92 CTP. KH. 1-T.2006 BEbATAPCKA XEMNMATOTACTPOEHTEPOAOTMUA

ABTOMMYHHHU YEPHOAPOBHHU BOJIECTH

Juacnocmuuen u mepanesmuuen aneopumvm (KOHCEHCYC)

B rpynara Ha aBTOMMYyHHHTE YepHOAPOOHH 00JIECTH Ce BKIIIOUBAT aBTOMMYHHUST XEIaTuT, TbpBUYHATa OMnapHa
LIPO3a, IEPBUYHUAT CKIEPO3UPALL XONAHIUT ¥ BAPUAHTHUTE UM (GopMu. KITMHMYHUTE NPOSBY U €CTECTBEHUAT X0/ Ha
GonecTTa BapupaT 3HAYUTEITHO U 3aTPYIHIBAT MTOCTABSIHETO HA IMArHO3aTa ! JICYCHHUETO.

ETnonorusTa Ha aBTOMMyHHUTE YepHOAPOOHM OojiecTH He e yrouHeHa. [1o Ta3u nmpuunHa KnacudukanusiTa uM
Ce OCHOBaBa [10-CKOPO HAa KOHCEHCYCHU CXBaIllaHMUI, OTKOJIKOTO Ha TBhpAU (pakTi. OCBEH TOBa, KIMHUYHUTE HAOMIOICHUSI
IIOKa3Bart, 4e 4acT OT HAlMEeHTHTEe UMAaT Oele3d Ha IoBede OT eJHA aBTOMMYHHA YepHOAPOOHa 00JIecT, KOETO Ch3aBa
YCIIOBUSI 32 MPOTUBOPEUNS MPH Je(PUHUPAHETO HA AUATHOCTHYHHUTE KPUTEPUH W OIPEACISIHETO HA TEPANCBTHUHMS
nozxoA. PaznuuunsiTa B KTMHUYHNS X0/ HA OOJIECTTa PH OTAEIHUTE MAMeHTH Ch3/1aBaT TPYJAHOCTH H IIPH OLICHKAaTa Ha
e(peKTUBHOCTTA OT JICYEHHETO.

[IpenumMHOTO 3acsiraHe Ha MALMeHTH B aKTHBHA Bh3PACT, CKIIOHHOCTTA Ha aBTOMMYHHHTE O0JIECTH KBbM IIPOTPeCHs]
JI0 IIUpO3a, YEPHOIPOOHA HEJOCTAaThUYHOCT U CMBPT, TPYAHOTO IOBIHMSIBAHE OT CEra ChIIECTBYBAIIOTO JECUCHUE H
HEOOXOMMOCTTa OT YePHOAPOOHA TPAHCIUIAHTAIHS ONPEIEIISIT TOJsIMaTa COIMaIHA 3HAYMMOCT Ha Te3U 3a00JIIBaHNSI.

I. ABTOUMYHEH XenaTuT

AstoumyHHUsIT xernatutT (AMX) e Bp3nanuTesHo 3a00JsiBaHE HA YEpHUS APOO C HEM3BECTHA €THOJIOTHS.
XapakTepHO 3a Hero e HaluuyueTo Ha interface-xemaTuT, mopTanHa NIa3MOLUTHA HHQUIATpPALMA,
XHIIEPraMarioOyIMHEMHSI 1 aBTOAHTHUTENA.

YecToTa M X011 HA 3200/19BaHETO:

Yecrorara Ha AUX e 1.9-16.9/100 000. XKenure 6onemyBar no-4ecro. 3adossiBaneTo e ¢ 0bp3a nporpecus - 40
% oT HesleKyBaHMTE ciiydau ¢ TeKbKk AVX ymupar B mepBuTE 6 MECelia ciiesi MOCTaBsiHE Ha AuarHosara, a Hajx 40 % ot
OCTaHaJMTe Pa3BHBAT IMpo3a. B mbpBute 2 romunu cies GopMupaHEeTo Ha IUPO3a, MPH MOBeYe OT ITOJIOBUHATA OT
MAlMEHTHUTE CE€ YCTAHOBSBAT BApHIM Ha XpaHonpoBoaa ¥ 20% OT TsIX 3aruBaT OT XeMOparusi.

TpaiiHoTo TOBHIIIEHHE HAa amMmuHOTpaHcpepazute Hax 10 mbTH Hazg ropHara pedepentHa croviHocT (I'PC) nnm
noBuieHneTo uM Haja 5 et Hax ['PC B chueTanme ¢ moBHMmIeHHe Ha ramarnoOynmauTe Hapn 2 meta Hag [PC, ca
npezckaspail (Gakrop 3a paHHa cMBPTHOCT. Hanmumero Ha bridging-Hekpo3n wim MynTHanWHapHU HEKPO3W IPH
XHMCTOJIOTMYHOTO U3CIIEIBAHE ONpPEEsl pa3BUTHE Ha IIPo3a 3a 5 rofuHu B Hall 80% OT ciydaute mpu cMbpTHOCT 45%.
[1pu mo-nexu 71a00PaTOPHU U XUCTOIIOTMYHH IPOMEHH IMPO3a Ce pa3BHBa 3a 15 I. IpH MOIOBHHATA OT NALMEHTUTE IIPH
CMBPTHOCT OT YE€PHOAPOOHA HEAOCTATHYHOCT B 15% OT ciydaure.

YecTo Hauajo0To Ha OOJECTTA € OCTPO, BB3MOXKHO € M (DYJIMHUHAHTHO MPOTHYAHE C OCTPa YEPHOIPOOHA
HEZOCTaThYHOCT.

JuMarHocTHYHN KpUTEpPUHU:

3amocraBsHe Ha IMarHo3ara € HeoOXOAUMO Jja CE yCTaHOBAT XapaKTEpHUTE 3a 00J1eCTTa KIMHUYHH, Ja00PaTOPHU
Y XMCTOJIOTYHH IIPOMEHH, U [1a C€ M3KII0YAT IPYTH ChCTOSHUS, KouTo Harmono0ssar AVX. OCHOBHO 3Ha4eHHEe UMAaT
M3CIJIEIBAHETO HAa CEpyMHHUTE aMHUHOTpaHcdepasu u rama-mioOynuay, Hanuuuero Ha AHA n/mmm ATMA (ako ca
HeraTuBHU — Ha aHTU-LKM1), 1 3BbpIIBaHETO HA YepHOAPOOHA OUOTICHSL.

XHCTONOTMYHOTO M3CIE/IBAHE € 3aABJDKUTENHO 3a IOCTaBsHE Ha AWAarHo3ara, OIpe/ieliiHe Ha TeXecTTa Ha
3a00JIsIBAaHETO M MIOKa3aHMsATA 3a JiedueHre. HUBoTo Ha cepyMHUTE aMHHOTpaHCc(epasy 1 rama-rIo0yIrHH He 0Tpa3siBa
XHMCTOJIOTHYHOTO YBPEXK/JJaHE U IMIPUCHCTBUETO WIIH JIMIICAaTa Ha Mpo3a. XapakTepHu Oene3un Ha AUX ca HanmmureTo Ha
interface-xenarur v mopraieH 1mIa3MoLUUTEeH MHPUITPAT. XUCTOIIOTMYHUTE IIPOMEHH HE ca CTporo crienupuyau. Baxuo
e J1a ce M3KIoUaT HiIKou xepenautapHu (6onect Ha Wilson, anda-1-aHTUTPUIICHHOB JePUIIHUT, XEMOXPOMATO3a),
nH(pekmosnu (xematut A, B, C) n nexkapcrseHo-uHaynupanu (minocycline, nitrofurantoin, isoniazid, propylthiouracil,
alfa-methyldopa) ChCTOSIHHSI, KOUTO MOTAT Jia HAMOAOOSAT omucaHuTe MpoMeHu. [Ipu CUTYPHU MHCTPYMEHTAJIHH JTAHHU
3a cpopMupaHa IUPO3a U MPH ASKOMIIEHCHPAHO 3a00NIBaHE C aCLMT, UKTEp WM eHIedalonaTis He ce M3BbPIIBA
MEepKyTaHHA YepHOAPOOHA OHOIICHSL.

HeoGxoaumo ycitoBue 3a TMarHo3ara € 1 HaJlnire Ha KOHBEHIIMOHAJIHY 3a 3a00isBaneTo aBroaHTuTena —AHA,
AT'MA, antu-LKM1, autu-SLA/LP. Cy6knacudukaimsra Ha AVIX BKIIfo4Ba 3 THIIa CIIOpE]T BUjia Ha aBTOAHTUTEIIATa
B cepyMa: [ Tun (Haii-yecr) — ¢ Hanmune Ha AHA w/uiu ATMA; II tun — ¢ Hanmume va antu-LKM1. PazHoBuaHOCT Ha
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I1 Tum npezcTaBsiBa ChUSTAHUETO MY ChC CHHAPOMA Ha aBTOMMYHHA [OJIHEHJOKPHHOIATHSI-KaHIH103a-eKTOepMaHa
nuctpodus (APECED); III Tun — ¢ nanuuue Ha antu-SLA/LP.

Cunra ce, 4ye etmwiorusara Ha Tpute Tuna AUX e exurHa. OTrOBOPBT UM KBM JICUCHHE € CXOZICH M IO Ta3H
MpUYMHA Ha cyOKmacu(pUKanusaTa He ce MpHIaBa ChUIIECTBCHO KIMHHYHO 3Ha4YeHHe. V3KiIoueHne mpeIcTaBisaBa
cpueranuneto Ha AUX II Tun ¢ APECED, koeto mMa 0cobeHO arpecBeH X0/ U He OTroBaps 100pe Ha CTaHIapTHUTE
HUMYHOCYTIPECHBHHU PEKUMH.

Juarnoctnunnte kpurepun 3a AMX naBaT BE3MOXHOCT 32 INpPELEHKa Ha CUTYPHOCTTA Ha AWarHo3ara U ca
00EKT Ha IMOCTOSHHO akTyanusupase (Tadi. 1). Paznuuusara Mexay BeposTHaTa U CUTypHaTa AMarHo3a ce OCHOBaBaT
MPEIMMHO Ha CTOHHOCTTA Ha cepyMHHTe rama-rno0ynunu u IgG, THThpa Ha aBTOAHTHUTENATa 1 KCIO3UIHATA Ha APYTH
XeTaToTOKCHYHU (pakTopu. Hsama n3ucksaHe 3a onpe/eneHa IPOIbKUTEIHOCT Ha 3a00711BaHETO, 3a 1a ce pUeMe, e
€ XpoHn4yHo. Hannunero Ha KIMHUYHMY, JJAOOPAaTOPHU MIIM XHUCTOJIOTWYHHU IPOMEHHU OT XOJIECTaTHUCH XapakTep ca
npotuB auarnozata AVX. Be3M0oXKHO € chueTaHue ¢ MbpBUYEH CKIIEPO3UPAIIl XOJIAHT T, C TEPBUYHA OMJIMapHa IIUPo3a
WM C aBTOMMYHEH XOJIaHT'MT B paMKHTE Ha T.Hap. overlap-CHHAPOM.

Ta6a. 1. lnarnocTuuHu kputepun 3a AUX.

N3nuckBanus Curypes AUX Beposten AUUX

Jlunca Ha reHeTUYHO Hopwmanen ¢enorun Ha anda-1- | Yactuyen nedpunur Ha anda-1-

3aboisiBaHe AHTUTPUIICHH AQHTUTPUIICUH

Jlurica Ha aKTHBHA BUpYCHA Hsma mapkep 3a HacTosmIa Hsma mapkep 3a HacTosIna

WHEKIUs WHQEKIYs C BUPYCH Ha XeNaTUT | MH(EKUHUs C BUPYCH Ha XEMaTUT
A,B,C A,B,C

Jlurnca Ha TOKCUYHO yBpexkaaHe | J[HeBHa KOHCyMmaIus Ha JlHeBHA KOHCYMAaIHs Ha
AJIKOXO0J <25 g U HiMa ankoxois <50 g u HaAMa
CKOpOILIHA ynoTpeda Ha CKOpOILIHA ynoTpeda Ha

XCNaTOTOKCUYHHU MCINKaMCHTHU XCNIaTOTOKCUYHH MCINKaMCHTHU

JlabopaTopHu H3CIIeABAHAS [IpenuMHO yBEnMUueHHE HA [IpenumHO yBENIMYEHHUE HA
amMmuHOTpaHchepaznurTe amMuHOTpaHc(hepasuTe
VYBenuueHue Ha rama- BcesixakBo noBuiieHye Ha rama-

rnoOymuaute win IgG none 1.5 | rmoOynuauTe
meTd Hax [ PC

ABToanTuTeIa Croiinoct Ha AHA, ATMA umn | Croiinoct Ha AHA, ATMA v
antu-LKM1 nowne 1:80 (pu antu-LKM1 nore 1:40 wm
neua none 1:20) HaJu4Me Ha ApYyru
Jlunca Ha AMA asroanrurena (pANCA, anru-

ASGPR, antu-SLA/LP, antu-
LC1)

XUCTOJIOTUYHI IPOMEHU Interface-xenarur Interface-xenarur
Jluncat yBpexiaHe Ha JluncBaT yBpexIaHe Ha
KI'BYHUTE KaHAIHU, [PaHyJIOMH KITBYHUTE KaHAIIU, TPAHyJIOMHU
WK OTYETIIMBH IPOMEHH, WM OTYETIIMBH POMEHH,
XapaKTepHH 3a IPYro XapaKkTepHH 3a JPYro
3a00Js1BaHe. 3abosIsiBaHe.

ITpuera e u ckOpoBa cUCTEMa 3a OLICHKA Ha CTEIIEHTa Ha CUT'yPHOCT Ha JUarHO3aTa, KOATO CHIIO Ce aKTyaIu3upa
(Tabn. 2). UyBcTBUTENHOCTTA ¥ 3a mocTaBgHe Ha auarHoszata ANX e 97-100% u 0CHOBHOTO I TPEIUMCTBO € NpU
CIlyJaWuTe C BAPHAHTHU WM aTUITHYHU CHHIPOMH.
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Taoa. 2. /lnarHocTUYHA CKOPOBa cucTeMa 3a atTunuyeH AUX npu Bb3pacTHU.

Kareropus daxTop Ckop
ITon Kenn +2
Crornomenue AP/AsT (AIT) >3 -2
<L.5 +2
[NoBulieHe HAa TaMa-TJIO0YIHHUTE >2.0 +3
wm IgG (B mpTH cipsmo T'PC) 1.5-2.0 +2
1.0-1.5 +1
<1.0 0
Tursp Ha AHA, ATMA wiu auTu-
LKMI1 >1:80 +3
1:80 +2
1:40 +1
<1:40 0
AMA IMosutuBE AMA -4
Mapxkepy Ha aKTHBHA BUpYCHa [To3uTnBHU -3
nH}EKIus HeratuBHu +3
XernaToTOKCHUYHHU MEIMKaMEHTH Ha -4
He +1
Ankoxon <25 g/nen +2
>60 g/nen -2

C’LH’BTCTBaI_HI/I NMYHHH

BcsikakBo H3BBHYCPHOIPOOHO 3a00IIABaHE +2

3a00sIBaHUA C IMyHHa reHe3a

Jpyru aBTOanTHTENA Autu-SLA/LP, anru-actin, antu-LC1, +2
pANCA

XUCTOJIOTHYHU IPOMECHHU Interface-xematur +3
ITnazmomutn +1
Posetkn +1
Huto enHo oT ropHute Tpu -5
[TpoMeHH B KITBYHHUTE KaHATH™ -3
ATHTIHYHE TIPOMEHA ™ * -3

HLA DR3 wm DR4 +1

OTroBop KbM JICUCHHUE Pemucus +2
Pemucus ¢ nociesBaii penarnc +3

OO0 ckop mpeau JIeYeHUE Curypna anarHosa >15
BepositHa auarHosa 10-15

OO0111 CKOp cIIeT ICUCHHE CurypHa auarfosa >17
BeposiTHa nuarsosa 12-17

* BKiIrOYBa AECTPYKTHBEH XOJNAHTUT, HEACCTPYKTUBEH XOJNAHTUT, TyKTOICHHMSL.
** BrITIOYBa CTEaT03a, ChIBPIKAHME HA HKEIA30 KAKTO MPU FEHETHYHA XEMOXPOMAT03a, AJIKOXOJICH XEIaTuT, Oesie3un Ha
BUPYCHO 3a00Js1BaHe WK BKItouBaHus kKakto npu CMV umi HSV.




BEBbATAPCKA XEMNMATOTACTPOEHTEPOAOTIMA .2006 - KH. 1 CTP.95

Cbo0pakeHus IpU NOCTABSHE HA IMArHO3aTa:

[Mpu kTMHUYHA 1 Ta0OPATOPHU OCHOBAHMS 3a Hammune Ha AUX, 3MpaBHOOCHTYpUTEITHATA CHCTEMa TPsOBa 1a
rapaHTHpa XOCIUTalu3alus Ha manueHTa B ['acTpoeHTeposornyHa KiInHHKA. [len Ha OONHUYHHS MPEeCcTor €
OCBILECTBSIBAHETO HA YepHOIpoOHa Ouorncust, Doppler-oBo n3cnenpane Ha opTaiHaTa CHCTEMa, TOpPHA SHJIOCKOIIUS 3a
JIHarHo3a Ha BapHUIM Ha XpaHOMPOBOJIA, CTOMaxa U MOPTATHA XUIIEPTEH3UBHA racTponarus. M3BbpIiBa ce KOMIUIEKCHA
KJIMHAYHA, eXxorpadcka, XUCTOJIOTUYHA U JJabopaTopHa OIICHKA Ha TEIKECTTA Ha 3a00JIBAaHETO, HATMYUETO U CTCIICHTA
Ha YepHOAPOOHA HEOCTATHYHOCT, IMATHOCTULIMPAT C€ ChIIBTCTBAINUTE 3a00siBaHus. OMNpeessiT ce MoKazaHusTa 3a
MIPOBEXKIAHE HA JICUCHUE U BUIIBT MY.

IMoxa3anus 3a JeyeHne

[Tpu Benuku ciydau ¢ Texbk AUX e mokazaHa monsara oT KOpTUKOCTeponJHa Tepanws. [larueHTuTe ¢ nuposa
n Texxbk AUX oTroBapsT Ha JiedeHUE KaKTO ManueHTuTe 0e3 nmposa. [lokazaHusTa 3a MpoBeXXAaHe Ha JEUCHHE ca
abcomoTH 1 oTHOCUTENHH (Tabi. 3). [lanmenTrTe, Ipu KOUTO HE ca U3ITBIIHEHN a0COMIOTHUTE KPUTEPHH 32 JICUCHHE,
ce MpeleHsBaT HHANBUIYaIHO. JleueHne MoXe J1a He ce TIpujiara py HeaKTHBHA [IMP03a, HAJIMYMe camo Ha interface-
XeMaTuT B OTChCTBUE Ha bridging-Hekpo3u U MylITHALIMHAPHU HEKPO3H, IPU CEPUO3HU CHITBTCTBALLM 3a00/IIBaHUS WIH
HEMOHOCHMOCT KBM NPUIIAraHUTE MEAUKAMEHTH.

Tao6a. 3. Ilokazanus 3a jieueHue.

AOCOJIFOTHH ITOKa3aHUS OTHOCHUTEJHU NTOKa3aHUs

IMosumenue va AsT mone 10 mpt Hag ['PC Hanuuune Ha cumnromu (ciaabocT, apTpanruu,
UKTEp)

ITosumenue Ha AsT none 5 netu Hag ['PC B

ChUETaHUE C MOBUIICHUE HA TaMa-TJIO0yINHUTE Croitnoct Ha AsT u/unu rama-riioOyIUHUTE MO

noHe 2 neTu Hag ['PC HHUBOTO Ha aOCOJIFOTHUTE KPUTEPUHU

Bridging-Hexpo3u MK MyJNTHAIIMHAPHU HEKPO3H Interface-xemarur

Jleuenne Ha AUX
KonBeHImoHamHOTO Jieuenue ce nposexxaa ¢ Dehydrocortison caMoCTOATENHO WM B KOMOUHAIIUS €
Azathioprin (ta6m. 4).

Tabmuna 4. KoHBeHIMOHAJHM peXUMHU Ha jJedyeHue Ha AUX.

CaMOCTOATENHO Komb6unupano neuenue

Prednisone (mg/nen) Prednison +Azathioprine (mg/nen)
Ceamuna 1 60 30 50
Cenmuna 2 40 20 50
Cenmuna 3 30 15 50
Cenmuna 4 30 15 50
Homawspixkama 103a 20 10 50
IIpennouura ce npu: Huronenust ITocTmMeHnonay3aiHo

Bpemennoct Octeomnopo3sa

MasurseHo 3abossBase JlaOunen nuaber

Kparbk xype (<6 mecena) 3aTnbcTABaHe

Jedunur va Thiopurine - Axue

MeTHITpaHcepasa Emonuonanna nadbunHoct

ApTepuasiHa XUIEpTOHHUS

Crpannunute aeiictusg Ha Dehydrocortison BkIoYBaT KO3METHYHH NMPOMEHH, 3aTTBCTSABAaHE, OCTEONOPO3a,
BepTeOpaliHa KOMIIpeCHs, AUabeT, KaTapakTa, XUIIePTOHUS u nicnxo3r. O0m4aifHo ce pa3BHBaT MpH JieueHue Hag 18
Mecena Ipu noaasprkania 1o3a #Haa 10 mg. IlpexbcBane ce Hanara npu no-mManko ot 15% ot ciyvante. KomOnHMpanust
PEXHM € C IO-MAJIKO CTEPOUA-UHAYLUPAHN CTPAHNYHU JEHCTBUSL

CrpanndHuTe ACHCTBUS IpH JiedeHne ¢ Azathioprin BKiItOUBaT X0IECTaTHYIEH XCIATUT, BEHOOKITy3UBHA OOIIECT,
MAHKPEATHT, TajieHe, MOBphIaHe, OOPHBH U NMOTHCKaHE Ha KOCTHOMO3bUHaTa GyHkuus. Habmonasar ce npu 15% ot
NALMEeHTHTE, JIeKyBaHH ¢ 103a 50 mg W OT3BydYaBaT cjel HaMalsgBaHe Ha [03aTa WIM CIMpaHe HAa MEAUKaMEHTA.
TeopeTH4HHUAT OHKOTEHETHYEH PUCK IPU UMYHOCYIIPECHBHOTO JieueHne Ha AWX cripsMo HOpMajHaTa MOITyJIalus €
1.4.
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KoHBEHIIMOHATHOTO JICUeHHE MPOIBIDKAaBa, JOKATO CE OTYETE €JHA OT CICIHUTE YEeTHPH BB3MOKHOCTH
(endpoints): mocTurane Ha peMucHsl, HEYCIIEX OT JEUEHUETO, HEIbIEH OTIOBOP WM JIEKAPCTBEHA TOKCHYHOCT (Tabil.
5). He cpiectByBa (prikcrpana MUHUMAITHA WITH MAKCUMAaJTHA TIPOABIDKATEITHOCT Ha JJeueHne. PemucusaTa psIiko HacThIIBa
npen mepeute 12 mecena. 80% OT manueHTHTE BIN3aT B PEMICHS B pAMKHTE Ha 3-TOAMIITHO JICICHIE. XUCTOIOTHIHOTO
nofoOpeHue ce oTuuTa 3-6 Mecena e/ KITHHIYHOTO ¥ OMOXMUMUYHOTO,  HACTHIIBAHETO MY OIpE/ICisi HABITU3aHETO B
pEMHUCHS U CITUPAHETO Ha JiedeHreTo. Clies] MpeyCcTaHOBSIBAHE HA JICUCHUETO KITMHHIHUAT U T1a00paTopeH KOHTPOIT Ce
OCBIIECTBSABAT BCCKH MECEII IPe3 MIbPBUTE 3 Mecella ¥ Ha BCEKH 3 Mecella Ipe3 IbpBaTa FoIMHA C OIIC]] yCTaHOBSBAHE
Ha pearnc.

PesanchT ¢ pecakTuBUpaHe Ha 3a00JSIBAHCTO CJIC]T IIOCTHTAHE HA PEMHUCHS M CIIPaHE Ha JicueHueTo. [IposBsisa
ce cbe crmaboct, aprpanruu u nosuinenne Ha AsT Hax 3 meTr cripsimo I'PC. B 3aBHCHMOCT OT XHCTOJIOrHYHATA HAXOIKA
npu cnivpade Ha Jedenueto, npu 20-100% ot ciayyante ¢ AUX HacTbmnBa penarnc. [IbpBUAT penamnc ce TpeTtupa ¢
KOHBCHIIMOHAJICH PE)KUM Ha JicueHue. [Ipy mManueHTUTe ¢ TIOBEUE OT SIMH PEJIarc ¢e MpHiIara MoCcTosHHA MO IbpIKaIia
tepanusi ¢ Dehydrocortison w/nnu Azathioprin ¢ 1ies1 KOHTPOI HaJT aKTHBHOCTTA Ha 3a00J1IBAHETO, KOSTO € BE3MOYKHO B
70-90% ot ciydaure.

10- 1 20-romumHaTa npeKUBIEMOCT Ha JIGKyBaHHUTE MAeHTH ¢ TeXbk AUX Hagsumasa 80%.

Taonuua 5. Bb3M0o:KHU pe3yJTaTH 0T KOHBEHIIHOHAJIHOTO Jedyenne Ha AUX u moc/enBany moaxo.

Pesynrar Kpurepun [ToBenenue
Pemucus Jlunca Ha cuMnTOMHU [Tocrenenno cnupane Ha Prednisone B
Hopmainnu croiiHocTH paMKuTe Ha 6 ceIMUII
Ha OmupyOMHA U raMa-TI00yTHHATE Cnupane Ha Azathioprine
HopMannu croiiHOCTH Ha PenoBHO MOHUTOpHUpAHE 32 HACTHIIBAHE
aMUHOTpaHc(hepa3nuTe WK TOBUIIEHUE JI0 2 Ha peJaric
meTH Hax [ PC
HopmManHa XHCTOJNIOTHYHA HAX0/AKa UITH
MUHUMaJIHO Bb3najenue Oe3 interface-
XeMaTUT
Heycnex ot Knuanuno, 1abopaTopHO U XUCTOJIOTUYHO Prednisone 60 mg nueBHO ninu
JI€YEHUETO BJIOLIaBaHe HA )OHA HA CTPUKTHO Prednisone 30 mg nHeBHO B
MPOBEXKIAHO JICUCHUE komOunanus ¢ Azathioprine 150 mg
[ToBumenne Ha aMmuHOTpaHchepasute ¢ 67% | JTHEBHO B NPOABIDKEHHE HA TOHE |
[TosiBa Ha MKTEP, ACHUT WIH YEPHOIPOOHA mecell. [Ipu mogoOpenue - peaykuus Ha
eHnedanomnarus J103aTa BEJHBX MECEUHO JI0 JOCTUTaHe
Ha CTaHJapTHaTa MOJIbpoKalia 103a.
Henbiien JlexocTeneHHO WK JIMIICBAIO 000 peHne Penykuus Ha no3ara Ha MEIMKaMEHTHUTE
OTTOBOP Ha KJIMHUYHUTE, 1a00paTOpHUTE U JI0 Hali-MaJIkaTa Bb3MOJKHA J103a, C LeJ
XHCTOJIOTMYHUTE IPOMEHH 110 BpeMe Ha IpeIOTBpaTABAHE HA BIONIABaHE.
JIeUeHHe. HenpekscHato neuenue
HeBb3MOXKHOCT 3a MOCTUIaHE HA PEMHUCHS
cien 3-TOANIIHO JIeYeHHE
Hsima BromaBane Ha CbCTOSTHUETO.
JIexkapcTBena TeKKu KO3METUYHU IPOMEHH, CUMIITOMHO- HamansBane Ha no3arta uiau criupaHe Ha
TOKCHYHOCT MPOsIBEHA OCTEOTEHUS, EMOI[OHAIHA MEANKaMEHTa B 3aBUCHMOCT OT TEXECTTa
HecTaOUITHOCT, HeJOObP KOHTPOJ HaJ Ha CTPaHUYHOTO JeHCTBUE.
XHIIEPTOHUATA, JTa0MIIeH 1uader, [TponpmkaBaHe Ha JICYEHUETO C
porpecupania nuToNneHus MEJIMKaMeHTa, KOWTO ce MOHacs.

IloBeneHue npu Heycnex OT Je4eHHETO

[Tpu Heycrex 0T KOHBEHLMOHAITHOTO JIeUeHHe ce 00ckxaa npuiokeHne Ha Cyclosporin, Tacrolimus, Budesonide,
Deflazacort, 6-mercaptopurine, Methotrexate, Cyclophosphamide, Mycofenolate mofetil nnu Ypconeokcuxonesa
kucenuHa (YIXK).

[ManueHTHTE € BIOIIABAHE MO BPEME WIIU Cliel KOPTUKOCTEPOUIHOTO JICUCHUE CE JICKYBAaT €(EKTHBHO C
yepHoapoOHa tpanciianTanust (UT). [Terrogumnara npexussemoct cien YT no moBox Ha AUX Hansuiiasa 90%, a
10-rogumnara e 75%. [Ipu naumeHTHTe C YepHOAPOOHA JEKOMIICHCAIUS, MPEau Ja ObJaT MPEJIOKESHH 3a
TpaHCIIaHTALHUs, ce MPOBEXKIa OIHT 3a JIeYEHHE ¢ KOpTHKOocTepouau. IIpy yacT OT MalMeHTHTE C aBaHCHPAJIO
3a00msBaHe, acUUT W/HIK eHiedanonatus ce mocrura nopobperne u orcpouBane Ha YT. Octpara yepHOIpOOHA
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HEZO0CTaThYHOCT, IpHunHeHa oT AUX, ce jiekyBa ¢ KOPTUKOCTEPOUAHN U MIPH Heycrex ce m3pbpiuBa YT.
ITpu oxomo 3% ot manmentute ciren YT ce Habmonasa de novo ANX, kolTo 0OMKHOBEHO € JIEK U Ce TI0/11aBa Ha
UMYHOCYIIPECHS.

Cbo0OpakeHnsi MPU NPoOBeKIaHe Ha JiedeHHe HAa Ha AUX

IIpu mocraBeHa muarno3a AMX w ompeneneHa TEXECT Ha 3a00IIBaHETO, 3MPABHOOCHTYPHUTEITHATA CHCTEMA
cllefiBa J1a TapaHTHPa HEOOXOAMMOTO KOHBEHIMOHAJHO JIEUEHHE Ha MalMeHTHTe W KIMHUYHOTO, JIAOOPaTOPHO H
WHCTPYMEHTAITHO Mpoce/sIBaHe 10 BpeMe Ha JiedeHneTo. Heo6xoammo e ocurypsiBaHeTo Ha JOCTHIT U 10 CbOTBETHUTE
CIIELIMANIICTH 32 NPOPHUIAKTHKA U JICUEHHUE Ha YCIOKHEHHUSATA OT JICUEHUETO (€HJOKPUHOIIOT, KapAHOJIOT, 0(TaIMOJIOT,
XEMarToJIOT, IEpMAaTOoJIOT, ICUXUATHP U Ap.). IIpr He06X0IMMOCT OT JIeUeHHE Ha HEeXXeMaH! e(PEKTH OT TepanusiTa, cieaBa
Ype3 37paBHOOCUTYPHTEITHATA CHCTEMA JIa ce o0e3reyuar Hy)KHUTe MeankaMeHTH. [Tocouennte chobpaxenust TpsiOBa
Jla ce UMarT IpesiBUA U TIPU HEMTBJIEH OTTOBOP KBbM JIEUEHHETO.

31paBHOOCUTYpUTENHATa CHUCTEMA CIIEABA J1a FapaHTHpa XOCHHUTAIM3alUATa Ha MallMeHTa 3a JIOKa3BaHE Ha
HACTBIIMJIATa PEMUCHUSI ¥ M3BBPIIBAHETO Ha HEOOXOMMMMTE U3CJICABAHUS 3a Ta3u Iei. [IpuemMaHe Ha maiyieHTa B
racTPOCHTEPOIOTHYHA KIIMHHUKA TPsIOBa J]a c€ OCUTYPH M TIPH BCSIKO BIIOIIABAHE B XOJIa HA JICUSHUETO WIIH TIPHU pelarc.

IIpu HeycIIex OT IEYEHNETO 3/[PaBHOOCUTYPUTETHATA CHCTEMA CIIE/IBA J1a 00€3I1EeUH Bh3MOKHOCT 3a IIPOBEXKIaHE
Ha JICYEHUE C aITePHATUBHUTE CPEACTBA 32 IMYHOCYNPECHS, KAKTO U MOHUTOPUPAHETO HA OTTOBOPA KBM JIEUEHHE.

ITpu HEeycnex OT MEIMKaMEHTO3HOTO JIEUEHUE €INHCTBEHA Bb3MOKHOCT 3a 3alla3BaHe Ha KMBOTA HA MallUCHTa
OCTaBa YepHOAPOOHaTa TPAHCIUIAHTAINS W N3BBPIIBAHETO i 1pH marpeHTnTe ¢ AUX cnensa ma Obae MpHOpHUTET Ha
30paBHOOCUTYpPUTEIHATA CUCTEMA.

II. ITbpBUYHa OuIMaApHA HUPO3a

[IbpBuuHara 6unuapua mupo3a (I1BL]) e 3a0onsBaHe Ha 4epHHUs APOO C aBTOMMYHHA T'€HE3a, KOeTO 3acsra
NPEIMMHO )KEHHU Ha CpeiHa BB3pacT. 3al0yBa KaTo rpaHylIoMaTo3Ha AeCTPYKLHS Ha MHTePI00yIapHUTE *KITbUHH KaHAIH,
KOATO NMPHYMHABA IyKTONMEHUsA. ToBa BOIM [0 Mporpecupaina xonecrasa, Gudposa, nupo3a u yepHoapoOHa
HEJ0CTaTh4YHOCT.

YecToTa M KJIMHHYEH X0

Yecrorara Ha ITBI] e 2-15/100 000. B uHsaxou o6mactu goctura o 42/100 000. 95% ot nmaryeHTHUTe ca KeHH.
Bpemero Ha mporpecus 10 YepHOApOoOHa HENOCTATHYHOCT BaApHUpPa 3HAYUTEIHO IIPHU OTIEIHUTE ciry4yau. [loHacTosmiem
50-60% ot mareHTHTE ca 0€3 CHUMITOMH TIPH ITOCTaBsIHE Ha JMarHo3ara v 3a00JIsIBaHETO Hall-4eCcTO ce OTKPUBA MPU
CIIy4aifHO YCTaHOBEHA XOJIECTa3a W HAJIMYKMe HAa aHTUMUTOXOHIpUANHU aHTHTena (AMA) wim npu u3cieaBaHe 1o
TTOBOJ Ha JpyTo 3abomsBane. CpeHATa TIPEKUBSIEMOCT CJIE]] IOCTABSIHE HA AWarfo3ara € 16 T. 3a 0e3CHMITOMHUTE
TAaLKEHTH U 7.5 T. 32 CAMIITOMHOIIPOSIBEHUTE CITyYaH.

Xapaxrepru 3a [1B1] ca ciienxnuTe mposiBH: yMopa, ChpOeXk, MopTaIHa XUIIEPTOHHUS, METa0OINTHA KOCTHA O0JIeCT,
KCaHTOMH, MaabcopOIysI Ha MAaCTHOPa3TBOPUMH BUTAMHHH, YPOUH(EKINH, KaKTO U pa3BUTHE Ha Heolulasud. B Han
80% ot cimyganTe c [IBI] ce oTkprBa ChIIFTCTBAIA aBTOMMYHHA Oosect (Tabdm.1).

Tabmuna 1. CeobTeTBalM aBTOMMYHHM 3a001sBanus npu I1BI]

TupeouaHa TUCHYHKIHS
CucremHa ckieposa
PeBmaTounen aptpur
Cunapom Ha Sjogren
Cunnpom Ha Raynaud
CREST-cunapom

I'myTrenoBa eHTeponaTus
Vuepo3eH KOJIuT

TpaHcBep3ajeH MUEIUT
CupHUHTOMUETHS

ABTOMMYHHA XEMOJIUTHYHA AHEMHS
Aptepunr Ha Takayasu

Cr3nazeHu ca pa3nuaHu nporHoctinaan Mozeny Ha [1BI] (Tabmn. 2). OcHOBeH NporHOCTHYEH (aKkTop € HUBOTO
Ha cepyMHUs OMIMpyOWH, 3HaYE€HHE MMaT ¥ HAJIMYMETO Ha IMP03a, Bb3pacTTa U HUBOTO Ha ajOymuHa. CepyMHUST
OMIMpyOHH MOXKE J1a Ce U3IT0JI3Ba KaTo HHAMKATOP 3a U3BBPIIBAHE Ha TPAHCIUIAHTALHSL.







