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[ paHyAemaTo3 BereHepa.

[paHyAemaTo3 BereHepa (cMHApoM BereHepa) siBasie coboto
CUCTEMHUM HEKPOTUYHMUIM FPAHYAEMATO3HUIM apTEPIIT 3 NEPEBAXKHUM
NEpPBUHHUM (YacTiwe BepxHix)

. LLi ocobAMBOCTI NpunycKaioTb NEBHY CBOEPIAHICTb

, AA€ MOrO KOHKPEeTHi 0OCOBAMBOCTI MpU AQHOMY BapiaHTi

CUCTEMHOTrO BacKYAITY He 3'acoBaHi. /Aulie y HebaraTbox XBOpMX
BMAABASIAU IMYHHI KOMMAEKCU B KPOBI, A€reHsAX i HUpKax.
3aKOHOMipHMU PO3BUTOK FPaHYAbOM Nepeabavae yyacTb
KAITUHHMX IMYHHUX MEXaHi3MiB, Ki, OAHaK, AO OCTaHHbOIO Yacy
He po3WNPpPOBaHi.

YonaoBiku xBopitoTb B 1,5-2 pa3u yacTiwe, HixK XiHKU. 3aXBOPIOBaHHS
mMoxke noyatucs y Biui 10-75 pokis, yacTiwe - 6An3bko 40 pokis.
YacToTa. 3axBoptoBaHicTb - 4: |000 000 HaceAeHHS; nowMpeHicTb - 3:

100 000.



[laToreHes

[MaToreHes rpaHyAemaTosa BereHepa nos'ssyioTb 3 po3BUTKL
YPaXkKeHUX OpraHax i TKaHMHaX MOLUMPEHOro 3arnaA€eHHsA A
CYAMH 3 OAHOYACHUM (POPMYBaHHAM nepuBaCKyAﬂpHux
eKCTpaBa3aAbHUX FPaHYAbOM MaKpodaraAbHoOro Tuny 3
KAiTMUHaMu AaHrxaHca. BusHaHum cepoAoriyHMM MapKepom
XBOpPOOMU (BU3HAYEHUM, MPOTE, HE Y BCiX XBOPUX) € aHTUTIAQ AO
LLMTONAA3MM HeUTPOIAiB, sKi, 33 AAHMMM eKCNEPUMEHTAABHUX
AOCAIAYKEHbD, 3B'A3YIOTbCA 3 aHTUIEHAMM, AIKi EKCMPecyoTbCs
HenTpodiraMu (NpoTeiHa30i0-3, MiEAONEPOKCMAA30L0 Ta iH.) | MOXYTb
BUKAMKATU AErpPaHyAfiLLil0O LLUX KAITUH 3 BUBIAbHEHHAM
NpoTeoAiTU4YHUX pepMeHTIB. ObrosoptoloTbes i iHLLi
NaToreHeTU4YHI MeXaHi3MU: IMYHOKOMIMAEKCHI YparKeHHSl CYAUHHOI
CTiHKM, AiIMGOLIUTAPHI LLUTOTOKCUYECKHI peakLil ToLo.

[eHeTMYHI acnekTu:

Acouiauia 3 Al HLA-B7, HLA-B8, HLA-DR2

MieaobaacTin (177020, | Ep 13.3, ren PRTN3) - ayToAl Berenepa
(6iroK 7 a3ypodiAbHUX rpaHyA, cepUHOBI NpoTeasa HenTpoddiais). [pu
AedekTax reHa PRTN3 possuBaeTbcs BpoaykeHa popma
3axBoptoBaHHs (80% nauieHTiB NnoMuMpatoTb y Biui Ao | poky).




KAiHIYHa KapTHHa

® [loyaTKOBI NPOSIBU MOXYTb MaTH Pi3HY AOKaAi3aLiilo, aAe 3a3BMYal
BOHW BIAHOCATbCSI AO . XBOpUM
3BEPTAETbCS AO AiKapsi 3 CUMAITOMaMM PUHITY, CUHYCHUTY,
BUPa>KEHOro yTpyAHeHHA HOCOBOIro AMXaHHA, cepeAHbOro
OTMUTY i 3aKYNOPKMU CAYXOBOI TPYyO6u. Moxxausi 60Ai B ByCi i
3HaYHe 3HMXKEHHSA CAyXy. [1pn obcTexeHHi BCTaHOBAIOIOTb
rpaHyAemaTo3H| po3pocTaHHA B obAacTi HOCOTAOTKM,
HOCOBOI NEPEropoAKHU, CAM3OBOT 0OOAOHKHU CUHYCIB, M'IKOIrO
i TBepAaoro niaHeb6iHHA. Hepiaki AMxomaHKa, cAabkicTb, BTpaTa
aneTuTy. Y psAYy XBOPMX 3 CAMOIO MOYaTKY 3aXBOPIOBAHHS € O3HAKM
3aAyYeHHS B NpoLec - KallieAb, BiAb y TPyASX, 3aAMLLIKA,
KPOBOXapKaHHS. 3arpo3AMBI AAS XKUTTS NPO@Y3Hi KpoBOTeYi
3yCTpivaloTbCa PiAKO. Y pAAi BUNAAKIB YPaXKeHHS AereHb BUHMKAIOThb
Ha BiAbLL Mi3HIX eTanax XxBopobu. PeHTreHoAoriYHi 03HaKu
AEreHeBOIl MaTOAOTII Ay>Ke Pi3HOMaHITHI: MTOOAUHOKIi 260 MHOMHHI
BY3AM, IHPIAbTPATH, YTBOPEHHS MOPOXHWH, BOTHULLLEBI aTEAEKTa3y,
EKCYAATUBHUM NMAEBPUT, MTHEBMOTOPAKC. 36iAbLLEHHSA AIMPATUUHUX
BY3AiB CEPEAOCTIHHA HEXapaKTepHO.



YparKeHHA AUXaAbHMUX

LIAAXIB

® AuxaabHi WAsxu (BepxHi abo HUXKHI BiaAIAM 26O NoeAHaHI 3MiHW) ypaXKaloTbcAa y
BCiX XBOPMX 3 CMUHAPOMOM BereHepa, a cuHycu 3aay4valoTbes Ao npouecy y 90%.
BAacHe rpaHyAeMaTo3Hi CMHYCUTU YacTO YCKAQAHIOIOTbCS BTOPUHHOIO FHIMHOLO
iHbeKL,i€lo, Lo BUMarae AOAATKOBOI aKTUBHOI aHTUMGioTUKOTepanil i, YacTo,
HEeNnpaBUAbHO OLLIHIOETbCA AK 3aroCTPeHHA OCHOBHOIO 3aXBOPIOBaHHA.

® Hepiako nepLui o3HaKK yparKeHHS BEAbMWU CKPOMHI, i AULLIE Yepe3 KiAbKa
MicAILLIB pO3BUBAIOTHCS CUMNTOMM CUCTEMHOrO 3axBoptoBaHHSA. OnncaHo okpeMmi XBopi,
Y IKUX reHepaaizauis XxBopobu HacTae Yepes KiAbKa POKiB MiCAS BUHUKHEHHS 1T MepLUmMx
HeBaXKKnx nposeis. [1porpecyBaHHSA ypa)keHb HOCOTAOTKM 3 MOLUMPEHHSM
FPaHYAEMaTO3HOM TKAHUHU MOXKe NMPU3BOAUTU AO PYMHYBAHHSI HOCOBOI NMEPErOpPOAKM i
3aMaAaHHAM CMUHKK Hoca ( « »), 3A2BA€HHS opbiTH | BUNUHAHHSA
O4YHOro sibAyKa Bnepea i BHU3 (MPONTO3) BHACAIAOK peTpobyAbbapHoro
FPAHYAEMaTO3HOIO 3aMaAeHHs, AECTPYKLLl TKAaHUH o4HOro f16AyKa i opbiTh. Y Tol xe
Jac nepdopalis TBepaoro abo M'sskoro niaHebiHHA HexapaKTepHa AASl FpaHyAeMaTo3a
BereHepa i Aa€e niacTaBy 3aniAO3pUTM HasIBHICTb TakK 3BaHOI FPaHYAbOMMU CEPEAHbBOI AiHil



YpaXKeHHs

YpaxkeHHs HUpoK 3ycTpivyaeTbcea y 80-90% xBopmx, npuyoMy nosiBa BiANOBIAHWUX
CUMNTOMIB 4aCTO BUSIBASIETLCS MEPLUOIO O3HAKOIO reHepaAisau,ii xeopobu. 3miHu B

cevi BiANOBIAQIOTb TaKUM MPU rOCTPOMY FAOMepYAOHedpUTI (remaTypis,
NpoTeiHypis), Npu 6ioncil B GiAbLLOCTI BUMaAKIB BUSBAAIOTb OCEpPEAKOBUM
raomepyAoHeppuT. [1pnbansHo y 10% xBOpUX € KapTUHA LUBUAKO MPOrpecytoHoro
FAOMEPYAOHEPPUTY 3 PO3BUTKOM a30TEMIl i BUSIBAEHHSAM MpU Bioncii HEKPOTUYHUX 3MiH
KAYOOUKiB | yTBOpPEHHAM 6e3AiYi MpoAidpepaTUBHUX «NiBMIicALIBY. Y psiAy XBOPUX
BUHWUKAE HEPPOTUYHUI CUHAPOM K HACAIAOK CaMe KAYOOUKOBOI YparKeHb (Ha BiAMiHY
BiA KAACUYHOIO BY3AMKOBOFO MEPUAPTEPUITY, NMPU SKOMY Lie CUHAPOM 3a3Bu4al OyBae
PEe3YAbTaTOM TPOM6OO3y HUPKOBOI BEHM).

Tunosi rictoAorivHi 3MiHKM 6ioncoBaHOI HUPKOBOI TKAHWUHU IHOA BUSIBASIIOTb Y XBOPUX
6e3 6y Ab-IKUX KAIHIKO-AABOpPaTOPHMUX O3HAK YParKeHHS HUPOK.



YparkeHHs o4en,WwKipn Ta cyraobis

® YpaxeHHs o4vel (ipUT, KOH'IOHKTUBIT, AAKPIOLLUCTUT, (PAHYAEMATO3HMM
€niCKAEPUT, CKAEpOYBeiT, nep¢opaTMBHa CKAepOMaasLis, Tpomb03 KaBepHO3HOro
CMHyca, NponTo3) 3ycTpivaeTbes Manxke y 50% xBopux. Habarato vacTilue, Hix
MpU MOAiapTepiiTi. ¥ PIAKICHUX BUMaAKax peTpobyAbbapHa rpaHyAeémaTo3Has
npoAidepauis i TPOMOO3 apTepil CiTKIBKM NPUBOAUAU AO CAIMOTM.

® MaiKe Tak caMO YacTo BiA3HAYalOThCA LWKiPHi 3MiHM - B OCHOBHOMY
narexiaAbHi KPOBOBMAMUBM, LLLO AOKAAI3YIOTbCSl MEPEBAXKHO Ha KiHLiBKaX.
By3AoBi BUcHNaHHSA, Nyxupui abo HEKPOTUYHI BUPa3KK CMOCTEPIraloTbCs PiAKoO.

® ApTpaArii i KOPOTKOUYACHI NOBHICTIO 06OPOTHI (HaBiTb 6e3 AiKyBaHHS)
apTPUTU NepeBaXXHO BEAUKUX cyrAobie Biag3Ha4valoTbca y 50-60% xBopux,
MPUYOMY YacTille Ha paHHIX CTaAifaXx XBOpobu. 3piaka cnocTepiratoTbcs BiAbL
TPUBaAi apTPUTU APIBHMX CYrAobiB, WwWo iMiTytoTb PA.



YpaXKeHHs cepus Ta HepBOBOI
CUCTEMMU |

® [latoaoris cepus (apUTMil, KAIHIYHI | eAeKTpOKapAiorpadiHi
CMMMTOMW KOPOHAapHOI HEAOCTATHOCTI, PIAKO MepUKapAMT)
peecTpytoTbcs He Biablue HiXK y |/3 xBOopMXx.

® VY 20% xBOpHX BUABAAIOTb 3MiHU HEPBOBOI CUCTEMM.
[MNepudepuuHi HerMponaTil HE BiAPI3HSIOTbCA BiA TakuX Mpu
BY3AMKOBOMY MOAiapTepiiTi. BHyTpiluHbo4epenHe noLmpeHHs
rPaHYAEMaTO3HOI TKAHUHU 3 HOCOTAOTKM i CUHYCIB MOXKe
MNPU3BOAUTU AO MATOAOTYHUX CUMMTOMIB 3 BOKY AeAKUX
CTPYKTYP MO3KY, 30KpeMa rino¢isa (CMHAPOM HeLlyKpOBOro
AiabeTy) i yepenHUx HepaiB.

® 3Hau4HO piALle BacKYAIT i FPaHYAEMaTO3 AOKaAI3ylOTbCS B
IHLWMX opraHax (KULWEeYHWUK, NeYiHKY) 3 BiANOBIAHUMMU
KAIHIMHMMK cumnTomamu. [1paBuAbHE TPaKTYBaHHA LMX 3MiH
MOAErLYETLCA CYNMYTHIMU TUMOBMMM O3HAKaMKU XBOpoOM.



AiarHocTuka

AabopaTopHi NOKa3HUKM

HopmouuTapHa aHeMis, AekouunTos, TpoMboumnTos
[inepramMmaraobyaiHemis

AHTuHenTpodiabHi AT TUnosi aaa B

P® B 60% BMNaAKiB NO3UTUBHUM

AHTUHYKA€aPHUX $aKTOP BUSBASAIOTb Y HU3bKUX TUTPax
Bioncis M'AKUX TKaHWH - BUSABAEHHS FPaHYAbOM

Bioncis : POKaAbHO-CErMeHTapHUIM FTAOMEPYAOHEPPUT, HEKPOTHU3YIOUUIA
BACKYAIT. PEHTFEHOAOTiYHE OBCTEXKEHHS

KT npuaaTkoBux nasyx Hoca

PeHTreHoAoriyHe o6CTeXeHHSA AereHb - BY3AOBi 3aTEMHEHHS, YacTO B LLEHTPI
MOMITHUI HEKPO3 26O NOPOXKHUHA.



® AiarHos rpaHyAemaTosa BereHepa Ha paHHiX cTaAifix XBOpobu cTaBAATb

NepeBaXkHO Ha MiACTaBi ONMUCaHUX BULLE CUMMTOMIB BaXXKOro ypaXKeHHsA
HOCOTNAOTKM, LLO MOEAHYIOTbCA 3 3araAbHUMM O3HAKaMK BaXKKOro
rapsiyKkoBOro 3axsoploBaHHs. PosnisHaBaHHs XBOpooM Lue BiAbLu
MOAETLLIYETLCS MPU PO3BUTKY MPOMNTO3a, iHPIALTPATIB | NOPOXKHUH B
A€reHsX, HUPKOBOI NaToAorii, apTpMTiB. BeAnke 3HaueHHs mae bioncis
YPa)KeHOI CAU30BOI OBOAOHKM HOca abo CUHYCIB, MPU HEOBXIAHOCTI TaKOX i
IHLLUMX MaTOAOFIYHO 3MiHEHMX TKaHMH. OCHOBOIO FiCTOAOFYHOrO AiarHo3y npu
LLbOMY BUSIBASIETbCSl MOEAHAHHSA O3HaK HEKPOTUYHOIO BACKYAITY i
rpaHyA€MaTO3HOrO 3anaAeHHs. 3Ha4eHHs Liboro GakTy 3aAeXMTb BiA TOrO,
LLLO «YMCTUMY» BAaCKyAiTam (BY3AMKOBMI MOAiapTepiiT, BacKyAiT npu BKB)
rpaHyAeMaTo3HOe 3araAeHHs HeBAaCTUBO. PasoM 3 TM npu psAi 3axBoptoBaHb
3 YiTKO BUPaXKEHWUM rPaHyAEMaTo30M (TyOepKyAbO3, CapKOIAO3, A€siKi MiKO3K)
He BUABASIETbCA HEKPOTUUYHMIN BACKYAIT.



BCHOUEHD

AvidepeHuinHmMn aAiarHos

3AOSKICHI HOBOYTBOPEHHS BEPXHIX AMXAAbHUX LUASIXIB
PeunanBYIOUMI MOAIXOHAPIT (HEMAE YPaXKeHHS A€reHb i HUPOK)

CunHapom lNyanacuepa (npucyTHi AT Ao 6a3aabHOI MeMbpaHi HUPKOBUX KAYOOUKIB,
aHTUHeNTpodiAbHI AT He BUABASIOTLCS)

BysAnkoBuit nepiapTepiiT (BiACYTHi YparKeHHS BeH, FpaHyAbOMM Npu Gioncil,
aHTiHenTpodirbHMe AT, AeCTPYKTUBHI MPOLLECU B A€TEHSAX, TUMOBA 3AOSIKICHA apTepiaAbHa
rinepTeHsis)

Cunapom YHeparka- OnuTyBaHHiI (eo3nHOiAIS KpOBi, €03MHOPIABHI FPaHYAbOMM B
TKaHMHaX; aHTUHEUTPOPiAbHUX AT He BUABAAETHCA: ypaXKeHHS HUPOK He CYNMPOBOAXYETbCS
MPOrpecyto4mMM MOoripLEeHHAM HUPKOBUX QYHKLLIN)

BIA indekuis. AjarHocTnyHi KpuTepil (AMepuKaHCbKa KOAEris peBMaTOAOrIB)

3anaAeHHs CAM30BOI OBOAOHKM HOCA | MOPOXKHMHU POTa: BUPA3KU B POTOBIMA MOPOXHMHI,
FHiMHi 2860 KPOB'AHUCTI BUAIAEHHS 3 HOCa

3MiHW NPU PEHTIFEHOAOTIYHOMY AOCAIAXKEHHI A€reHb: By3AUKMU, iHIAbTPaTH, MOPOXXHUHM
3MiHM aHaAi3y cedi: MikporemMaTypisi 260 CKyn4YeHHs epUTPOLIUTIB
Bioncis: rpaHyAemaToO3HOE 3anaAeHHs B CTiHLi apTepil abo NepuBacKyYASpHOM NPOCTOPI

KpoBoxapkaHHs. [TpumiTka: AAs aiarHo3y noTpibHO HasBHICTL 2 i GiAblue KpUTepIlB.
YyTAuBicTb - 88%, cneumndivHicTs - 92%



NiKyBaHHS

a2

® KopTukocTepoiau, NpU3HAYeEHI i3:;AZOBaHO, AQIOTb AOCUTb CKPOMHUM edeKT,
XO4a MOXYTb BUKAUKATU MOMITHE MOAIMLIEHHA MPU YParKeHHi oYen i
apTpuTax. [lpenapatom Bnbopy € uMkAopochaMia, KU NpMU3HAYaETLCS
BCEPEAUHY B A0DOBIN A03i 2 Mr / kr,. B BiabwocTi Bunaakie no 150 mr B
A€Hb. TiAbKM NMpU LLIBUAKOMY MpOrpecyBaHHi XBOpobu Lei npenapat B nepLi
AHi XBOpOOM iHOAI BBOAATb BHYTPiLLUHbOBEHHO. AK NpaBUAO, LIMKAOPOCHamia
NOEAHYETbCA 3 NPEAHI30A0OHOM, OCOBAMBO MNMPU HAsIBHOCTi CUCTEMHMUX
NpOSABIB, YpaXKeHHA oYel, cyraobiB, HUPOK i WwKipu. [loyaTkoBa A03a
npeAHi30A0HY cKAapae 40-60 mr / o006y, are nicas po3BUTKY SIBHOTO
MOAIMNLLIEHHA MOXe NOCTYNOBO 3MEHLLYBaTUCA 3 NepPEBEAEHHAM XBOPOroHa
NpUIMOM MpenapaTy Yepe3 AeHb i cnpoboio HacTyrnHoro ckacyBaHHs. [oBiAbHe
i MOCTYNoOBe 3HMXKEHHA MOro AO3M (A0 NMOBHOIO CKaCyBaHHA)
PEKOMEHAYETbCSA NMOYMHATU TIAbKM Yepe3 PiK MiCAs pO3BUTKY NMOBHOI
peMicil.

® IcHye psa pobiT, WO BKa3yloTb Ha BUCOKUM AiKYBaAbHUIM edeKT He TiAbKM
unkaodocdaMiay, aae TakoXK asaTionpuHy, METOTPEKCATY, XAOPOYTUHY.



[pu ypaxkeHHi BEpXHiX AMXaAbHUX LUASIXIB 32 YMOBW MOBIAbHOIO
NporpecyBaHHs MPOLLECY i BIACYTHOCTI YparKeHHs HUPOK - 6icenToA (Ko-
TPUMOKCa30A). MoXXAMBO NOEAHYBATU 3 MPEAHIZOAOHOM, LMKAOPOCPaHOM.

nyabc-Tepanis: | 000 Mr meTunpeAy (MeTMANpPeEAHi30AOH) B/ B 3
iHTepBaAoMm | Mmic.

MyAbc-Tepania uukaodpocdamiaom no | r B/ B B NOEAHAHHI 3 MyAbC-
Tepanielo MeTUANpPeAHi30AoHOM | p / Mmic. [lyAbc-Tepaniio npoBoaAsTb Ha
TAi peryAsapHoro npumomy uukaogpochamiay.

[lpu HenepeHocuMocTi uMkAopocPamisy - MeToTpeKcaT (NMpU BiACYTHOCTI
ypaxkeHHsi HUpoK) 20 Mr / TUXKAEHD.

[MAazmodepes, remocopbuis.

[emoaiaAi3 Nnpyu po3BUTKY . 3anobixHi 3axoAm
[Mo6ivHi epeKTU NpeAHI3OAOHY - 3BiAbLLEHHS MacK TiAa, rinepraikemis,
apTepiaAbHa rinepTeHsis, rinokaAiemis, iHpekLil, ocTteonopos

[Mpu AikyBaHHI uMKAOPOChHaMiAOM peKOMEHAOBAHO 6araTo NUTU AAS
MNONepeAXKEHHS reMOPariYyHOro LIUCTUTY, TAKOXK HAAEKUTb PEryAsipHO
NPOBOAUTU , PYHKLIOHaAbHI Mpobu neYiHKK.
[lpy po3BUTKY AeMKOMEHil, HUPKOBOI HEAOCTATHOCTI AO3Y AiKiB 3HUXKYIOTb.
AIKapCbKa B3aEMOA|if



® [lpy NpaBUAbBHOMY AiKYBaHHI MOXXHa AOCAITU pemicil BiAbL HiXX Y 95%
xBopux. Y psay XBOPMUX PeMiCil NICASi NPUMMUHEHHS AiKyBaHHS
TpuBalOTb AO |5 poKiB, LLLO AO3BOASIE CTaBUTU NMUTAHHSA MpPO
MOXAMBICTb MOBHOIO OAY>KaHHS. PeLlnamnBU nicaa BiAMiHK Tepanil
PIAKICHI, aA€ MiAAAIOTBCA HOBOMPU3HAYEHOMY AIKYBaHHIO.

[MporHo3 rpaHyAemaTo3a BereHepa 6€3 apeKBaTHOro AiKyBaHHS
3aBXXAM NoraHui. Yepes 2 poku nomupalotb noHap 90% xesopux;
MiCAS MOSIBU NMEPLUMX O3HAK YPaXKeHHS HUPOK CepeAHS TPUBAAICTb
YKUTTS CTAaHOBUTL 5 Mic
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MikpocKoniyHa KapTUHA,BUTASA
XBOPUX,CUMMNTOMIB.

MikpocKonivyHa KapTUH
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TomMorpamm XxBoporo Ta FiCTOAOrIYHI
KapTUHWU XBOpOOMU.




TunoBuM BUNrASA HOCA
(CiAAOMOAIOHMI HiC).




YparkeHHs1 OKa(CKAepOKepaTHT,Ha
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PeHTreHoAorivyHa KapTuHa




AsKylo 3a yBary.



