
>KEHW C HaJHOPMEHO TErN0 1 Ce XxapaKTepmsmpaT C NO-TEXKO NpoTuvaHe
Ha 3abonsBaHeTO.
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e [loBuweHune Ha TpaHcammnHasm AST n ALT

e [loBuweHue Ha ramarnodbyamHu 1 IgG > 1,5-3 nbTv HopmanHuTe
CTOMHOCTM

e [loBuweHuTe TUTPK Ha aBTOaHTUTeNa: Bb3pacTHM> 1:80, geua> 1:40

e BupyceH mapkep 3a xenatut B, C n D otchceTBaTt

e  XWCTONOTUA: XPOHNYEH aKTUBEH XenaTuT, YaCTUYHN HEKPO3MK,

e  CBbpP3BaLLyY HEKPO3W

® XpoHuuHata ynotpeba Ha ankoxon <30-40 r / geH

Tabauua 5: AyarHocTvyHM KpUTEPUM NPU aBTOUMYHEH XenaTtut

Cnncbk Ha aBTOaHTUTENA, KOUTO MoraT Aa 6baat
HaMepeHW B MauUMeHTV C aBTOMMYHEH XenaTuT, HO YneTo
3HaueHNe e OTUYACTN HesICHO, e AajeH B Tabanua 4. ANA,
SMA 1 LKM aHTuTena ca Hali-BaXKHW, 3a Ja ce yCTaHOBU
AmnarHosata Ha AUX, Bcuukm apyru aHTuTENa, M3bpoeHn B
Tabavua 4 ca BaXKHM 3a Te3UN NaLMeHTH, Npu KoOUTo
NbpBUTE TPU MM HAMA. Tabanua 5 o6obLaBa BaxHM
KJAVHUYHM MapamMeTpu, KOUTO ca YacT oT paboTaTta no
aBTOMMYHEH xenaTuT.

2.4.3 O6paszHu memodu

O6pa3Hn MeToaM KaTo YATpa3BYK, KOMMOTbPHA
Tomorpadusa (KT), agpeHo-marHuteH pesoHaHc (MRI) n
A4pYrv NOAOOHN He urpaaT poas B gvarHosata Ha AVX. Te,
obaue, cny>KaT 3a U3KAFOUBAHE Ha YepHOAPOOHM
KapLMHOMW, KOUTO ca, 0baye, peAku Npu naumeHTuTe ¢
ANX, n MmoXxe fa nomorHar a ce onpegenu ganm
aBTOMMYHHMA XenaTuT e HanpeAHan 40 UMpo3a Ha YepHus
Apo6. flann Fibroscan wwe 6bae oT noa3a 3a No-TOYHO
xapaktepusnpaHe Ha ctagua Ha AVX npeacron aa ce
yctaHoBu. Cnopeg nbpBuUTe pasciesBaHus TpsibBa fa cme
CKENTUYHMN.
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2.4.4 YepHodpobHa 6uoncusa u xucmosioaus

MpeaBapUTENHO YCNOBME 3a HAKOJIKO FOANHLLHA Tepanus, KOSTO He
BMHaru e ceobozHa OT CTPaHUUHU edeKTH e NOTBBbPAEHA AnarHo3a.
EAVH OT Ha-BaXkHWTe MePKM 3a NOTBbPXKaBaHe Ha AuarHo3aTa e
yepHoapobHaTa BMoncKs ¢ MUKPOCKOMNCKO U3caeaBaHe Ha Npobu ot
TbKaHUW. Hain-BaxxHuTe andepeHLManHn AnarHosum ca AafeHun B
Tabanua 6.

e bosiecT Ha YnicbH (ocobeHo npu geLa 1 FoHOLLW)

e 01 aHTUTPUNCKH AedunLmnT (0OCO6eHO Mpu Aeua 1
FOHOLLIN)

e AnkoxoneH xenatut (ASH)

e He-ankoxoneH creatoxenatut (NASH)

e [TbpBUYEH ckepo3unpall, xonaHruT (MCX, ocobeHo npwu
JAeLia 1 FoHOoLWN)

e XpoHu4eH BupyceH xenatut B, C, D

e [MbpBMYHa bunmapHa umpo3sa (MbLL)

o TOKCMYeH XenaTuT (NekapCTBEH XenaTuT)

e [paHynomatoseH xenaTut

e 3abosfiBaHe Ha NMpucagkaTta cpeLly npuemarens

o CuHAPOMM Ha NPUNOKPMBaHE

Tabauua 6:
AvdepeHLanHy AMarHo3n Ha aBTOMMYHEH XenaTut

HAama naToOrHOMOHUYHW XMCTONOTMUYHN NPOMEHW MPU aBTOMMYHEH XenaTuT, HO
HAKOW GYHKLMM ca TUNMYHW. B nopTanHn nbTuULLa ca NPOHMKBa B pa3nyHa
cTeneH, Hali-Beye ¢ T-aMMdoLMTM 1 NNa3mMaTUUHK KneTku. B okono egHa Tpeta
OT CyvauTe, Bb3NannmTenHnTe MHPUATPaTN aTakyBaT XAbUYHUTE MBTULLA, HO HE U
CbfoBaTa cMcTeMa. Te MoraTt Aa Hax/JyaT B YUePHOAPOOHMNA NapeHXuM,
M30AMPaiKN 1 YHULLLOXKaBaNKM OTAENHW UAN MaKW FPynu OT XenaToumTm
(4acTMYHKM Hekpo3K, cera Hapuyat nHTepdericeH xenatuT; durypa 1). B pamkute
Ha nobynute, Mma HanoHMPaHe Ha XxenaToLUTUTe C KNeTbYeH OTOK, obpa3syBaHe
Ha po3eTka W IMTUYHW €AUHNYHUN KIETKW U TPYMOBU HEKPO3W.
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piecemeal necroses

fibrosis

®durypa 1:

AMX € IbCT KPBFIO KNETbYHO NMPOHUKBAHE B NOpTanHa 061acT, KOETO Ha HAKOU
MeCTa BEYe € HaxyN0 B YePHOAPOOBHWMs 106 1 e OTPsA3aN0 HAKOJKO XenaToumTa
(4acTMUHM Hekpo3sm). ViMa HavanHa pnbpo3a B AsBaTa NONOBMHA HA CHUMKATA.

LieHTpornobynapHu HEKPO3W Ca Hal-uecTo HabtogaBaHy Npu OCTpy,
CKOpOTEYHM cnyyaun. CBBbP3BaLLM HEKPO3M Ca NPeACTaBeHN OT LaMoBe Ha
HeKpOo3a, KOUTO CBBP3BAT CbCEeAHM NEPUMOPTATHN NOJeTa WU NPeMUHaBaT
npes LeHTbpa Ha 106. Pnbpo3ata 0BUKHOBEHO e /ieka, CbLiaTta KaTo npu
NHOWATPaLUS C Ma3HMHK, HO O6bPKBaHe C HeankoxosieH cteatoxenatnt (NASH)
€ Bb3MOXHO.

AUX, cnefoBaTenHo, ce xapakrepusunpa ¢ e4HOBPeMEHHOTO HacTbMBaHe Ha
nopTaneH, nepunopTaneH n nobynapeH xenatut. Ako 3abonseaHeTo
nporpecupa 0 LMpo3a, He CaMO YepHOAPOBHNA NapeHxMM ce TpaHchopMmpa
HaMbJHO, HO CbLLO Taka - 1 TOBa € BaXXHO 3a BCEKW TMM LuMpo3a - CbAoBaTa 1
NvMOHaTa cucTema ca 3acerHaTti, KakTo M XAbyHuA anapart. Jeno3nTn Ha
KonareH matpuua noj CUHYCHUTe eHAoTena BOAM 40 Kanuasapusauma Ha
cuHycnoamTe. brarogapeHue Ha Tepanusa uam korato ce AVIX nopobpsea
CMOHTaHHO HAKOW XUCTONOFMYUYHN HAaXOAKM HambJHO M34e3BaT U Bb3MNaaeHUETo
MOXe fa ce KOHLLeHTpupa caMmo B NOpTasHW NbTuLa.
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3 ABTOMMYHEH xenaTut u 6pemeHHoOCT

MoBeueTo NybAMKaLMK, 3aHVMaBalLM ce C BPEMEHHOCTTa U YEPHOAPOOHM
3a00/19BaHNsA, TOBOPAT CaMO 3a "XPOHUYHM 3ab60NsABaHNA Ha YepHUA
4pob," 6e3 aa ce 3aHMMaBaT 3a4bAOOUEHO C KOHKPETHW bonecTu.
XpOHWYHW 3ab01ABaHNA Ha YepHUsA APOD YecTo ca CBbP3aHM C HamasleHa
bYHKLMA Ha NONOBUTE XJIE3U U HapYLLUEHUA Ha MeTaboansma Ha
XOpMOHUTe. ToBa MOXe fa AioBege A0 /Mnca Ha OBy/aLMs, aMeHopes U
Heycrnex Aa 3abpemeHeete. B paHHWTe eTann Ha YepHOAPO6HO
3abonsBaHe, 0baue, 3acerHaTuTe XXeHW 3abpemMeHsABaT CbC CblLaTa
CKOPOCT, KaKTO NPaBAT 34paBu TeXHWUTE BPbCTHULMW. MpoLeHTa Ha
6pemMeHHOCT 1 paxaaHua 6e3 ycnoxHeHns obaye, Hamanaea JoKaTo
YyepHOAPODBHOTO 3abonsBaHe Nporpecmpa.

Mpw NO-TeXbK aBTOMMYHEH XenaTuT, CKOPOCTTa Ha BbTpeMaTOou4Ha
deTanHa CMBPT € NO-BMCOKa, OTKOIKOTO NpPU 3ApaBu >KeHu, abopTu,
npeekaamncus 1 npekpataBaHe Ha 6PEMEHHOCT CbLLO Ca NO-YecTw.
HopmanHo BarmHanHo paxgaHe, obade, ce cnyuBa gHec npu okono 80%
OT XeHUTe C YepHoAPOOHO 3abonsBaHe, camo 20-26% passumBat
YCNOXHeHWA. B HAKown oT Tean 6peMeHHW naumneHTn, 1abopaTopHUTe
napameTpu MoraTt AelCTBUTENHO Aa ce NOAOBPAT No BpeMe Ha
6peMeHHOCT, camo 3a Ja ce yBennyaTt OTHOBO C/1ej, pexasaHeTo 0
HuBaTa npean bpemeHHocTTa. [lann 6pemeHHOCTTa MOXe Aa NoBaunse
HeraTMBHO Ha aBTOVMMYHHMA XeNaTuT BCe OLLe He € OKOHYaTeNHO
onpegeneHo. HannyHute gaHHM ca NoNyYeHn NPejuMHO OT HabarogeHns
Ha MHAMBUAYANHN CyYan U MHOTO HOPMaHN BpeMeHHOCTM NMpPU XKeHW C
yepHogpobHo 3abonsBaHe He ca pernctpupaHu. Hackopo e obcbxaaHo
Hannumeto Ha SLA / LP aBToaHTUTENa O3HayaBa oTpuLateneH pesyartar ot
6pemeHHOCTTa. Thil KaTo YUepHOAPOBHMTE 3a001ABaHNA B AHELLUHO BpeMe
ce AmarHoctTuumpar no-4ecTo B paHeH eTan Ha bonecTTa 1 ca
CBOEBPEMEHHO NeKyBaHW, 3aboABaHNA Ha YepHua 4pob n bpemeHHOCT
CW BANAAT NO-PAAKO OTKOAKOTO e 6uno noctyamparo npean 20 go 30
rognHn. CbTPyAHNYECTBOTO Ha akyLlep-rMHEKOIOr 1 XenaToor B
yrnpaBaeHNeTo Ha BpeMeHHOCTTa Ha XEHW C YePHOAPOBHO 3abonfBaHe e,
obaue, ce MUK Npun BCekn caydam.
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4 ABTOMMYHEH XenaTtuT Npy aBTOMMYHEH
noAneHAOKPUHeH cuHapom (AMC-1-AUX)

ABTOMMYHeH noaneHAokpuHeH cuHapom (AlC; HapyyaH CbLLLO aBTOMMYHEH
noavrnaHaynapeH cmHapom) skatousa AMX B okono 15% ot cayvaute. Tun-1-ArC
(AMNC-1) ce xapakTepu3npa ¢ nosasaTta Ha pa3iNyYHN aBTOUMYHHU CUHAPOMMU,
BOJAELLUN A0 €HAOKPUHHU U He-eHAOKPUHHW HapyLleHus (Tabauua 7). AUX
HabntogasaH npu naumeHTn ¢ AMC-1 npuanya Ha Tmn-2-ANX. Toin yecTo e ocTbp,
CKOpOTeYeH 1 pearvpa no no-HebaaronpuaTHO Ha UMyHOCYyMNpecBHa Tepanus,
OTKO/IKOTO
AUX 6e3

o CMyLLEeHMA Ha eHAOKPMHHATa cMctema AMNC.
Xvnonapatupoungmnsem (89%)
MykokyTaHHY kaHAnAo3u (75%)
Hap6b6peuHa HegoctaTbyHOCT (60%)
[TbpBUYEH xvnoroHagnssm (45%)
Xunotnponansbvm (12%)

Tun-1 3axapeH anabert (1%)
Be3BkyceH anabert (<1%)

e He-eHpOKPWHHM cMyLLEHUA
ManabcopbLmoHeH cMHapom (25%)
XpoHwnyeH akTnBeH xenatuT (9-20%)

Ta6bauvua 7:
Tun-1 ABTOMMYHEH NOVEHAOKPUHEH CUHAPOM

EaHoBpemeHHOTO HacTbnBaHeTo Ha AMC-1-ANX ¢ MHOXeCTBO aBTOMMYHHU
dbeHOMeHM coun KbM reHeTyeH KOMMOHEHT Ha HerosaTta eTnosorus. Hackopo e
Aoka3zaHo, ye AlC-1 e cBbp3aH € MyTaLMa Ha CaMO eAWH FeH, Taka HapeyeHu s
AIRE nnun "aBTOMMYHeH perynatopeH reH". MexzayBpeMeHHO ca JOKyMEHTMpPaHU
okono 50 pas3nnynHn mytaumm B AIRE reHa, HO ocTaBa HeiCHO Aanu efHa OT Te3un
MyTaLuKn e oTroBopeHa v 3a passutneto Ha AVX B AlNC-1.
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5 MeAMKaMeHTO3HO seyeHne Ha aBTOMMYHEH
xenatmt

Bbnpekun ye cTaHfapTHO fieveHre Ha aBTOMMYHEH XenaTuT MOXe Jja ce cumTa
TBBPAO YCTAaHOBEHO MO OTHOLUEHME Ha npoLeaypaTta v pesyaTtatuTe, octasaT
OTBOPEHM BBbMPOCUTE Jann eTHUYECKN AN FTeHeTUYHN GakTopu MoraT Aa
NMOBAUAAT Ha OTTOBOpPa KbM TepanusaTa, Kora eveHuneto Tpsbea Aa 6bae
3aMoYHaTo U Kora Aia 3aBbpLUn, Kak TpAabBa Ja Aa ce NpoBexa nojabpxalla
Tepanvs Npu Bb3pacTHU 1 Jela, Kak TpsabBa ga ce TpeTupa peunamnsupaly, AVX n
Kak TpsbBa Aa ce ynpaBasBaT NaLMeHTN C aBTOMMYHEH XeNaTuT cies,
TpaHcnaHTaumMa Ha YyepeH Apob. Benpekn MHOroTo Npernopbku, KOUTO ca buam
nybankyBaHu, Mo Bpeme Ha Jle4YeHMeTO, leKyBaLlua nekap Ha Tpabsa Aa ce rpuxm
3a MHOrOTO MHAMBWAYaNHW KypcoBe Ha 3abonsBaHeTo.

Kato aBToMmyHHO 3abonsaBaHe, AVX ce nekyBa C noOMoOLTa Ha Knacuyeckmte
TNFOKOKOPTUKOUAW, MPEAHN30H UAN MPEJHN300H WU NOKAAHUA
rroKoKopTMKOUNA byae3oHus (B rnasa 5.3).

B KoMBUWHauus C rIIOKOKOPTUKOUANTE ChLLO MOXeE Aa Ce U3NoA3Ba
NPOTVBOBB3MANNTENHUSA, UMYHOCYMPECMBEH a3aTUONPUH. A3aTUOMPUH,
npekypcopa Ha 6-MepKanTonypuvH, CbLLo e 61 n3noi3BaH KaTo MOHOTepanus 3a
nogAbpXaHe Ha peMucKs, Bbnpekn Ye e HeepekTMBEH KaTo HavaaHa
MOHOTepanua npu octpa gasa Ha 3abonasaHe.

OcBeH onummnTe Ha Knacn4yeckata Tepanus, MMa HOBU Bb3MOXHOCTM 3a ieveHne ¢
rNFOKOKOPTUKOMAM OT BTOPO MokoeHwue (byae3oHuna, aedaazakopT), ¢
KaNLLMHEYPUHOBMW MHXMBUTOPK (LUmKnocnopuH A, Takpoanmyc), mTOR nHxmnbutop
panaMuLMH 1 aHTMMeTabonutn (MukodeHonat Mopetun, unkiodpocdhamma,
meTtoTpekcart). Umknocnopun A (CSA) n Takpoanmyc (FK506) ca 3anaseHu 3a
cneumanHun cayyaum, KOUTO He OTrOBapAT Ha Knacn4yeckaTa Tepanvsa v npu
nauuneHTn c ocobeHo psA3Ko 1 OCTpo 3abonsBaHe.

Crnyyait, pe3ncTeHTHN Ha Tepanus U NaLMeHTU C KpaeH cTaguii Ha 6oaecTta morat
Aa 6baat npegnaraHy 3a YepHOAPOOHa TpaHCMNAHTaLMA KaTo MNOAXOAALL, BapWaHT.
Tbli kaTo AVIX B MHOTO C/lyyaum ce KOHTpoanpa Aobpe ¢ KOHCEPBATMBHU MEPKH,
TpaHCcniaHTaumATa Ha YepeH A4pob Beue He Urpae BaXkHa PO/ B YrpaBAeHNeTo Ha
AUX, KakTo B MMHaNOTO 1 BCe OLLe NpuU NaLUMeHTN C 4pYrv aBTOUMYHHU UK
XPOHWUHW 3abonsiBaHUA Ha YyepHusa apob. MaumneHTtn ¢ AVX nonyyasat camo 2,6%
OT YepHOApPOBHUTe TpaHcnIaHTaumm n camo 5,9% s CALLL
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5.1 MbpBoHauanHa Tepanus

LlenTta Ha BCAKO NeyeHne e NbjiHa BUOXMMUYHAE, XUCTONOTUYHA U KINHWYHA
pemucus.

Tbli KaTo BCAKaN MMYyHOCYMNpecMBHa Tepanus ce CBbP3Ba C HEXeNaHn peakumiy,
CbOTHOLLUEHWETO NOA3a-puUck TpsabBa Ja 6bAAT ACHO OLEHEHO MpeAM 3anoyBaHe Ha
NeyeHneTo. EAMHCTBEHOTO abCOOTHO MOKa3aHWe 3a JIeUYEHNETO ce HabarogaBa
MPW NaLMEHTU C TEXBK, MPOTPeCnBEH XOA Ha 3ab0sBaHeTO, C HMBa Ha
TpaHCaMVHa3uTe JeceT MbTW HOPMaJHUTE CTOWHOCTU, WU MET MbTU HOPMaHWUTE
CTOMHOCTM, KaTo B CbLLOTO BPEMe ramriobyavHuTe ca ABa MbTY HOPMaaHUTE
CTOMHOCTW. XWCTOoNOTUsATa TPsbBa Ja noka3Ba 3abenexxnMo Bb3naneHve ¢
YaCTUUYHW HEKPO3W /WKW CBBP3BALLM HEKPO3M. B ciyyanTe, B KOMTO
TpaHCaMMHa3UTe He KOPEMPaT C YepHOAPOBHaTa XUCTONOTUS, XUCTONOTUATa
peluaBa fanu neyeHneTo TpsibBa Aa 3anoyHe uau He. MNpu naumeHTH, Npyu KOUTO
Bb3MaJleHWETO Ce OrpaHMyaBa A0 NOopTaJHUTE TPaKTOBE, PELUEHNETO 3a eUeHune
3aBWCK OT TpaHCaMWHa3UTe, raMarnobyMHUTE ¥ CUMNTOMUTE Ha MauueHTa. B Tesm
C/lyYan CbOTHOLLEHMETO MON3a-PUCK, TPAOBaA Aa 6bae 0COBEHO ACHO OLEHEHO
npeau HayanoTo Ha JIEYEHUETO.

Tbli KaTo NaLMeHTUTE C MbJHA LMpOo3a CbLLO pearvpat 4obpe Ha IeYEHUNETO, Te ce
TpeTMpaT B MPUCLCTBMETO Ha YepBEHAANECTO Bb3naseHne*. iIMyHocynpecvBHa
Tepanus Moxe Ja ce U3MOoA3Ba JOPW 1 NP NaLMeHTHU, KOUTO NOKa3BaT PaHHU
npv3Haumn Ha YepHOAPOBHA AeKOoMMEeHcaUMa AN Ciel KPbBOM3AUB OT BapULM Ha
XpaHonpoBoAa.

MonzaTa OT MMyHOCYMNpPecMBHa Tepanus Npuv NaLmMeHTU C eka akTMBHOCT Ha
3abonsiBaHeTo 1 6aBHa NPOrpecus No OTHOLLEHWE Ha TAXHaTa NPOrHo3a 3a
6bAEL0TO Pa3BUTUE U MPOABIKUTENHOCTTA Ha XXMBOTA € HeACHa.
NMyHocynpecnBHa Tepanusa ¢ HUCKK f03K, obade, MoXe Aa nogobpu o6 oTo
3/paBOC/IOBHO CbCTOSIHUE Ha Te3W NaLMEHTU.

MNpesHU30H M NPeAHU30/0H Ca B OB IMHUM UAEHTUYHMW NO OTHOLLEHME Ha
TAXHaTa ePeKTUBHOCT. J/lIeYeHMEeTO Ha aBTOMMYHEH XeNaTUT 3arnouBa C eXeAHEBHO
nepopanHo npuemaHe Ha NpejHU30H B Ao3a oT 60 Mr 3a egHa cegmMumLa,
nocaeABaHo OT NOCTENEHHO HaManABaHe Ha fo3aTta ¢ 10 Mr CTbnku A0 AOCTUraHe
Ha AHeBHa fo3a oT 0koao 30 mr. [To-HaTaTblWHM HamManeHns Ha fo3aTa € 5-mr
CTBbMNKM NPOABXKABAT U C/1ef, OKONO LWeCT cegMULM naumneHTuTe goctmrat
nogapwbxawata gosa ot 8-10 mr Ha geH.

*) Byse30HWA € NPOTUBOMOKA3€eH MpU NaLWeHTH C LMpo3a Ha YepHis 4pob.
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B oTzenHu cnyyan go3ata Ha NpeAHM30H MOXKE Ja ce HaMaam 4o 5 Mr Ha aeH uam
J0pu no-Manko, 6e3 aa ce NpuunHN edekT Ha obpaTeH xoa. HamansBaHeTo Ha
J03aTa TpsbBa Aa ce Npuapyasa OT CTPOro Hab/AeHMEe Ha Hali-BaXKHUTE
nabopaTopHM NapameTpu 1 Ja ce aganTvpa KbM NPOMeEHUTE B TE3U CTOMHOCTY.

Ako nayneHTnTe Nokaseat yBeJIMYeEHNE B HMBATa Ha TpaHCaMUHa3nUTe npean
AOCTUTaHE Ha Nogabp>Kala A03a, MOXeE UK Aa Cce yBEIMYUM A03aTa Ha
FNIOKOKOpTUKOMNANTE A0 CheaBalloTo Hal-BMCOKO HMBO W Aa Cce 3ano4He
KOM6I/IHI/IpaHa Tepanuna C a3atMonpuH B 403a 1-1,5 mMr / kr TenecHo Terao Ha AEH.
KOM6VIHaLI,I/IFI C a3aTMonNpuH CbLO € Noae3Ha B Cay4YanTe, B KOMTO B HAa4asioTO Ha
JlIeYeHNEeTO NauneHTUTE NoKa3Bat CTPaHNYHN eq)eKTI/I, XapaKTepHW 3a
FNMHOKOKOpPTUKONAW.

KombuHupaHaTa Tepanus C NpesHM30H W a3aTUOMNpPUH MOXE BeYe Aa Ce 3aroyHe
MbpBOHaYasHO, Tbil KaTO TA MNO3BOJIABA Ja Ce HaMaiM MbpPBOHayasHaTa A03a
NpPeAHN30H, KaTo MO TO3M HaUYMH HaMansnBa pucka OT CTpaHWYHK edekTn. [BaTa
WMyHOCynpecaHTa UmaT HaTpynBsaLy ce edekT. HauanHaTa gHeBHa a3aTMONpuWH
J03a Npun Bb3pacTHM e okono 50 Mr n moxe ga ce yseanun go 100 mr nam gopm
150 mr Ha geH (1-1,5 mr/kr TenecHo Terno Ha aeH; Tabanua 8). [ntokokopTukouaa
byse3oHng, e o4obpeH 1 3a MbpBOHaYa Ha ¥ 3a Noaabpikalla Tepanusa npu
naumenTn ¢ AUX (Buxx rnaea 5.3).

Mouorepanvm C NpeaAHU30H

Ceamnua 1 60 Mr gHeBHO

Ceamuua 2 40 Mr gHEBHO

Ceamuua 3 30 Mr gHEeBHO

Ceamuua 4 25 Mr AHeBHO

Ceamuua 5 20 Mr gHEeBHO

Ceamuia 6 15 Mr gHeBHO

Moaabp>kala Ao3a

cnes 6-Ta cegmuLa 8-10 Mr gHeBHO

nan

Ceamunua 1 TpegHn3oH 30 Mr AHEBHO MAKOC a3aTUONpPUH 50 (-150) mr gHeBHO
Ceamunua 2 lpegHn3oH 20 Mr AHEBHO MAKOC a3aTUONpPUH 50 (-150) mr gHeBHO
Ceamunua 3 TpesHW30H 15 Mr AHeBHO MAKOC a3aTMONpPUH 50 (-150) mr gHeBHO

Cneg 4-Ta cegmuLa, NOAAbPIKALLA Tepanus ¢ NPeAHW30H <10 Mr AHEBHO NAKOC

asatnonpuH 50-100 mr gHeBHO

Ta6baunua 8:
MbpBOHAYaANHO JIeYEHNE HA aBTOUMYHEH XenaTuTt
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5.2 Moaabprkala Tepanua

Cnep kaTo 6bAe NOCTUrHaTa PeMUCUS, NeYeHNeTo TPsbBa Aa NPOABAXN
Hal-Manko 12 meceua, Toin1 kaTo 80-90% OT NaLMeHTUTe CTpasaT OT peLvanBm
Ha 60s1ecTTa B pamMKuUTe Ha eZiHa roAMHa, ako JieYeHNeTo ce npekpaTn
npexzaespemMeHHO. Tbil KaTo Nog06psABaHETO Ha YepHOAPOOHaTa XMCTONOrMA
n30cTaBa CnpsiMo BUOXMMUYHOTO Noj0bpsBaHe BTOpa bMoncus e nonesHa
camo no ToBa BpeMe. Konto n areHT fa e n3bpaH, 3a noaapbxka ce n3bupa
BB3MOXHO Hal-HMcKaTa Ao3a. Tyk, KOMOMHaumMATa Ha NPeAHN30H 1
asaTMonpwviH (Mn 6yAe30HMUS N a3aTUOMNPUH: NO-MaiKo CTPaHUYHN edekTm) e
ocobeHO noaxoasALla 1 e nokasaHo, Ye nNo-Aobpa 3a NoAAbP>KAHETO Ha
pemMucusa B CpaBHeHMe C MOHOTepanuaTa ¢ NpeaHn3oH. [esetaeceT npoueHTa
OT NaumeHTUTe, NosyYaBaLly KOMBUHMPaHa Tepanusa OcTaBaT B PEMUCUA Cej
18 meceua B cpaBHeHMe cbC caMmo 60% OT naumeHTUTe, NoayYaBaLln
MOHOTepanus CbC cTeponan. B bputaHcko nscneasaHe, 4opu € Bb3MOXHO
JLOpPV Aa ce NpeKpaTAT IMIOKOKOPTUKOMAN KOraTo AHEBHaTa 403a a3aTUONPUH

* [peaHN30H: <10 mr natoc azatmonpuH 50-100 mMr gHEBHO
* [MpoabAKNTENHOCT: Haii-manko 2 (-4) rogmHn
* [TbAHa pemucus: cnea 1 rognHa 25%

cneg 2 roagiHn 55%

cneg 3 roaguHn 70%

cneg 4 roagnHn 80-90%

* Tepanus Ha peunamB:  [MpeaHn3oH 20 M MAKOC a3aTUONPUH 150 Mr AHEBHO MAN
pectapTupaHe ¢ MbpBOHaYasHaTa Ao3a

* Mpodunaktunka Ha AzatnonpwuH 150 Mr JHeBHO, KaTo MOHOTepanua

peuvans:

Ta6bnuuya 9:

MoaabpxKalla Tepannsa B pemucusa 1 pesyartatu

ce yBesn4yaBa A0 2 Mr Ha Knaorpam TenecHo Terno. TepanMﬂTa B peMuncusa c

asaTMonpwviH TpsAbBa Aa NPOAB/XU fBe A0 YETUPY FTOAMHM, BbMPEKM Ye KbCeH
peunave Ha bosnecTTa cies neT U NoBeye roAnHN e HabatogasaH (Tabavua 9).
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Cneg kaTo peMucuaTa e bruna noaabpKaHa B MPOAbIXKEHME Ha Hali-MasIKo JBe
rOAMHW CTeponamnTe Moxe 6aBHO (MUAMTPaM Mo MUAMMUTPaM) Aa ce
npekpataT. AKko 6osecTTa ce NOBTOPW, NMaLMEHTUTE 3anoyBarT C
NMbpBOHaYanHaTa Jo3a. AKO BNOC/AEACTBYE OTHOBO Ce NPOABY NOBTOPEHME,
TpsabBa fa ce pasriesa NPOAbAXKUTENHO NpuaaraHe Ha Bb3MOXHO Hai-HUcKaTa
Ao3a.

B Tabanua 10 ca n3bpoeHun Te3n naumMeHTCKU rpynu, KOMTo Morat ga 6baat
W3N0XKEHWN Ha BUCOK PUCK NPU ABATOCPOYHA Tepanma C MPeAHU30H Nau
azaTtvonpvH. B Te3n cnyvawn, Tpsabsa ga ce onuTa fa ce KOHTpoaMpa
3ab0/15BaHETO, KOJIKOTO CEMOXE No-Aobpe C eAnH OT ABaTa areHTu.

e [ntoKoKOpTUKOMAM:  MAaaam XeHw, KOUTO XenasT bpemMeHHOCT
No Bpeme Ha BpemeHHOCTTa
e AsatMonpwuH: WNHcynuH-3aBrcKM 3axapeH anabet
Texxka apTepunanHa XMnepToHus
lnaykoma
3HauyMTeNHa ocTeonopo3a C NOBULLEH PUCK OT

dpakTypa

Ta6bauua 10:
MNMoka3aHus 3a MOHOTEpPaNUs NPU aBTOMMYHEH XeNaTuT
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B xenatonoruata, 6yse3oHuns e nsnonssaH 3a MbpBY MbT YCreLWHO Npu
JleYeHNeTo Ha MbpBMUYHa bunnapHa umposa (MbL)1. KombuHauwmsTta ot
ypcogeokcmxoneBa kncenvHa (UDCA), koaTo e cTaHgapTHaTa Tepanwma 3a M1bL,
€ 3 x 3 Mr byAe30HUs / AeH, e 3HaunTesIHO no-Ao6pa oT MmoHoTepanus ¢ UDCA
MO OTHOLUEHWE Ha BUOXUMUYHN, XUCTONOTUYHUN U CTPaHUYHN edekTn. [Mopaam
Ta3n NpuYMHa ce okasBa LenecbobpasHo Aa ce n3nonssa 6yge3oHng 1 npu
NleyeHneTo Ha aBToMMyHeH xenaTtut (AUX).

Byae3oHug e nokanHo edeKTUBEH THOKOKOPTMKOUA, KOUTO ce abcopburpa
NoYTN HaNbAHO B YepBaTta 1 Uma 15-20 NbT! NO-BMCOK adUHNTET KbM
FNIOKOKOPTUKOMAHUS PELLENTOP CNPSMO MPEeAHMU30H UK XUAPOKOPTU3OH 1
nMa edekT Ha NbPBO NpemMunHaBaHe Ha 85-90% B uepHusA Apo6, T.e. camo
10-15% ot abcopbrnpaHOTO KOANYECTBO JOCTUIA CUCTEMHOTO
KpbBOOOpaLLeHME, KbAETO MOXeE Ja NpeAn3BMKa CTPaHNUHN ePeKTU, TUMNYHN
3a cTepovauTe.

B sonbaHeHWe KbM ABe Manku NUAOTHW NPOYyYBaHUs, ePpukKacHOCTTa Ha
Oyse30HNAa NpY aBTOMMYHEH XenaTuT € NOAKPEerneHa oT AaHHW OT
Hal-rofsMoTa KOHTPOJIMPAHO MYATULEHTPOBO NMpoy4BaHe Ha AVIX npoBeseHO
B CBeTa KbM JHelUHa jaTa.

B ToBa MynTuLeHTpoBO NpoyuBaHe Hag 200 naumeHT ca Buan nekyBaHu Uan C
6yaesoHng (9 Mr/aeH B Ha4anoTo, C HaManeHue 40 6 Mr/AeH Npu OTTOBOP) UK
C NpesHu3oH (40 Mr/aeH ¢ obryaliHaTa Nocaef0BaTeNHOCT Ha HamMasifiBaHea) 1
AOMBAHUTENHO C a3aTnonpuH (1- 2 Mr/Kr TenecHo Terno/aeH) B ABeTe rpynu.
MbpBMYHaTa KpaiHa Touka e gebuHnpaHa Kato NbaHa BUOXMMUYHa peMucns
(AST 1 ALT B pamKkuTe Ha HOpMaTa), 6e3 CTpaHUYHN ePekTy, TUMNYHM 3a
crepounan. Cneg 6 meceua 47% OT NaLmeHTUTe, NekyBaHu ¢ byaesoHua u 18,4%
OT NIeKyBaHWUTE C MPEHN30H Ca MNOCTUrHaAN Tasun KpaiHa Touka (durypa 2).

B kpaliHaTa oTBOpeHa daza 176 naumeHTV ca NOAyYUAU AOMBAHUTENHO
nNeyeHue ¢ 9 n 6 Mr byae3oHns / AeH, B 3aBUCMMOCT OT OTroBopa, 1 1-2 mr
a3aTMonpwH / Kr TeNecHo Tersio / AeH.

*) bysesoHu He e pernctpupaH 3a nedenue Ha lBL.
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Cneg obwo 12 meceua Tepanusa 55% OT BCMUKM NaLMEHTM ca nokKasanu
B6UOXMMMYHa pemncms, be3 ga nokassaT NPU3HaLM Ha TUMUYHUTE CTPAHUYHM
edekTH, NpuUYnHeHn oT ctepouan. Cpes NaumeHTUTe, KOUTO ca NoJslyyYaBanm
npesHN30H BpeMe Ha ocTpaTa dasa, CKoOpocTTa Ha CTepoua-crneundryHmn
CTpaHn4YHu edekTn cnaga 3HauntenHo ot 44.8% (cneq wect meceua) Ha 26,4%
(cnep 12 meceua) cnes npeMmvHaBaHeTo KbM Byae3oHug (purypa 2).
MaumeHTw, CTpajaLim OT LMpo3a Ha YepHUs Ap06 ca BUam U3KIUEHN OT
TOBa MpoOy4BaHe.

Te3n pe3yntatv NOTBBPXAABAT BMCOKaTa eDEKTUBHOCT Ha ByAe30HNS, CbC
3HauMTEeNHO HaManeH pa3Mep Ha CTpaHWYHWUTE edekTn, NoA0OEeH Ha TO3M
onwucaH 3a MNbL, n kakTo Beye Helle oNnUcaHo AbATOCPOYHO, B TepanusaTa Ha
6onectTa Ha KpoH.

®ur.1l: BuoxumuuHa pemucusa (ALT n AST ®dur.2: HamansBaHe Ha CTeponA-CcneLmduyHm
B paMKuTe Ha pedepeHTHMA Anana3oH) be3 cTpaHnuHu epekTn Cnej npeMuHaBaHe oT
CTePOVA-CeLNPUUHN CTPaHUYHU edekTn NpeAHV30H KbM ByZe30HWA
cnep wect Meceua <
E 2eAHU3OH ByaeHosna
— p<0.00001 — g_ ) — p<0002 —
50 5}
=
0 z )
40 470 /0 z
©
o )
2
g 30 2 <
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s
§ 20 g
18.4% g !
10 5
<)
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5.4 Tepanusa B negnatpuata

[Jeua c aBTOMMYHEH XenaTuT YecTo NPOsABABAT X0 Ha 3ab0/sBaHETO, KOWTO ce
pa3anyaBa OT TO3U, HabtoAaBaH NPU Bb3PacTHW. MNo-arpecuBHUS xo Ha
3abonsBaHeTo M dakTa, Ye AeLaTa MoraT YecTo Aa 6bAaT AMarHOCTULMPaHM
KbCHO OKa3Ba 3HAUUTE/IHO BAUSIHWE BbPXY pe3ynTaTa OT JedeHueto. MNopaan
TOBa €, OT HaN-rONSIMO 3HAUYEHMWE, Ja Ce KOMBMHMPAT Pa3NMUHM MeToAM Ha
M3CneaBaHuns, 3a 4a ce guarHoctuumpa 3abonsiBaHeTo Npu AeuaTta Bb3MOXHO
Hal-CcKopo, Aa Ce xapakTepu3unpa v Aa ce 3arnoyHe JeyeHue.

Hal-BaXxHOTO CpescTBO e NPeAHM30H, KOMTO 3arno4Ba Npu HayanHa fo3a oT 2
MT Ha Kujiorpam TesnecHO Terno Ha feH. /lo3ata Moxe ga cturHe 4o 60 Mr Ha
aeH. Cnes ToBa, He CbLLeCcTBYBa ObOLLONPUET MPOTOKOJ 3a MOHOTEepanus
(Tabnunua 11). HAkowm LLeHTpOBE NpenopbYBaT eXXeAHEBHO JleYeHMe, 40KaTo B
APYTW, ce NpakTUKyBa NpMeM Ha cTepounam npes geH. [leuata pearmpar Ha
FNFOKOKOPTUKOUAM TOYHO KaKTO MpaBsAT Bb3pacTHUTE. AKO, 0baue, Bb3HMKHE
0CTpa YepHoApobHa HeJOCTaTbUYHOCT, FIFOKOKOPTUKOUAN ca edeKTUBHUN Npu
BBb3PacTHW, HO He 1 npu geua. [euaTta ce HacouBaT 3a TpPaHCMAaHTaLMA Ha
yepeH apob.

o [1peaHn30H 2 Mr / Kr TENECHO TErno AHEBHO B MPOAbBIMKEHNE HA He noBeye oT 60
[OHW, cnea KoeTo NoeTanHo HamansiBaHe Ha fo3aTa o 2.5-5 mr AHEeBHO.
e Tepanusa exegHEBHO UMK Npe3 AeH: MHEHUS Ce pa3nuyasat
e Pemucus ce noctura npu> 90% ot geuarta
e Bpewme 3a pemucus: npu Bug 1-AVX okono 6 meceua
npu Tnn-2-AVX okono 9 meceua

e LluknocnopuH (CSA) Mmoxe Aa ce M3non3Ba 3a NpefoTBpaTaABaHe Ha 3abaBsHe

Ha pacTtexa

Ta6anuya 11:
NmyHocynpecrBHa Tepanus npu geua
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MexayBpemeHHo 20 gela v toOHOLWW Ha Bb3pacT noa 18
FOAVHW ca Buan nekyBaHu ¢ KOMBMHaLMsA OT Byae30HUs, 1
a3aTMONPWH WAV NPeAHM30H 1 a3atnonpuH. CTeneHnTe Ha
pemucus ¢ 16% n 15% ca 6unm cblinte 1 B ABETE rpynu.
B 3akntoueHume, cTeneHTa Ha pemMucus nNpu gela v KHOLWK
Ca CbLUMTe, KaKTO MpW Bb3PaCTHK, ces 6 Mecela
KOMBUWHMpaHa Tepanus (MPeAHN30H NJIKOC a3aTUOMNPUH)
(18%).

5.5 Tepanunsa no Bpeme Ha 6pemeHHOCT

CnegHunTe Npenopbku 0BMKHOBEHO Ce NPaBAT AHeC 3a
NeveHve Ha AVX no Bpeme Ha BpemeHHOCT. Cnes KaTto ce
naaHupa 6pemMeHHOCT, NaLMeHTHTe ce NekyBaT caMo C
NIFOKOKOPTUKOMAW, ThIA KaTo HAMA JaHHM 3a
eMBPNOTOKCUYHOCT C MPEAHM30H UK MPesHU30J0H. AKO
NleyeHneTo npeau

6peMeHHOCTTa BK/IOUBA KOMBUHMPaHa Tepanus, ce
npernopbYBa Aa ce NpekpaT a3aTMonpuHa, Tbil KaTo B
peakun cayyau, ca AoknajBaHu gepopmaumm ¢
a3aTMONPWH NpY ONUTK C XXMBOTHW. AKO, obaue,
H6pEMEHHOCT Ce NoyYM NO BPeME Ha CbLLECTBYBALLO
KOMBUWHMpPaHO neyeHne, Ta3n Tepanma ce NPoAbIKAaBa,
3alL0TO CMAIHA KBM MOHOTEpanus, MoXe Ja foBeje A0
BJIOLLaBaHe Ha 3abo/isiBaHeTO Npu MawkaTa. PucksT ot
Mandopmaumm Ha naoja e No-Manbk ¢ KOMBUHMpPaHa
NlekapcTBeHa Tepanus, OTKOAKOTO 61 6uno pucka
BC/IEACTBUE Ha 06OCTpsiHE Ha 3ab0sBaHETO NPU MaikaTa.
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6 CrpaHnuHun edeKTn Ha
MMYHOCYMNpecMBHa Tepanus

ViIMyHOCynpecnBHa Tepanus C r1roKOKOPTUKOUAN W a3aTUONpPUH
ce noHacs gobpe ot noeeyeTo nayneHTw. B 10-20% ot cnyvanTe,
Ha/IMYMETO Ha MOPTOCUCTEMHM LLIYHTOBE M3MCKBA HaMasABaHe Ha
J03aTa Nopasn HaMasieH YepHOAPOOBHMSA KAMPBHC U NOBMLLEH
pWCK OT YCNOXHeHWsA. ToBa e 0CO6eHO BAPHO 3a JIOKaNHO
aKTVBHWA TIFOKOKOPTUKOMA, ByAe30HNS, KOUTO, BbNPeKn Ye
nputexasa 50-NbT NO-BMCOK abUHNTET KbM
rFOKOKOPTUKOUAHWNA peLenTop, OTKONKOTO KOHBEHLMOHAAHUTE
FNIOKOKOPTMKOMAN U e npeaMeT Ha edekT Ha MbpPBOHaYaIHO
npemuHaBaHe Ha 80-90% B uepHUs Apob, To NpemMuHaBa npes
NOPTOCUCTEMHUTE LLUYHTOBE B CUCTEMHATa LIMPKyAaLma, KbAaeTo
noTeHUManH1Te CTPaHNYHN edekTn He ca JOCTaTbYHO MO3HATU.
Mo To31 HauwH, byae3oHUga TpsAbBa NOHaACToALLEM Aa ce
M3rnoa3Ba caMo Npu nauueHTn 6e3 uuposa Ha YepHUs Apob.

Haii-BaxkHuUTe cTepongHun cTpaHnyHu edekTn ca AafeHn B
Tabavua 12, a Te3m oT azatmonpwuHa B Tabaunua 13. Okono 10% ot
Bb3PacTHUTE MPOABABAT FeHETUYHO OOYC/IOBEH HamaseH
YepHogpobeH MeTaboaM3bM C azaTMonpwH. Mpu Te3n nauneHTn
Nle4yeHNeTo MOoXe B HAKOM Cydyan 6bp30 ja AoBese 4O TOKCUYHM
CePYMHM KOHLIeHTpauun. A3aTMONPUHBT ce MeTaboansnpa 40
TepaneBTUYHO ePeKTUBHMA MepPKanTOMypPUH OT eHn3Ma TMOMypPUH
mMeTunTpaHc depasa. AKo CblyecTByBa AedULMT Ha
XOMOLMIOTUYEH FrEHETUYEH EH3WUM, a3aTUOMPUHA € TOKCUYEeH. AKO
AednunTta e XxeTepoLMroTyeH, TOKCUYHNA edekT e No-Manbk.
MauneHTnTe, NekyBaHW C a3aTUOMNPUH M anonNypUHON ca C
NOoBULLEH PUCK OT NOTUCKaHE Ha KOCTHNA MO3bK, TbI KaTo
aNonypuHoON NHXMbMpa MeTaboan3mMa Ha a3aTMONpPUH A0
TMOMUKOYHa KncennHa. MNpu Te3n nauneHTn fo3aTta Ha
asatvonpwuH Tpabea fa ce Hamanun Jo 25% npoduaakTMyHo, uan
naumMeHT! JopW He 3anoyBaT C areHTa.
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KauBaHe Ha Terno ,

OToK B floNHaTa YacT Ha KpakaTa 1 cakparnHata obnact
CvHapom Ha KyLimHr

CtepongHo akHe

X1p3yTn3bm

Striae abdominales rubrae

CrepongeH anabet

3abaBsiHe Ha pacTexa npuv geuarta

OcTteoneHus n octeonoposa

Ta6bnunua 12:

CTpaHnyHW edekTV Ha MMYHOCYNpPeCcBHa Tepanus C FHOKOKOPTUKONAM

[Jenpecus Ha KOCTEH MO3bK

HeyTtponeHus

TpomboneHus (no-psaKo)

MoBuLwEH cpeaHa epuTpoLUTUTE 06EM HA EPUTPOLIUTUTE
AnepruynHn peakumm NaHkpeatnt

Onapus, rageHe, nospbluaHe O6puB

3noKayecTBeHU

HexogxknHoB numdom (npegnonaraem)

Mandopmaumu npn HOBOPOAEHW (Npeanonaraemm)
WHdekumnn

Xepnec 30cTep, 6akTepuanHy MHEKLUMM, MouYHN

WHpeKummn

Ta6baunuya 13:

BaxkHW CTpaHW4YHW peakuumM Ha a3aTMOMpPUH (4PYry, MHOTO pAaKo HabarogaBaHu
HeXenaHun peakumn moraTt ga 6bjaT HamepeHW B KpaTkaTa XapaKTepucTvka Ha

npoaykTa)
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Bbnpeku ye, onacHaTta 1eBKOMEHNA MOXe Aa Bb3HWNKHE
Mo BCAKO BpeMe npu asaTMonpuHHa Tepanusa, Ha
nauueHTUTe TpsAbBa Aa ce NpaBu KPbBHa KapTWHa Ha
BCeku 14 aHW 3a NbpBUTE TPU MeceLla OT IeHYeHneTo, a
cnef TOBa BEJHDBX Ha YeTupun cegmuum. Mpu bpemeHHn
nauueHtn c AUX, kpbBHaTa KapTvHa Ha MalikaTa oTpassiBa
Ta3n Ha naoga. CnnpaHeTo Ha a3aTMONpPUH Nogobpsea
MOJIOXKeHMETO B CbLiaTa CTeNeH, KakTo 3a MalkaTta v Taka
¥ 3a naoga.

[JaHHuWTe 3a NoTeHUMa HaTa KaHLLePOreHHOCT Ha
a3aTMONPVIH Ca HeMbAHN 1 NpoTuBopeunsn. Tpabea ja ce
06bpHE BHUMaHMWE Ha Pa3BUTUETO Ha HEXOAXKKUHOB
NMMOOM, BbNPeKUN Ye MaLUMeHTUTe B Te3n MPoyUBaHNA He
Ca noJly4aBai CaMOCTOATE/IHO a3aTUOMPWH, a ca buan
NeKyBaHW C KOMBUHaLMA OT ratokokopTukoman, CsA n
asatmonpwH. [lpyru 3nokavecTBeHn 3a6onaBaHNA CbLLO Ca
JOKafBaHM NMO-4YeCcTo NPW NauneHTH, Noy4vaBaLym
asatvonpwuH. CTpaHn4HmTe edeKkTn Ha LIMKNOCMOPWH,
FK506 n MMF, HAma ga 6baaT pasrnegaHu Tyk. Te morat
43 6baaT HaMepeHu Ypes KOHCYyATaums CbC
cneumanmsnpaHara avtepatypa.
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7 Pe3ynrtaTtu ot Tepanus

TpsbBa za ce oTHenexu, ye naLmeHTn ¢ neka popma Ha AMX
OTroBapAT No-406pe Ha MMyHOCYnpecopu u
NPOTVBOBB3MANNTENHO IeUYEeHMNe, OTKOIKOTO NaLneHTm ¢
TEXKO NpoTnyaHe Ha 3abonsBaHeTo. Bb3pacTHu, kakTo 1 Aeua
€ yepHoapobHa umposa n ocobeHo geua ¢ TMn-2-ANX
pearmpat camo YMepeHO 1 c/ie] MbpBOHaYaaHaTa peMucus,
peLunavBa Bb3HMKBa No-yecTto. CnefoBaTenHo, B HAKOM
cnyyam we 6bae HeOBXOANMO SledeHne NpPes Leauns XKnBor.
MauuneHTn, KonTo ca buan B peMmcuna B NPoabXKeHNe Ha
MHOTO FOAVMHW B C/lyYail Ha MOBTOPHa MosiBa Ha 3abonsBaHeTo
OBUKHOBEHO Ce HY>XAaAT OT NO-KPaTKO BPeMe Ha JleyeHune, HO
TpabBa Ja cu NpaBAT U3CAeABaHMA Ha KPbBTa Ha BCekn 2-3
meceua.

MbpPBUUHM He-pearvMpalM naumeHTy, ca MauMeHTU KOWUTO
130610 He pearmpat Ha MMYHOCYNpecus.

PeByfITaTVITe OT TepanmAa C rNMFOKOKOPTUKONAN U a3aTUONpPUH
Morart Aa 61;,an pasgeneHn B 4HeTrpu rpynu:

1 LianocteH otrosop

2. YacTtnueH oTrosop

3. be3 TepanesTnyeH ycnex
4. HeycneluHa Tepanus

Lanocmer omeosop, KkakTo ce pa3bupa gHec, NpeAcTaBasBa
MbJHO HOpMann3MpaHe Ha J1abopaTopHUTe NokasaTenn B
paMKuTe Ha efjHa roAunHa, NPV NauMeHTN Ha NoaabpiKallia
Tepanusa. X"CTONOTMUYHNTE pe3yaTaTh cieABa CbLUO Taka ja ca
ce HOpManusmpany, C U3KNUYEHNe Ha He3HaYUTeNHU
OCTaTbYHM NpomeHw. LisnocteH otroBop, obauve, CbLLo Taka
BK/JFOYBA W C/lyYaun, B KOUTO CUMMTOMMUTE MOKa3BaT
3HauUTeNHo nogobpeHre N nabopaTopHMTE CTOMHOCTM Ce
nozo6pseat ¢ Han-manko ¢ 50% npe3 NbpBUTE MeCeLM OT
NeyeHneTo 1 cnagat Ao He NoBeYe OT ABa MbTU HOPMalHUTe
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CTOMHOCTM Npe3 c/iefBaliuTe LWecT MeceLa.
YacmuyeH omeoeop ce n3non3Ba, 3a 4a onuile ciy4vau, B KOUTO
cumnToMuTeTe ce nogobpsasat n nma 50% cnag B nabopatopHuTe
CTOMHOCTM B paMKUTe Ha MbpBUTE ABa MeceLa, C Mo-HaTaTbLUIHO
nogobpeHue cnes ToBa, 6e3 obave Aa ce AocTUraT WM NOYUTK Ja ce
J0CTUraT HOPMaNHUTE FPaHNLM B PaMKWTE Ha efiHa rofuvHa.

be3 mepanesmuyeH ycnex onvucBa CUTyaLmsTa, B KOSITO MMa NO-Masiko OT
50% nogobpeHune B 1abopaTopHUTE CTOMHOCTM NPE3 MbpBUTE YETUPU
cefMuLM M HAMa MoCieBaly, Cnaj, He3aBUCYMO OT TOBa Aanu
CYMNTOMWTE M XMCTONOTMATA Ca Cce Nogobpunu.

HeycnewHa mepanus ce xapakTepusunpa c BioLIaBaHe Ha 3abonaBaHeTo,
J0pW B CyvaunTe, B KOUTO MMa U3BECTHO Nog0bpeHne B OTAENHU
nabopatopHU napameTpu.

MoBTOpHa NosiBa 03Ha4YaBa HOBO yBe/NnYeHue Ha nabopaTopHuTe
MoKasaTesin 1 CUMMNTOMW CIeA LANOCTEH OTrOBOP. NPeAXOAHUSAT UHTEPBan
Ha pPeMUCKsA MOXe Aa NPOABLXM MeCeL NN JOPU TOLUHMW.

Lienta Ha neyeHNeTO e MbjiHa BUOXMMMYHA, XUCTONOTUYHA U KAMHUYHA
pemucus. Mpun 60-70% oT NaumeHTUTe, TOBa MOXe Aa bbAe NOCTUrHATO B
pamkuTte Ha 3 roamHun. B okono 10% 6onectta ce BAOLWaBa BbNpeku
NPaBWAHOTO JieyeHne 1 Jobpa NOAATANBOCT Ha nauneHTuTe. Mpu 13% ot
nauueHTUTe AaHHWTe He ce nogobpseart, a 13% ca MbpBUYHK
He-pearvpalum naymeHTn. lpu NnauneHTn ¢ peMmcuns, Ho Npu KOUTo
nabopaTopHMTE CTOWHOCTM BCE OLLE He Ca Ce HOPMaAU3NpPau HambiHO, B
90% Hali-BeposTHO Liie ce pa3Bue Lmpo3a. be3 BcsikakBo neyeHne
5-rognwHata npexmneaemoct e 50%, 10-rognwwiHaTa npexmnBaemMocT e
camo 10%. 3a AbAroCcpoYHM pe3ynTati BUX riaea 9.

KakTto Beue belle CNOMeHaTo, NPU HAKOW NauneHTn C YacTu4Ha pemMuncua,
Tepanua NpoAb/xaBa MHOTO FOAVHU 3a a ce NpejoTBPaTK
npemMnHaBaHeTo KbM Lpo3a. Tbil kaTo, obaue, NeveHneTo Npu Tesmn
nauueHT 3abaBs nporpecusTa Ha 6onectta (3abenexka: He C byae3oHU),
TAxHaTa 10-rogvLiHa npexmnBseMoct ce nogobpsaea ot 25% ao 60%. Ako
NauWeHTn, KOUTO ca NoKaszaiu MbJHa LMpo3a No BpeMe Ha 3arnoysBaHe Ha
TepanusaTa, ce OCTaBAT U3BbH CTaTUCTUYECKaTa OLIEHKa, CTeMNeHTa Ha
10-roAvLLIHa NPEXMBAEMOCT ce yBennyasa. Te3n faHHM NokKasBearT, ye
MMYHOCYNPEeCMBHOTO, MPOTMBOBB3MNAAUTENHO feveHne Ha AUX e
XMBOTOCMNACABALLO.
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8 Apyru Bb3MOXXHOCTHU 3a
MeAVLMHCKO TpeTupaHe

Okono 10% oT naumeHTUTe, NeKyBaHu C
KOHBeHUMOoHanHn AVX nmyHocynpecopu n3nuTeat
no-HaTaTbLWHO BAOWaBaHe, gokaTto owe 10-15% He
pearvpat agekBaTHO. 3a Te31 nauMeHTn, Morart ja ce
pa3rnegat MMyHoCynpecopw, pa3paboTeHn 3a
TpaHcniaHTauMoHHaTa MeguLHa (Tabavua 14), Tbii kaTo
Te UMaT No-CueH MMyHonoTucKal, edekT oT
KOHBEHLMOHaHWTE JIeKapCTBa, HO NO-Manko CTPaHUYHU
edekTn. Ho Bcnukm gaHHW, nybankyBaHun f0 cera
NPOW3N3aT CaMO OT HAKOJKO KJIMHUYHU U3NUTBaHNA C
ManbK 6po naumeHTu.

1. UuknocnopwuH A:

M3nonzea ce B Tn-1-AUVX (2 x 3-6 Mr/Kr TeJIeCHO TEr0 Ha JeH B
npoabmkeHve Ha 10 cegmumLm).

Mpu 6L u M1CX (24 meceya)

2. Takpoaumyc (FK506):

M3non3Ba ce B Tn-1-ANX (2 x 2-3 Mr AHEBHO B NPOAb/XKEHME Ha 12
meceua). [pu CX (0.03-0.075 me/ke mesnecHo measio Ha OeH,

12-27 meceua)

3. MukodeHonat modbetnn (MMF):

M3non3Ba ce B Tn-1-ANX (2 x 250-1000 Mr AHEBHO B NPOABLAKEHME Ha
46 meceua).

lpu 6L (2 2 / deH naroc UDCA 7 2/0eH)

4. byaeHo3wng;

W3nonzea ce 8 mun-1-AVX ( 6-9 me/ke OHesHO 8 npodbskeHue Ha 12
meceya). Mpu 6L (6-9 me / deH, naroc UDCA 10-15 me / k2 mesiecHo
meeaJ/io Ha 0eH)

Tabnuua 14:
Apyrn umyHocynpecopm (KbM HellHa AaTa, U3noi3BaHN camo nNpu
Masbk Bpol naLmeHTH)
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Ljuxknocnopur A (CsA):

LunknocnopuH A (CSA) e onutaH Npu HAKOAKO NaLMEHTH C
KopTUKocTeponao-yctonums Tmn-1-ANX B fo3a ot 3-6 Mr
Ha Kuaorpam TesieCcHO Tera1o ABa MbTu AHEBHO. Pemucuma e
nocrturHata B pamkute Ha 10 cegmmun. B HAkown cayuan,
CsA e KOMBUHMPaH C NPeAHN30H MK azaTnmonpuH. CsA
TepanusaTa usrnexzaa npeacraBaaBa noaesHa aatepHaTvBa
B C/lydanTe Ha TeXbK, YCTOMUMB Ha Tepanuna aBTOMMYHEH
xenatunt. CsA CbLLO MOXe Aa ce pa3rnexaga npu geua un
FOHOLLW 3a NpeAoTBpaTABaHe Ha 3abaBAHe Ha pacTexa.
Ako npw geua 6bAe NocTMrHaTa peMucus, Nnoaabpkallarta
Tepanusa MoXe fa ce U3BBbPLUN C MPEAHU3O0H U
a3aTUOMpPVH.

Takpoaumyc (FK506)

VimyHocynpecuseH edekT Ha Takpoammyca e 10-200 nbtu
no-cuneH ot To3m Ha CsA. B npoyusaHe ¢ 21 nauymeHTy,
nosyyaBsalliy TaKPOAMMYC B A03a OT 3 Mr JiBa MbTW Ha JAeH
B NPOAb/KEHME Ha 12 mecella, Ie4eHMeTo NHAyLUMpa
6bp3a v AbAroTpainHa pemucus. Janv Tpsabea aa ce gage
npeammcteo Ha FK506 BmecTo Ha uuknocnopuH A e Bce
ole noj Bbnpoc.

Mukodgpernonam mogpemun (MMF)

MukodeHonat modeTtnn (MMF) cbLyo nsrnexaa, 4ye sBoam
[0 f06pu pe3ynTaTi Npu AedeHne Ha Hepearupaty, Ha
Tepanua AUX nan npuv nauneHTn C HeXXenaHu peakuuu,
Ab/DKALLM Ce Ha a3aTUoNpUH (MAK MepKanTonypuH).
[Opyrv cpeactBa, kaTo unknodocdamug, dbaygapabuHn un
xnopambyLMH CbLLo ca 61K M3NoN3BaHW, HO TAXHOTO
3HayeHne e Hen3BecTeHO.

Beue b6axa cnoMeHaTV Bb3MOXHOCTUTE 3a JIeUYEHME C
KOpTUKOCTEeponan OT BTOPO NOKOJIEHNE, C
KaJunHEBPUHOBU I/IHXI/I6I/ITOpVI N He-MMyHOCynpecnBeH
panaMmunumnH.
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9 lMNporHo3a

MporHosata Ha aBTOMMYHEH XenaTuT e CBbp3aHa C
BPEeMEeTO Ha NbPBO AnarHoctuumpaHe. Puckosn dakropm
3a HebNaronpUATHO KIMHUYHO NPOTUYaHe BKAOYBAT
KBbCHO AMarHOCTMLUMPaHe, CUIHO Bb3MnaseHne, KbCHO
3ano4BaHe Ha neveHneTo, Maaga Bb3pact U HLA reHoTmn
DR3.

MNporHo3aTta ce Nogo6pn 3HaUNTENHO Cej WNPoKa
JOCTBMNHOCT Ha UMYHOCYMNPeCMBHa Tepanus.
[JecetroamiuHaTa npexwmnsseMocT gocturHa 90% ( kpainHa
TOYKa Ha NPOYYBAHETO - CMbPT UK YepHOAPObHa
TpaHcnnaHTaumsa). [lBageceTrogmiuHaTta npexmnsaemMmoct
BepoATHO e gocturHana 80%. MNpoueHT Ha NpeXxMBAeMOoCT
e 40%, korato B Ha4anoTO Ha JieYeHNeTo e NPUCbCTBanNa
yepHoApobHa LMpo3a. MporHosaTa e no-HebaaronpusaTHa
npu naumeHTtn ¢ Tn-2-AX, npeguMHo AeLa 1 FOHOLLN.
Te pearupat no-HebnaronpuATHO 3a MMYHOCYNpecrBHa
Tepanus u nporpecusTa e no-6bp3. Mpy naumneHTn, KOUTo
Ca IMann HAKONKO PEMUCUN, ABArOCpOYHaTa NPOrHo3a e
no-HebnaronpusTHa B CPaBHEHWE C Te3u, KOMTO Ca
OCTaHann B peMmUcma Uan ca UMaam camo efHa eauHnYHa
pemumcus.

PuckbT OT pa3suTue Ha xenaTouenynapeH KapumHOM
(HCC) net roamHm cnes yctaHOBEHA LMpO3a Bb3AM3a Ha
4-7%. Taka, TO e NO-HWUCBK OT pucka OT pa3BUTME Ha
XONaHTMOKapLIMHOM MpW MbPBUYEH CKAepPO3npalLl
XONaHIMUT N CbOTBETCTBA KaTO LAN0 Ha pUCKa OT pa3BuTHne
Ha HCC npu nauneHTV ¢ NbpBUYHa buanapHa Lmpo3sa.

33



10 YepHoapo6bHa TpaHCNaHTaLUS

MNMoka3aHuWATa 3a TPaHCMAaHTaLMA Ha YepeH Apob ce ocHoBaBaT Ha
/MncaTta Ha OTrOBOP Ha MMYHOCYMNpPeCcVBHa Tepanus, B No-masnka
CTeneH oT cTagus Ha HonecTtTa, 3aL0TO AOPU NaLMEHTH C
JAEeKOMMeHCMpaHa Lnpo3a Ha YepHus apob pearmpar gobpe Ha
WUMyHOCYnpecrBHa Tepanus. AKO Cief TPpU 40 YETMPU FOAMHU
NekapcTBeHa Tepanusa He e 61ao Bb3MOXHO Ja ce npean3Bmka
pemucus, naumeHTuTe TpsabBa ga 6bAaT B3eTW MO BHMMaHUe 3a
TpaHCnIaHTaUmMs Ha YepeH Apob, Thbil KaTo LLaHCoBeTe 3a Hbaella
pemMmncus ca HesHauUTENHMW.

3a okono 10-20% OT naumeHTUTe C aBTOMMYHEH XenaTuT,
yepHoApPOobHa TpaHCNaHTaLMa NpeaCcTaBAsBa KpaliHa TepaneBTUYHa
BB3MOXHOCT. TOBa € rpyna oT He-pearnpalim 1 naumeHT B KpaeH
CTaAul Ha 3abonsaBaHEeTO CU. 5-roanLuHaTa NPexXMBAEMOCT cies,
TpaHcnaaHTaumaTa Bb3an3a Ha 80-90% v cbOTBETCTBa Ha Tasu Npwu
NMbpBUYHa buarapHa Lmpo3a, 10-roguiiHata NpexKMBAemMocT € OKO0
75%.

MoBTOPHO Bb3HMKBALL aBTOMMYHEH XenaTUT B TpaHCMAaHTUPaHWs
opraH ce ot4nTa B 26-42% OT TpaHCMAAHTUPAHUTE NaUMeHTH.
MNoBTOpHaTa NosBa e No-yecTta Npu AeLa, OTKOJKOTO NP Bb3PaCcTHMU.
MNo-ronamata YacT Ha peunanBMTe Bb3HMKBAT B PaMKUTE Ha MbpBUTe
neT rofVHN cnej TpaHcnaaHTaums. Benpekn ageksaTHaTa
cnegonepaTMBHa MMyHOCynpecus, peLnanen Ha bonecTTa He BUHarm
Morart ga 6baaT npesoTBpaTeHN. Ho CbLLO Taka HOBO pa3BuTME Ha
aBTOVMYHEH XenaTuT NpW NauveHT ¢ TPaHCMIaHTU nopaau
pasnnyYHoO YepHoapobHO 3abonsiBaHe e Bb3MOXHO. To3m Tvn ANX e
HapeyeH "aBTOMMYHEH XenaTuT c/ied TpaHcnaaHTauma".

Ho noBTopHaTta nosiBa Ha aBToaHTUTENa Cej onepaLma He o3Ha4vaBa
HenpeMeHHo, Ye HbonectTa e B peLmAnB nan ce e passua Hos AUX.
Okono 50% oT naumeHTUTe pa3BuBaT aBToaHTUTeNa 6e3 fa n3nuTBaTt
peuunavBu Ha bonecTTa.
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11 CwuHpapomMu Ha NpUNoOKpuBaHe

11.1 OnpepeneHune

CnHAPOM Ha NPUMNOKPMBaHE Ce XxapakTepusmpa C eJHOBPEMEHHOTO
nosiBsiBaHe Ha KOHCTaTaL MK 3a ABE pa3nyHM 3ab0siBaHUSA Ha YepHHNs
Apo6 npu eguH naumeHT: Hanpumep, AVX natoc MBLL nan AVX naroc
MCX. B MOMeHTa He CbluecTBYBa €4MHHO OonpejeneHne Ha
CUHAPOMUTE Ha NpuUNoKpuBaHe. BB Bceku cnydald, Tpabea ja ce
roBOpW 3a CUHAPOM Ha NPUMNOKPWBaHe CaMO KOraTo nNpw BHUMaTenHa
OLEeHKa Ha BCUYKM BUOXMMUYHW, CEPONOTUYHMN, UMYHONOTUYHUN U
XWUCTONOFMYHU HAaXOAKUTE COYaT M KbM aBTOMMYHEH XenaTuT n eaHo OT
4apyrvTe aBe 3abonaBaHuA. AKo naumeHTsT ¢ AVIX nposBssBa
aHTUMUTOXOHApPWanHW aHTuTena (AMA) Nnpy OTHOCUTENHO HUCKK
KOHUEeHTpaLumm nav npu naument ¢ MNbL, nokassa aHTUHYkneapH#H
aHTuTena (ANA), Bce oLLe He MOXe Ja ce AnarHocTmumpa CMHAPOM Ha
npunokpueaHe: Hain-BeposaTHO, TOBa He O3HauaBa Nnoseye OT
HecneumdunyHa peakums.

CuHapoma Ha npunokpusaHe npu AUX/TMBL, ce cpewa npun okono
10% oT BC1UKM ciyvan Ha XPOHUYHO aBTOMMYHHO YepHOAPO6HO
3abonsBaHe; cMHAOPMa Ha npunokpmeaHe npu AVX/TCX e no-psagko
cpewaH npu 6%. Taka HapeveHaTa aHTUMUTOXOHAPWaNHa C
oTpuuatentu aHtutena MBL, (okono 10%), n3BecTHa CbLLO KaTo
aBTOMMYHEH XONaHTUT, MOXe fa 6bje CMHAPOM Ha NPUNOKpPUBaHe Tbi
KaTo, OT eAHa cTpaHa, AMA oTcbCTBaT, a OT pyra CTpaHa, He e
HeobwuualiHo ga ce otkpuatT ANA nan gopy SMA 1 UMyHOTreHeTUYHUTE
puckosu dpaktopn DR3 1 DR4. CuHApOMM Ha MpUNoKprBaHe Mexay
AWX v kpunToreHHa Lmpo3sa 1 ¢ BupyceH xenammt C 6axa o6cbaeHw.
Tabnunua 15 npescraBa xapakTepPUCTUKM Ha Hal-BaXKHWUTE CUHAPOMM
Ha NpunokpusaHe.
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11.2 Tepanua Ha CMHAPOMMW Ha NPUNOKpPUBaHe

MporHosata Ha NPV CMHAPOMW Ha NPUNOKPMBaHE € No-MaJKo
6naronpusatHa ot Tasu npu MBL,. B eaHo npoyuBaHe ¢ HabatoaeHMe B
NPOADB/KEHME Ha 6 TOAVHM MPU NALMEHTU CbC CUHAPOM Ha
NpUMNoOKpuBaHe, NOpPTasHa XUNepToHMA, e3odareanHn BapuLm,
CTOMAaLUHO-YPEBHO KbPBEHE, acLUMUT U CMbPT HacTbMBaT 3HaUNTENHO
no-yecto, oTkonkoTo npu MBL, koeTo onpasaaBa KOMBUHUPaHa Tepanus
C YPCOAEOKCHXONEBa KUCEIMHA N CTEPOUAN.

CvHgpoma Ha npunokpusaHe Ha AVX u MBL, ce Tpetnpa ¢ kombUHaLma
OT NpegHn3oH (15 mr/geH) n ypcogeokcnxonesa knceamHa (UDCA), npwm
A03a OoT 14+2 Mr/Kr TefIeCHO Terno Ha AeH.

TepanusaTta Ha cnHApoma Ha npunokpusaHe Ha AUIX / PSC e no-ronamo
Npean3BMKaTe/ICTBO, Tbil KATO CTEPOUANTE MOXKE AENCTBUTENHO Aa
JOoBejaT A0 BjollaBaHe Ha xonaHrnta. Obcbxaa ce 3anousaHe ¢ UDCA B
A03a oT 20 Mr/Kr TefleCHO Ter/o Ha AeH, eBeHTyasHO gobaBsHe
a3atmonpuvH nNpw gHesHa fo3a ot 50-100 mMr nam Hucka go3a Ha cTeponam
ako otrosopa Ha UDCA e HegocTatbuyeH. [Topagn 4ecto pa3ButmMeTo Ha
3HauMTeNHa CTEeHO3a Ha XIbYHUTE MbTULLA, TE3M NaLMEHTU Ce HYXAaAT

+ CuHApOMM Ha NpUNOKPMBaHe
1. AUX + MNbBLU: AMA- (ANA-, SMA-) nonoXuTesieH, XMCTONOrMUYHM AaHHW 3a
ML, n ANX, IgM> IgG, HLA DR3 1 DR4 kakto npu AUX.
2. AUX + MNBL (= AIC: aBTOMMYHeH xonaHruT): AMA-oTtpuuatenHmn, ANA, SMA
no-yectn, xucronornyro kato lMBLL; HLA DR3, DR4 kakto npu AUX, DR8 otcbcTBa.
3. AUX + TICX: ANA, SMA, p-ANCA nonoxutenHo, IgG nosuLeHy,
xuctonornyHo MCX gomuHmpa, no-pagko AUX, ERC n MRC koHcTatauum Kakto
npw MNCX; cBbp3aH € A3BEH KOAWT.

» He-knacudpuumnpyemm pascrpoiictea
KpunToreHeH xpoHuyeH xenatut

 MpomeHAwWM ce agnarHosun
MeLL -> AX
AUX -> MCX:

Tabauua 15:
BapuaHTV Ha aBTOMMYHEH XemnaTuT: CUHAPOMMU Ha MPUNOKPUBaHe
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No-4ecTo OT Npoc/ieAsaBaHe N MOHUTOPWHT, OTKOJAKOTO
npu naumeHTtn c MNMBL, Taka ye NnpobaemunTe, Bb3HNUKHANN
no Bpeme Ha KOMBMHMpaHaTa Tepanus ga Morart ga 6baat
pa3no3HaTh NO-paHO M CBOEBPEMEHHO OTCTPAHEHW.
Kakto 1 npu MNCX, cTeCHeHWTe XNbUYHUTE MBbTULWA MOraT
Jla U3ncKBaT eHAOCKOMNCKa AnnaTauns.

Lo ce oTHacs f0 NeYEHNETO Ha CMHAPOMM Ha
NPUMNOKpUBaHEe HAMa MHOTO OMWT, TbiA KaTo BPOoAT Ha
ny6ankauumTe n 6pOAT Ha NaLMEHTUTE BbB BCUUKM
NpoyYBaHWs € TBbPAEe MasbK U BPEMETO 3a JieKyBaHe
KpaTKo.
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12 Pe3some

ABTOMMYHeHHUA xenatnT (AUX) e XpOHNMYHO aBTOMMYHHO 3abonaBaHe
Ha YyepHusA Apob, KOETO ako He Ce JieKyBa, Nporpecupa Ao umposa. To
ce XxapakTepu3npa ¢ NOBULLIEHN CEPYMHMN TpaHCaMmnHa3w,
bopMUpaHeTO Ha TMMUYHK (HO He 6ONeCTO- UAKM opraHo-cneLndrUHm)
aBTOaHTUTENa M NMOBULLEHN HMBA Ha ramarnobynunH. AUX pearunpa
MHOFO NMOJIOXMNTENHO Ha UMYHOCYNpPecopu, MPOTUBOBbB3MNANINTENHO
neyeHmne. KakTo Npu BCUYKN XPOHNYHW YePHOAPOOHWN 3abonaBaHus,
npeobnagasalmte cumnToMu Ha AUX ca HecneumdUUHK 1 gopu
MoraT Aa OTCbCTBaT. YMOpaTta 1 HamajneHa ¢usmyecka n3apbXxaneocT
ca BUAHW.

JleyeHneTo ce CbCTOM B NpWAaraHe Ha r1tOKOKOPTUKOWAM, KOUTO MoraT
Aa 6baaT KOMOBUHMPaHW ¢ azaTmonpuH. CTpaHnyHuTe edekTn Ha ToBa
NneyeHue ca obpe pasbpaHu 1 MoraT ga ce HaManAT AOMbJHUTENHO
ypes n3nos3BaHe Ha b6yae3oHUA. MaLneHTN PE3UCTEHTHN Ha
TepanusTa MoraT a ce Bb3MoA3BaT OT CbBPEMEHHUTE
MNMYHOCYNPeCcopu v APYr CbeAMHEHWS, KOUTO YaCTUYHO Ca MOJTyYeHU
OT NlekapcTBa 3a TpaHCnaaHTaums. lHec, ¢ nocnesBallo AeyeHue,
NPOABIKNTENHOCTTA Ha XMBOTa Ha NauneHTuTe ¢ AVIX cboTBeTCTBA Ha
Ta3u Ha 3ApaBu xopa. 3apaan baaronpuaTHUTE pesyaTaTu oT
TepanuaTa, NokasaHuATa 3a TpaHCniaHTaLmMa Ha YepeH Apob ca
CPaBHUTENIHO PAAKO CpeLlaHm.

EanH npobaem, KOMTO MOXe fa 0bbpka M AnarHocTmkata u TepanusTa,
Ce OTHacA J0 Taka HapeyeHUTe CUHAPOMM Ha MPUMNOKPUBaHe.
CVHAPOMM Ha NPUMOKPUBaHe ce AnarHoCTMLMpaT Npu NaumneHTy
“MaLLM CMMMATOMM KakTo Ha AUX Taka 1 Ha mbpBMYHa buanapHa
umpo3sa (MBL) nan nbpemyeH ckneposumpaly xonaHrut (MCX). Tesn
nauueHTN ce Bb3MNO/I3BaT OT KOMBUHMpPaHa Tepanus, BKAOYBaLLa
TNFOKOKOPTUKOWAM, a3aTUOMNPUH M XJTbUHaTa KNCeNnHa,
ypcogeokcmxonesa knceanHa (UDCA). MaymeHTn, npun Kkomto
CMHAPOMUTE Ha NPUMNOKpMBaHe cbyeTaBaT cumnTomm Ha AUNX ¢ MCX
CbC CbOTBETHATa CTEHO3a Ha XJ/TbYHM MbTULLA, CbLLO MOraT ja ce
Bb3M0/A3BAT OT eHAOCKOMNCKa Annataums Ha XAbYHUTE MbTULLA.
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