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AJIEPTUYEH U BASOMOTOPEH PUHUT (MKB: J30)

I. AIEPTUYEH PUHUT

1. Onpenesienune

Anepruunusar punut (AP) npencrasnsBa |g-E meaumpano Bw3nmanutenHo 3a0oiisiBaHe Ha HOCHATa
JUraBuIa, KOETO Bb3HUKBA B PE3yJITAT HA KOHTAKT C MHXAJIATOPHU aJepreHy MpH CEHCUOMIN3UPAHU
6omau. Croopen TPOABIDKUTETHOCTTa HA CHMIITOMUTE, aJeprUYHHMST PUHUT C€ pasfens Ha
MHTEPMHUTEHTEH M NEPCUCTHpAIl, a CIIOpE] TSAXHATa TEXKECT — Ha JIeK, YyMEpPEHO-TeKbK/TeKbK AP

(durypa 1).

®urypa 1. Knacuduxkanus na AP mo ARIA

HNuTepmurenten AP IMepcucrupam AP
IIpu cumnTomu IIpu cumnTtomu
) < 4 nHu/ceIMUYHO ) > 4 nuu/ceMUYHO
. WJIN < 4 nocnenoBaTeIHU CEIMULIM | ® U > 4 nocnenoBaTenHu ceaAMUIA
\NIl P
Jlexk AP / \){Mepeno TeKBK/Te:KBK AP
[Tpu: [Ipu Hanu4uMe Ha €THO WK MOBEYE OT CICAHUTE:
. HOPMAaJIEH ChH . HapyIlIeH ChH
. HOPMAaJIHU €KE€THEBHU JIEHHOCTH, . HapyLIEHU JHEBHU aKTUBHOCTH, CHOPT,
CIIOPT, CBOOOJTHO Bpeme cBOOOJHO Bpeme
. 6e3 cMmyIieHus B paboTa uiu . CMYIIEHUS B paboTa WIH yYUIIHILE
YUHITUIIE . CHUMIITOMH, Ch3/IaBaIU JUCKOMMOPT
o 0e3 CUMIITOMHU, Ch3/1aBallH
TUCKOMQOPT

2. Enupemuonorus

AP e Haii-yectoTo anepruyHo 3alosigBaHe, KOeTO 3acsra npubausutenHo 500 MuiIMoHa Iyliu B
cBetoBeH Mamabd. Ot AP crpana okosno 30% ot oOmiara nmomynanus, KaTo B HIKOU CTPaHU YecToTaTa
noctura Haja 50%. B EBpomna ot AP ctpagat okono 100 musnrona gy, 3HaYMMOCTTa Ha 3a00J15IBaHETO
ce OoIpenens OT BUCOKAaTa My LI€HA, CBbp3aHa CbC 3HAUUTEIHU AUPEKTHU U MHIUPEKTHHU Pa3Xolu U
edeKkTa BbpXy Ka4eCTBOTO Ha JKMBOT Ha marueHtuTe. AP e m curHudukanTeH, HE3aBUCUM PUCKOB
(akTop 3a Bb3HUKBaHE Ha OpOHXHMAIIHA ACTMA.

3. KnuHu4Ha KapTHHA

3a AP ca xapakTepHM CIEIHUTE CUMITOMHU:



. Bonunucra punopes

. [TpuCTBITHO KUXaHE
. Cwp0Oex B HOCa, HEOLIETO, THPIIOTO, YIIUTE
. Haszanna koHrectus

Te3u cumnTomMu OOMKHOBEHO MPOABIDKABAT MPE3 JIBa WM IMOBEYE MOCIEAOBATEIHH JHU 32 [TOBEYE OT
€/IMH Yac mpe3 noeueTo AHA. biam3o 80% ot manueHTuTe ¢ OpOHXMAIHA aCTMa CTPAAT OT CHIIBTCTBAIIL
AP, a 50% ot mauuentute ¢ AP ca u ¢ Oponxuanna actma. AP dyecTo mbTH ce acouuupa u ¢ ajJepruieH
KOHIOHKTHBHT (aJiepriuueH PUHOKOHIOKTHBHT), TPH KOCTO KbM CHMIITOMUTE HAa AP mpu eKcro3uius Ha
alepreHa ce J00aBAT M CHMIITOMHM OT CTpaHa Ha KOHIOHKTHUBATa: ChpOeX, 3ayepBsiBaHE, MapeHe,
CBHJI3EHE B OUUTE.

4. Kputepuu 3a nocraBsiHe Ha JHATHO3a

AP ce nuarHoctunupa Ha 6a3aTa Ha pe3yJaTaTUTE OT:

4.1. AmnamHesa (C Ompe/elsHe Ha TeKECTTa U IPOIbIDKUTSITHOCTTA Ha CUMIITOMHUTE)

4.2. ®usukajeH nperjea ¢ oleHKa 3a HAIMYUe Ha KOMOPOHIHH 3a00JIIBaHUS

4.3. YcraHoBsiBaHE Ha HaMM4HA ceHcnOmm3anus (Purypa 2, durypa 3).

3a mocTtaBsHe Ha nauarHo3a AP e 3aIbIDKUTENHO HalM4he Ha KOopelanus MeXAy aHaMmHe3a U
ceHcuOumu3anus! JlokasBaHeTo Ha CEHCHOMJIM3AIMs Ce W3BBpIIBA Ype3 JUArHOCTUYHU TECTOBE,
YCTaHOBSBAILlM HAJIMYUETO Ha criennduunu IgE.

B npakTtukara ce n3013BaT Hali-4eCTO CIECIHUTE METO/IH!

4.3.1. Ko:xen Tect ¢ yooxnane (skin prick test)

Jlecna, Obp3a W €BTHHAa TEXHHWKA, KOSTO TpPHU TPABHWIHO H3IIBIHEHHE W WHTEPIpETAs € ¢
gyBcTBUTETHOCT 88% 1 cnietmduanoct 77%.

4.3.2. M3caeasane Ha ajepreH-cnenuduynm IgE B cepym

C nneHtnyHa uH(GOPMATHBHA CTOMHOCT, KAKTO KOXKHHUS TECT, HO € MO-CKbIl M M3HCKBa HAJUYME HA
cnenu(uYHa anaparypa U nepcoHai. [lpwmara ce Hal-4ecTo MpH: HEKOOIEPATUBHU TAIMEHTH, TIPU
HEOO0XOJMMOCT OT HENpEeKbCHAT MPUEM Ha OIpeJiesieHa Tepanus (Hamp. aHTUXUCTAMUHHU) WIM TIpU
nu(dy3HO KOXKHO 3a00Js1BaHe, Ha (POHA Ha KOUTO HE MOJKE JIa CE U3BBPIITN KOKHO TECTYBaHE.

4.3.3 MoJiekyJisipHa ajlepreHHa THATHOCTHKA

OcHoBaBa ce Ha OTKPUBAHETO B KPbBHUS cepyM Ha crneuuduunu IgE cpemy enuHuuHu anepreHHU
KOMIIOHEHTH (MOJIEKYJIM) OT OIPENEJIEH aJepreHeH M3TOYHMK U IO3BOJIABA [Ja CE IPEOOJIEAT



HEJIOCTATBIMTE HA TECTOBETE, KOMTO JOKA3BaT CIUHCTBECHO HAIMYKME Ha CEHCHOMIM3aIMs (HanIre Ha
cnenupuunu IgE).

4.3.4 TIpoBOKANIMOHHHU HA3AJHH NMPOOH ChC CTAHIAPTU3UPAHU AJIePreHH

HpnnaraT CC IIpU CBbMHCHHUCEC 3a JIOKAJICH aJICPru4€H PUHUT, KOHTO € JIOKAJIM3WpaH Ha3aJICH aJICPru4cH
OTTOBOp IIPU OTCHCTBUC HA CUCTCMHA aTOIIH.

[Topanu TsicHata Bpb3ka Mexay AP u acTMa, BCHUKH MAIMEHTH C acTMa TpsAOBa 1a ObJaT u3ciae1BaHu

34 PUHHUT, @ BCUYKHU IMaAIUCHTH C TCKBK /U neépcuctupanl aJICpru4y€H puHUT TpH6Ba Ja C€ uscieaBar
3a aCTMma.

®urypa 2. [Ipumepen alropuTbM 3a NOCTABSIHE HA [MarHo3a AP

Bo,'mn('ra PHHOpes H KHXaHe

- S Jepravien
SRR e
¢ anepruven PHHHT € MAJKO
BeposiTeH

—{ HocHa oGcTpykuns |
@

3a1HO HOCHO
rm". CHMnTOMHTE Ce NOABABAT CTHHAHE
i@ B CHO H CHINO BpeMeE HA
BEPOATHOCT 3a roRMEaTa é
ajlepras
@ Cekper o1
1 HOCA C UBT Iomucaere 3a
Ian#enTHT sl whm =] XpoHEYen
- JHIEBA HHO
HAli-BeposiTHO  ~um— — CBpOek e oo ol
€ aJepravien e CeEe :
+ Red eye
IoTBBLpAETE INATHOZATA UPe3 KOKHE ToTBbpAeTe AHATHO3ATA PHHOCHHYHT
TecToBe H/HAN cepym-cnenuduann IgE caen micaeasane npu YHID
CHENHATHCT

®urypa 3. Kinanynau nposisu Ha AP



CumnTtomu, npeanonarawm AP CMMNTOMM, KOMTO He ce acouumpat c AP

b b

2 N1 NoBeYye OT CAegHUTE CUMNTOMM - JHOCTPaHHU CUMNTOMM
- HasanHa obeTpykuma 6es apyru
cMMNTOMM
- MYKONYpY/IEHTHa puHopea
- 3aAHaTa puHopen (caed HocHaTa
Kanka)
- ¢ febena nuraevua
- 1/ nnu bes npeaHa puHopes
- bonka
- PeLMAMBUpPaLL, eNUCTaKCUC
\I/ - 3aryba Ha oboHAHMe

- BOAHWUCTa NpeaHa pUHopes
- KuXaHe, 0cobeHo NapoKCU3ManHo
- 3aMnylwBaHe Ha Hoca

- HasaneH cbpbex

+ KOHKOHKTUBMT

KnacuomumpaHe 1 oueHKa Ha
TEMeCTTa Ha PUHMTA

5. Iudepennuanna juaraosa
Hudepennuannara quarao3a Ha AP BKJIrOUBa CICTHUTE ChCTOSHUS:

. Heanepruuen puHUT (JIUTICBa CEHCUOUTU3ALIMS)
. JleBuanust Ha HOCHaTa nperpajaa

. AJICHOWIHU BEreTalnu

. Hazanna nonunosa

. Hazanen tymop

. Uy 10 TJI0 B HOCHAaTa KyXHHa

. Konxa 6ymno3a u jap.

6. JJeuenue na AP

Jleuenunero Ha AP e KOMILUIEKCHO, TPsIOBA 12 O'b/ie HACOYEHO KbM IIeJIMsl IUXaTeJieH IbT, KaTo
TepaneBTUYHUAT oaxoA npu AP BkitouBa:

6.1. O0yueHnune Ha MalHEHTA

6.2. KonTpou Ha cpenara. 30srBaHe Ha KOHTAKT C ajlepreHa (Mpu Bb3MOKHOCT)

6.3. ®apmakoTrepanus. JledueHHeTo € CTHIAJOBUJIHO U CE€ OMpesens OT BHJAa M TexecTTa Ha AP
(durypa 4)

6.4. Aneprenna umynorepanus. [IpencrasnsaBa crneruduuHo 60secT-MOAMPUIMPAIIO JEUYSCHHE TPU
JI0Ka3aHa aJeprus ¢ YCTAHOBEHH B MPAKTHKATa KIMHUYHH ITOJI3U U BB3MOXKHOCT 3a MPEIOTBpATSIBAHE
Ha nporpecusTa Ha AP kbM OpoHXHaIHa acTMa.

®urypa 4. CtpnanoBuieH moaxo/ B jeuennero Ha AP cnopen koncencyca na ARIA (Allergic
Rhinitis and its Impact on Asthma)



MpenopbKu 3a Ie4eHne Ha anepruyeH
PUHUT

Hicnensawe 3a actma

l .
Nexkn cumnTomm

r Ymepenun/ SlepccTupau,
© Teku cumnTomm
Nlekn cumnTomm UHTEepMUTEHTEH
HHTepmuTeHTeH

HTPa EPOMAN CAMOCTORTENHO MNM C MHTPAHA3aNHK
aHTUXMCTIMMHMK
OKANHU KPOMO

eHepauus OpaNnHu UM MHTPaHasanHu H,
i1 AEKOHrecTanTH (<10 AHKU) MNK OPANHU AEKOHTEeCTaHTH |
KT C anepreHn v UpUTanTH

UmyHoTtepanua

JALLERGY CLIN IMMUNOL OCTOBER 2017

®apmaxorepanust Ha AP (Ta6u. 1)
e Hl-anTuxucrammuuu

Hl-anTuxucraMuHuTe ca JEKapcTBEHH NPOAYKTH, KOUTO OJIOKHMpAT AEWCTBHETO Ha MEAMaTopa Ha
aJIeprUYHUTE PeaKkIMM XUCTaMUH Ha HUBOTO Ha XUcTaMMHOBUTE peuentopu tun 1 (H1 penenrtopn).
[IvpBa renepanus HIl-anTuxucramMuuu ca HecrieUu(pUYHH, ¢ KPaTKo JEHCTBHE, IPEMUHABAT KPBBHO-
MO3byHaTa Oapuepa, MMaT CEAATUBHU M AHTUXOJMHEPIrMYHUM eQEeKTH U He ce MpernopbyuBar
MTOHACTOSIIEM 3a JICUeHUE Ha aJIePTUYHHTE 3a00JsIBaHus. 3a pa3livKa OT TAX, BTopa reHepanus Hl-
aHTUXHCTAMHUHHU ca ¢ 0JaronpHusITHO ChOTHOILIEHHE e(UKAaCHOCT/0€30acHOCT, NIMPOKO JAOCTBITHU ca U
Ha [IPUEMIIMBA 1I€HA, IOPaJy KOETO Ca ITbPBA JIMHUS Ha JICUCHNE HA aJIepTUYHUTE ChCTOSHHUS.

AHTUXHCTAMUHUTE CUTHH(DHKAHTHO IMOAOOpSBAT CHMIITOMHUTE OT paHHaTa ¢a3a Ha ajepruvyHara
peaxius. Jloka3aH e moNOKUTENHUS UM eeKT U BbPXY KaueCTBOTO Ha >KHUBOT.

Wntpanazannute Hl-anTuxucramMmuHu uMaT Obp30 Hayalo Ha JAeWCTBHE — A0 15 MHMHYTH cren
MIPUIIOKEHNUE.

JlekapcTBeHHM MPOAYKTH:

- Cetirizine — ATC: RO6AEQ7 — punmupanu tabdietku (10 mg), mepopajieH pa3TBop

- Loratadine — ATC: RO6AX13 — ta6ietku (10 mg), cuporn

- Levocetirizine — ATC: RO6AEQ9 — punmupanu tabaetku (5 mg), mepopasieH pa3TBop, CHPOIT

- Desloratadine — ATC: RO6AX27 — ¢unmupanu tabnetku (5 mg), CUPOII, OPOAUCIICPCHH TaOICTKU
(2,5 mg)

- Fexofenadine — ATC: RO6AX26 — ¢punmupanu Tadnetku (120 mg u 180 mg)

- Rupatadine — ATC: RO6AX28 — tabaetku (10 mg), cupon



- Bilastine — ATC: RO6AX29 — tadnetku (20 mg), cupomn, opoaucnepcau tadnetku (10 mg)
- Chloropyramine — ATC: RO6ACO03 — ammysu 2 ml 1%
- Azelastine — ATC: R01ACO03 — crpeii 3a HOC, pa3TBOp
- Azelastine — ATC: S01GX07 — kank#u 3a 04u, pa3TBOP

e HuTpaHa3a/iHM KOPTUKOCTEPOHUIH

WNutpanazanmaure  koptukoctepouan  (MHKC)  mpencraBnsBar  M3KIIOYUTENHO  €PUKACHO
MIPOTUBOBB3MAIUTEIHO JieueHue Ha AP, KaTo oBiajsBaT CUMITOMHUTE KaKTO Ha paHHaTa, Taka U Ha
KbCHaTa (pa3a Ha alepruYHOTO Bh3NaJICHHE, BKJI. Ha3aJIHA KOHI'ECTHSI M Ha3allHa XUIleppeakTUBHOCT. Te
nposiBsiBaT cBosi edekr 7-8 waca cien mpuiokeHue. [loHacsat ce moOpe, Karo MpH IMPaBHIHO
MIPUJIOKEHUE HEXKETTaHUTE PEaKkiMy ca MajKo Ha Opoi U ¢ 4ecToTa, CpaBHUMA C Ta3H Ha I1anedo.

NHKC ca u360p Ha jeyeHne Mpu yMEPEHO-TEeXbK U TEKbK HHTEpMUTEeHTeH AP u npu nepcuctupain
AP npu nena u Bp3pactu. [Ipu nanuentute cbe ce3oHeH AP npoduiaakTHYHOTO MPUITIOKEHUE TIPEIU
HayaJoTO Ha IOJICHOBHSI CE30H MOXKE Ja HaMalM TEKECTTa Ha CUMITOMHUTE IO BPEME Ha CE30HA.
[ToBeuero MHKC momobpsBaT u OYHUTE CUMITOMHM, BKIFOUUTEIHO ChJI3EHE, ChPOEK, 3auepBIBaHE U
OTOK, KaTo TO3U €(EeKT He € €IHAKbB IpPH Pa3INYHUTE JIEKapCTBEHH MPOAyKTH. B ciyuaute Ha
pPE3MCTEHTEH M MHOro TeXbK AP Moxe nma ce oOmucinu kparbk Kypc (5-7) nHM ¢ mepopalieH
Koptukoctepoua. Ilopaam noTeHUMaIHHUS PUCK OT CHUCTEMHM U JIOKAJIHHM HEXKEJIaHU pPEeakKluu,
napeHTepajiHaTa yrnorpeda Ha Jeno-KOPTUKOCTEPOUIN HE Ce MPenophyBa.

JlekapcTBeHHM NPOAYKTH:

- Mometasone furoate — ATC: ROLADO9 — cripeii 3a HOC, CycCIIeH3uUs

- Fluticasone propionate — ATC: RO1ADO08 — cripeii 3a HOC, CycTieH3Hs

- Fluticasone furoate — ATC: RO1AD12 — cripeii 3a HOC, CyCIIEH3Us

- Beclomethasone — ATC: RO1ADO1 — crpeii 3a HOC, CyCTIEH3Us

- Kombunupanu npenaparu: Azelastine/Fluticasone propionate — ATC: RO1AD58 — na3anen cripei;
- Olopatadine hydrochloride/Mometasone furoate — ATC: RO1AD59 — Hazanen crpeit

- Prednisolone — ATC: HO2ABO06 — tabietku (5 mg)

e JleBkoTpuen peuentopuu anraronuctu (JITPA)
JITPA oxa3BaT mpOTHMBOBB3MAJIUTENEH €(PEKT B ThKaHUTE C HaJIM4YHA ajlepruyHa peakmus. Te ca
BB3MOKEH M300p Ha JiedeHue npu nanueHtu ¢ AP u xomopOuaHa acTMa, 0COOEHO MHAyLHpaHa OT
(bu3NYecKo ycuiIne WK NprueM Ha ACIIUPUH/HECTEPOUIHU TPOTHBOBB3NanuTenHu cpenctsa (HCIIBC).
JlekapcTBeHHM NPOAYKTH:

- Montelucast — ATC: R03DCO03 — tabnerku (4, 5, 10 mg), rpanynu (4 mg)

e Kpomonu



Kpomonute ce xapaktepuzupaTr ¢ MUHUMAIHHU CTPAHUYHU JIEHCTBUS U OTIIMYHA TIOHOCUMOCT, TIOpaau
KOETO MpEe/CTaBsABaT Oe30macHa TepaneBTHYHA BB3MOXKHOCT Ipu manueHTH ¢ AP, ocoGeHo nena u
OpemenHu xeHu. EdekTsT um ob0ade € KpaTKOTpaeH U Mo-ciiad B CPaBHEHUE C AaHTUXUCTAMHHUTE U
KOPTUKOCTEPOUUTE.

JlekapcTBeHM IPOAYKTH:

- Sodium cromoglicate — ATC: RO1ACO1 — cnpeii 3a HOC
- Sodium cromoglicate — ATC: SO01GXO01 — kamnku 3a o4u

¢ JIeKOHIeCTAHTH

3a oBnajsBaHe Ha Ha3ajlHATa KOHIECTHS € BB3MOXKHO IMPOBEKIAHETO Ha KPATKH, UHTEPMHUTEHTHU
KypcoBe JI0 5 JHU C MHTpaHa3aJHHU JeKoHTecTaHTH. Te mmar Obp30 Havasmo Ha aeiictBue — no 30
CeKYHJIM CJIe]l MPUIIOKEHUE, HO MPOABIDKUTENTHATa UM yroTpeba 3a > 3-5 IHU He ce MpernopbuBa
MOpaJii PUCK OT pa3BUTHE Ha anda-penenTopHa Taxu(pUIaKCUs U IOCIeIBAIl METUKaMEHTO3€H PUHHT.

C mepopaHHUTE IEKOHTECTAHTHU CE€ MPEOJI0JIABA PUCKA OT MEAMKAMEHTO3CH PUHUT, HO TIPHUIIOKEHUETO
UM Ce OrpaHHMYaBa OT MOTCHI[HAIHUTE HEXEJAHU JICKApPCTBEHU PEaKIUHU (XUIECPTOHUS, MaIIUTAIHH,
0€3I0KONCTBO, Bb30Y/Ia, TpeMop, Oe3ChHUE, TIIaBO00IINE, CyXa HOCHA JIMTaBUIIA, 3aphKKa HA YpUHA,
BIIOIIIABaHE Ha IJIayKOMa WM TUPEOTOKCHKO3a).

KoMOMHUpaHOTO MM TPUIOKEHHE C aHTUXUCTAMUH € TM0-e(EeKTHUBHO B CpPaBHEHUE CbC
camocTosiTeTHaTa UM ynotpeba. 3a ynedenne Ha AP ce mpunarar mon gopmara Ha KOMOMHHpaHU C
AHTUXHCTAMUHH MPOTYKTH.

JlekapcTBeHH NPOAYKTH:

- Desloratadine/pseudoephedrine — ATC: R01BA52 — tabnetku ¢ HM3MeHEHO ocBoOOxmaBane (2,5
mg/120 mg)

- Cetirizine dihydrochloride/pseudoephedrine — ATC: RO1BA52 — Ta0ineTku ¢ yIBIDKEHO
ocBoboxmaBane (5 mg/120 mg)

- Loratadine/pseudoephedrine — ATC: RO1BA52 — tabiieTku ¢ yabDKeHO ocBoOOXk1aBaHe (5 mg/120
mg)

- Xylometazoline hydrochloride — ATC: RO1AAQ07 — 0,1% cripeii 3a HOC; KAk 3a HOC

- Tramazoline hydrochloride — ATC: RO1IAAQ9 — 0,118% cnpeit 3a HOC

- Phenylephrine/dimetindene maleate — ATC: RO1ABOL — cmipeti 3a HOC

e Aueprenna umyHorepanust (AUT)

AWT npencrapnsBa BbBEXKJAHE B OPraHM3Ma Ha Mal[ME€HTa HA MOCTENEHHO MOBUIIABALIU C€ JO3U
aJlepreHeH eKCTPaKT M0 JOCTUTaHe Ha TOJIbpiKalia J03a C IeJl W3TPakJAaHe Ha KIMHUYEH |
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HMYHOJIOTHYCH TOJICpAaHC Ha aTOIIHMYHO 6OJIHI/IH M JIMIICa Ha pCaKlus IMpU MOCICABAI KOHTAKT CbhbC
cboTBeTHUS anepreH. [lokazano e, ue AUT curnndukanTHO peyurpa CUMITOMHUTE Ha ajJepruyHOTO
3a0olisiBaHe, HyXJIaTa OT ¢apMakoTepamnusi ¥ 3HAYUTEIHO MOJ00psSBa KadyeCTBOTO HAa JKMBOT Ha
nanueHTuTe. ToBa € eIMHCTBEHUST MOAX0/1, KOWUTO OCUTYpSIBA IBIATOTPacH e(PeKT U ce/1 MPUKIIOUBaHe
Ha sieueHueto. AUT ce cuuta 3a 6onect-moaudummpanio jgeueHne, Thid KaTo € YCTAHOBEHO, Y€ OKa3Ba
MpEeBaHTHUBEH €()eKT [0 OTHOLICHHE Ha MPOTpecUsTa Ha aJepruuHus PUHUT KbM OpOHXHAlIHA acTMa, Ha
IporpecusTa KbM TeXKa opma Ha acTMa, KaKTO U MOTEHIHANICH e(DEeKT 3a MpeI0TBpaTBaHEe HA TIOSIBaTa
Ha HOBH CEHCUOMIIN3AIINY.

AUT e noka3zaHa npy MaIMeHTH ¢ YMEPEHO TEXBK/TeKbK AP c¢he mim 6e3 chIrbTCTBaIIA aCTMa, KOUTO
nuMatT JOoKa3aHa KIIMHUYHO 3HaynuMa CCHCI/I6I/IJ'II/I3aIII/I$I (KT)M IMOJICHU, MUKPOKDBPJICIKU B JOMAIIHUA IIpax,
’KMBOTHH, TUIECEHH), KOUTO HE Cca MOCTUTHAIM KOHTPOJ Ha 3a00JIIBaHETO U ca ¢ eK3amepOanuu cieq
KOHTAKT C KOHKPETHHS aJlepreH, BhIPEKH aIeKBaTHATa (papMakoTepanus u J0OpOTO MPUIAbPKAHE KbM
Hesl, KaKTOo U 3a IMpeBaHIus Ha mporpecusTa Ha AP kbpM actma. [1o cBosita cernoct AUT npencrasisiBa
[IEpCOHANM3UPAHA TEPANUS Ha aJIEPrUYHOTO 3a00s1BaHe. 3a onTUMaJieH eeKT ce MPOBEXKIa MEXKITY 3
U 5 TOMHU, HO MUHUMYM 3 TOJMHH, KOETO OCHTYPSIBA IBJITOCPOYCH E(EKT.

Crniopen BUJIa CH IIpUJIaraHKUTE MPEMapaTy ce pa3IeisT Ha ajiepreHHu npenaparu (allergen extracts) u
XUMHUUeckr Moauduimpanu aneprennu npenaparu (chemically modified allegen extracts), a ciopen
HaunHa Ha npwioxenue AUT OuBa aBa Buma — cyOkyranHa mmyHoteparnus (SCIT), mpu kosTo
QJIEPTeHHUTE EKCTPAKTH C€ BBBEXKJAT B OPraHM3Ma 4Ype3 TOAKOKHH WHXXEKIMH ¥ CyOJIMHTBaJIHA
umyHoTepanus (SLIT), mpu KosITo ajiepreHHuTe eKCTPAKTH Ce BHBEX AT MO opMaTa Ha Karkd WU
TabJIeTKa MoJ1 e3MKa.

AUT e npoTuBONOKa3aHa MpU MalMEHTU ¢ TeXbK UMyHeH nepuuut (Bxi. CIIMH), 3mokxauecTBeHn
HOBOOOpa3yBaHMs, HecTaOMJIHA acTMa, AaBTOMMYHHHM 3a0oisBaHMs U Jp. bpemeHHoctTa e
KOHTpauHuKauus 3a ctaptupane Ha AUT, HO He 1 3a TPOabIIKABAHETO .

JlekapcTBeHH NPOAYKTH:
- Allergen extract — ATC: VO1AA20

1. Aneprenn 3a SCIT

- Habop ¢uakonu, 5 ml muxekmuonen pastsop 0,1 — 1000 BU/ml (anepren or nomarieH mpax;
MUKPOKBPIIEKH; MJIECEHH; )KUBOTUHCKH €UTEIHU 00pa3yBaHUs; OaKTepUn)

- Habop ¢uakonu, 5 ml mmxekunonen pazrop 1 — 5000 PNU/mI (anepren ot TpeBHH, IbpBECHU
TIOJIEHN)

- Habop ¢uakonu, 5 ml umkeknnonHa cycrnensus c: 0,01; 0,1; 1 wim 10 IR/ml wium 0,01; 0,1; 1 nmm 10
IC/ml (crangapTusupanu aqepreHHu eKCTPAKTH)
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2. Aneprenu 3a SLIT

- Habop ¢makonn, 10 ml cyOmuHrBajeH pa3TBOP Ha EKCTPAKT OT ajepreHd 3a crenuduana
umynotepanus ¢ 10; 100 wim 300 IR/ml wim 10; 100 IC/ml (cranpapTu3upaHu alepreHHU eKCTPAKTH)
- cyonmuureanau tabdietku 100 IR wm 300 IR (anepreneH eKCTpakT OT TPEBHH IOJICHHU, EKCTPAKT OT
MUKPOKBPJICKH Ha TOMAIIIHUS TIPaXx)

Tadoauua 1. O6001menue Ha papmakoTepanusaTa Ha AP

Hme I'enepuuno ume Mexanu3bm Ha feiictBue | Hexenanu peakuuu XapakTepucTuKku
Ilepopasnn H1 Hetupusun - 6irokxana Ha H1 -TI0OBEYETO HEe - I'bpPBa JIMHUS HA Tepanus
AHTHXUCTAMHHUI Jlopatagun penenTopa MIPEIM3BUKBAT CEIAns C M3KJIFOYCHHE Ha
(H1 610xepu) ot JleBoneTHpU3NH - IOKa3aHa aHTHAJepruyHa | -0e3 aHTHXOJIMHEPTHUeH | YMEPEH/TeKbK
BTOPa reHepanus [Hecnoparagun aKTUBHOCT edexT TIEPCUCTHPAIL allePTHIeH
dekcoheHanuu - 0e3 pa3BUTHE HA -0e3 KapJUOTOKCUYHOCT | PHHUT
Pynaragun Taxu(UIaKCHs -TIEPOPATHUAT a3eNIACTHH | - BTOpa TeHEepaIus
bunactun MOJK€ J1a IpeIu3BHUKa nepopanuu H1 Grokepu ce
AzenactuH cearus U TOPYNB BKYC MPEIIOYHUTAT 3apaan
TAXHOTO OJarompHUsTHO
CHOTHOIIICHUE
e(hUKACHOCT/TIOHOCUMOCT U
(hapMaKOKHHETHKA;
MOJIEKYJIUTE OT ITbPBa
TeHepanus Beue He ce
pernopbyBaT MOPaau
HEONIAromnpusITHOTO UM
CBHOTHOIIIEHUE
e(pUKaCHOCT/TIOHOCUMOCT
- ¢ 0Bp3 edekr (mo-mMaaKo
ot | yac) mpu Ha3aJIHU U
OYHH CUMIITOMH
- ¢ yMepeHa epeKTHBHOCT
BBPXY Ha3aJHaTa
KOHTECTHS
Jlokanuu H1 AzenactuH - 6irokana Ha H1 penentop | -MUHUMATHH JOKaTHA - 66p30 aeicTBue (T10-
AHTHXHCTAMHHUA - IVKa3aHa aHTHAJCPTUYHA | HEXKEIaHU PCaKIHH Maiko ot 30 MuH) ipu
(MHTpaHAa3aJHH, aKTHUBHOCT -a3eJaCTHH: TOPYMB BKYC | HA3aJIHH M OYHU CHMITOMHU
BBTPEOYHH) MIPY HAKOW MAIMCHTH
HWuTpanazaann Beknomerazon - HAaMaJIBaT HAa3aJIHOTO - MUHIMAJTHH JIOKATHA - Hali-e(DeKTUBHOTO
KOPTHKOCTEPOUAM | AUIIPOIMHOHAT BB3IAJICHUE HEeXeJlaH! peaKInu (hapmMaKoJIOTUIHO JIeueHUE
Bbynezonun - HaMaJsIBaT Ha3aJiHaTa Ha AP
ukne3oHnz XHUIEPPEaKTHBHOCT
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DiyTHKa30H
MPONHOHAT

MowmerazoH ¢ypoar

- IIMPOKH TPAHMIA 32
CHCTEeMHH HEeXXEJaHH
peaknuu

- IPY MAJIKK JIel[a MOXe
Jia ce 0OOMHUCITH
BB3MOXKHOCTTA 32
KOMOWHHpaHE Ha
MHTPaHA3aIHU 1
HMHXAIATOPHH

MCIHUKaMCHTH

- IbpBA JINHUSI HA TePAIHUs
TIPH YMEPEH/TEXKBK
nepcuctupany AP

- e(heKTUBEH MU Ha3aJIHA
KOHT'€CTHS

- HaOMoaBaH eeKT ciex
6-12 yaca, HO MaKCHUMaJleH
e(eKT cien HIKOIKO THH

- MAIMEHTHUTE TPsIOBa 1a
OBIaT ITIOCHBETBAHU 3a
MPaBUJIHOTO MPHJIAraHe Ha
MHKC, xato ToBa BKIIOYBA
Ba)XHOCTTA OT HACOYBAHE
HA CTIpest CTPaHUYHO, a He

MEIHaNHO (KBM CENTyMa) B

HOca
Ilepopaann/ Jexcamerazox - HAMaJIBaT NOTEHUUAIHO | - YeCTU CUCTEMHU - KOraTo € Bb3MOXHO,
HHTPaMYCKYJIHU XuapoKopTU30H HA3aJIHOTO Bb3IAJICHUE HEXEJIaHU PeaKIH, HHKC Tpsi6Ba na ce
(M) MeTunnpenus3onox - HaMaJIsBaT Ha3ajaHaTa ocobeno mpu IM IIPEANIOYUTAT Ipe,
KopTukoctepouan | Ilpenansonon XUIEPPEaKTHBHOCT MEINKaMEHTH nepopananTe win 1M
- MO TpenapaTUTe MEIUKaMEeHTH
MOTar Jia PUINHST
JIOKaJIHAa ThKaHHA
aTpodus
Jlokaanu kpomonu | Kpomormukat - HeZjoOpe mo3Hat - MUHIMAJTHH JIOKAJTHU - BBTPEOYHHUTE KPOMOHH ca
(MHTpaHa3aJIHM, MEXaHU3bM Ha JIEHCTBHE HEXKEIaHU PeaKuu MHOTO e()eKTHBHU
BBTPEOYHH) - HHTpaHa3aJIHUTE
KPOMOHH Ca M0-MaJIKO
e(eKTHUBHH U TEXHUAT
eeKT e KpaTKoTpaeH
- C OTJINYHA HOHOCHMOCT
Ilepopanun [ceBnoedenpun - CHMIIATOMUMETHUYHU - IOBUIIIABaHE HA - IpeNa3IuBOCT IpU
JeKOHTeCTAHTH Ilepopanna MeINKaMEeHTH apTEepPHAITHOTO HAJSITaHE | MAI[MEHTH ChC ChPJCUHO-

xomOuHamus H1
AHTUXHUCTAMHUH/

JCKOHI'CCTAHT

- 00J1€KYaBaT CUMIITOMHUTE

Ha Ha3aJIHa KOHI'CCTHUA

- MaJIIUTaLlAN
- 0E31OKOMCTBO

- BB30yIa

- TpeMop

- Oe3chHHE

- rIaBo0OoIHe

- CyXa HOCHA JIUTaBHI[a

- 3apBKKa Ha ypHUHa

ChJIOBHU 3a00JIIBAHUS

- IEpOpaATHUTE
KOMOWHApaHU MPOJIYKTH
AHTUXUCTaMUH/
JIGKOHT'ECTAaHT MOXKeE J1a ca
M0-e(eKTHBHH CIIPSMO
MOHOTEpAaIusiTa, HO
HEeXeJIaHUTe PEaKIny ca

KOMOMHHpPaHH
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- BJIOILIaBaHE Ha
rJIayKoMa HiTn
THPEOTOKCUKO3a
HuTpana3zainu Kcunomeranosnn - CHMIIAaTOMUMETHYHH - HOZOOHY HEXEJIaHN - neiicTBaT Mo-66p30 U Mo-
J€KOHTeCTAHTH Hpyru MeIUKaMEHTH peakLiK KaKTo MpH e(eKTUBHO B CpaBHEHUE C
- 00JIeKYaBaT CUMITOMHTE | HEPOPATHUTE NIepOpaITHUTE
Ha Ha3aJlHa KOHTeCTHs JIEKOHTeCTaHTH, HO TIO- JIEKOHTeCTaHTH
ci1abo U3pa3eHu - IedyeHye He noseye ot 10
- MEJTMKaMEHTO3EH JTHU TIOPaJii PUCK OT
PHHUT 1IpU MEINKaMEHTO3CH PUHHUT
MPOJIBIDKUTEITHA
ynotpeba (moBeue ot 10
JTHU)
AnTuiaeBkoTpuenn | MoHTemykact - 6mokupat CysLT - OTIM4YHA TIOHOCHUMOCT - e()eKTUBHHU TIPU PUHUT U
perenTop acTMa
II. BASOMOTOPEH PUHUT

BaBOMOTOpHI/IﬂT PUHUT (I/I,Z[I/IOHaTI/I‘IeH PUHUT, HCAJICPIrUiHaA PUHONATHUA, PCAKTUBCH PUHUT WA
pPHHONATHS) € TMOJIBUJ HAa HeEaIepru4yHus pUHHUT. [laToU3MONOTMYHO ce Kacae 3a HapylleH
CI/IMHaTI/IKy'COB/HapaCI/IMHaTI/IKYCOB OalaHc ¢ HaMmajeHa Ha3ajlHa IpOXOAUMOCT. I[pyl“ BB3MOXECH
MEXaHU3bM € HaJMYUETO Ha XUIIEppPEeaKTHBEH OTroBop Ha transient receptor potential ion channels
(TRPC) B CCH30PHUTC HCPBHU OKOHYAHU B Ha3aJIHATA MYKO3a. Cnez[ KOHTAaKT C UPUTAHTU CC aKTUBHUPaA
JIOKAJI€H AaHTUAPOMEH pediekc, MeIUupaH OT HEBPONENTHAM, KOWTO MPEAU3BHKBA IOBHIIIECHA
BazoauJiaTanus 1 TpaHCydalusi.

OcCHOBHa XapaKTEpUCTHKA Ha T€3H MALMEHTU € HUCKUAT Mpar Ha Ipa3HUMOCT Ha Ha3aJaHaTa JUTraBULA.
Kimmanuecka mposiBa Ha Ta3u MOBUILIEHA XUIIEPPEAKTUBHOCT €A HA3aTHUTE CUMIITOMHU, KOUTO Bb3HHUKBAT
IIPU KOHTAKT C HECeUU(UYHU IPa3HUTENIN — TEMIIepaTypHa pa3jiinka, MUPU3MHU, LIMTAPEH JUM U JIp.
Haii-yectuTte cuMnTOMHM ca HasalHa KOHIECTHUS W PHUHOpPEsS, NMPOBOKUPAHU OT EKCIO3WLHATA Ha
onpenencHu Tpurepy. [Ipu HIKOM NaMEeHTH CUMIITOMUTE Ca XPOHUYHU U HE Ca CBBP3aHU C KOHKPETHU
npaszHuTenu. TexxecTra Ha Ha3JIHATE CUMIITOMM IIPH HEAJIEPru4eH pUHUT MOXe Aa Bapupa. Te morar
na ObAaT MepcUCTHpAIly W/WIM MPOBOKUPAHMU OT M3JaraHe Ha Hecnenuduuuu tpurepu. Hazannara
XUIEPPEAKTUBHOCT € XapaKTepHUCTHKAa KaKTO Ha aJepruyeH, Taka W Ha HEaJepruyeH pPUHMUT.
PasrpannuyaBaHeTo Ha TE3U JBa THUIIA XPOHUYEH PUHUT 4YPeE3 IOKA3BaHE HA HAJIMYHA WIH JIAIICBAILA
CEeHCUOMIIN3aIMs € BaXKHO 3a JICUEHUETO UM U POTHO3aTa Ha NalUEHTa.

Jleuenuero, Mo100HO Ha ANEPTUYHUS PUHUT, € CTHIAIOBUIHO U C€ ONPEAENsl OT IPOABIKUTETHOCTTA
U TEXECTTa Ha CUMIITOMUTE.
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JlekapcTBeHM IPOAYKTH:

Humpanazaninu anmuxucmamumu’
- Azelastine — ATC: RO1ACO03 — cripeii 3a HOC, pa3TBOP

Humpanazannu kopmuxocmepouou:

- Mometasone furoate — ATC: RO1LADOQ9 — cripeii 3a HOC, CyclieH3uUs

- Fluticasone propionate — ATC: RO1ADO08 — crpeii 3a HOC, CyCIICH3US
- Fluticasone furoate — ATC: RO1AD12 — cripeii 3a HOC, CyCIIeH3Us

- Beclomethasone — ATC: RO1ADO1 — crpeii 3a HOC, CYCIIEH3HS

KOM6uHupaH UHMpPAHA3aAl1eH AHMUXUCMAMUH C UHMPAHA3AJIEH Kopmukocmepoudi
- Azelastine/Fluticasone propionate — ATC: RO1AD58 — nazasen cripei

HHmpaHaaaﬂHu AHMUXOJIUHEPSUYHU cpedcmea:
- Ipratropium bromide — ATC: RO1AX03 — nazaineH crpeii

[Hexoneecmaumu

I11. OHEHKA HA PE3YJITATUTE OT JIEYEHUETO HA AJIEPTUYEH U BA3OMOTOPEH
PUHUT

OrneHkaTa Ha pe3ysTaTuTe OT (PapMakoTepanuara € BakHa, Thi KaTo JIEYCHUETO € CTHIIAIIOBUIHO U
MPOABIKUTENIHO, @ CUMIOTOMHUTE — XPOHMUYHO-peuuauBHpamiy. Hail-uecTo W3MOJ3BaHUTE METOIU
BKJTFOYBAT:

- Busyasano-ananorosa ckaja (VAS) — 10-caHTMeTpoBa ICUXOMETPHYHA CKala, YI00Ha 3a OI[CHKA
Ha TeKECTTa Ha PUHUTA, KOSTO OTpa3siBa MPOMsIHATA B KAUECTBOTO HA KUBOT HA MAIUECHTHTE.

- Tect 3a onenka Ha koHTposa Ha puHuTa (RCAT) — yIBBpACH METOA 32 OlLICHKa KOHTpOJIa Ha
HeaJlepriuyueH W aJepruyeH PUHUT. BBIPOCHUKBT € BaTUANPaH Ha OBITapCKU €3MK U Ce MpHUIara mpu
JuIa Ha Bb3pact > 12 roa. Coop < 21 e mokaszares 3a HEKOHTPOJIMPAH aJleprHyueH U HealepriuueH PUHUT.
Paznuka ¢ Tpu MyHKTa OT NpEIWITHATA OIIEHKA HAa CHOTBETHHUS MAIMEHT € MHIUKATOP 32 KIMHUYHO
3HaYMMa MPOMsIHA Ha KOHTpoJa Ha punuTa (Purypa 5).
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durypa S. BbIpocHHK 32 OLleHKAa HAa KOHTPOJIAa HA aJIePrUYeH U HeaJlepruYeH PUHUT

TecT 3a oueHKa KoHTpona Ha puHUT (RCAT)

To3n BLNPOCHAR C& OTHACA 00 BawWTe ONNAaxBaHWA OT HOCE W AW SNeprwiHY NDOREW
(Hanp, sadepsABaHe, CePOex Ha OUNTE], KOWMTE HE CR CEBLPIAHM © HACTUHKR W TPUN 1 G0

HAKBa CTENEH C& CNRpapaATe . THX 3a BcaKm EwMNpOC, MONa HJEEPETE oTroBapa, EOWTD HAA -

Aofpe onucaa  BawMTe ofNaHBEHMA OT HOCE W APy aNepnadHE NpoREs.

1. nE:‘I NocnenHaTs CeiWiila KONKD SecTo Bw ce IANYWBaLIE HOCBT?

Hukora FPRgro MoHAxRora HecTo MHoro vyecTo
= o =g = =}
2. Npes NocneguaTa CeaMWUa KONKD 4ecTo KHXaxXTe?
Hikara Paags (TR E=1E] HecTo MHaM YeeTa
:t D'_ :1 D’ DI

3. [pe: nocnegHaTta ceguuua KonNEs 4ecTo BM cenzAxa ouwaTe?

Hukora Prago MoHAxora Yecro Muoro JecTo
O* o* o* o* o'
4. MNpea nocnensarta CEOMAUE NG KAKBd CTeneH BaWwWTe oNNakBaHHA OT HOCA MIH ADYTH
ANEPTHYHA NPOREN CMYILAEaXa CbHA BnT
Macbwo He Manka OoHAKLgE Muoro Mpaa yanoTo
BpEWe
o* o* o* o* o'
5 [pes nocnennara ceamMuua MOKONES C8 CNPABAXTE ¢ BawwWTe onnakeasuA oT HOCGA
WA OpYTATE aneprudHe npoABs F
HamsnHo Ao ronama OoHARLAe Manko Brofwe He
CTENEH
o* =l o? 0* o'
6. [pes NnocneaHaTa coAMMUA KONED 48cTo MaBAMBaAXTe onpegeneHdt eRHOCTHE [ Hanp.

NOCHLUEHWE HA O0M, B KOATO HMa KOTE3 WNK KYyYe; HINU3aHe B napsa wiw patota B
MPAQMHATA), JAPANM CHMNTOMA OF HOCA MNH OPYTH ANEprayHn Nposen 7

Hukora Praga MoHAKara Yecto
o* o o? o* o'

MHorm YecTa

Bhrrapcka BepcMA Ha TECT 3@ OUEHKa KOHTPON Ha pUHUT { RCAT)
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BPOHXUAJIHA ACTMA (MKBE: J45, J46)

1. Onpenenenue

AcTMara e XpOHHYHO 0OCTPYKTHBHO PECIIUPATOPHO 3a00IsIBaHE, KOETO € XeTEPOTeHHO, XapaKTepu3upa
Ce ¢ XpOHUYHO BB3MAaJICHUE HA JUXATCITHUTE ITBTHUINA U CE ONIPE/IEIisi OT aHAMHE3a 33 HETIOCTOSIHHUA BB
BPEMETO H IO TEXKECT PECHUPATOPHU CHUMITOMHU (CBUPECHE B T'bPIUTE, 331yX, CTSITAHE B I'bPIUTE U
KalllJIMIa) ¥ Bapupallla/HeOCTOsTHHA OpOHXHATHA OOCTPYKIIHS (EKCITMpaTOopHa AUCITHES ).

2. Enugemuosiorus

AcTtMara e He3apa3HO 3a0o0JjsiBaHe, KOETO 3acsira BB3PACTHM U Jella U € Hai-4ecTOTO XPOHUYHO
3abomsBane cpen nenara. Cnopen C30 kbMm 2019 1. oT actma cTpaaar npuOAM3UTENHO 262 MIJIMOHA
Iyl B CBETOBEH Maial u T4 € npuynHa 3a 461 000 cMbpTHU ciydas. [loBedeTo cMbpTHH ciyyaw,
CBBpP3aHM C aCTMa, Ca PETUCTPUPAHU B CTPAHUTE C HUCHK JI0XOJI, KbJIETO HEJJOCTaTbUHUTE JUArHO3a U
JIeUEHHE BCE OIll€ OCTaBaT MPEIN3BUKATEICTBO.

3. [MaTodusuosorus

OcHOBHUTE MaTO(PU3MOJIOTUYHM XApAaKTEPUCTHMKUM Ha acTMaTa BKJIIOYBAT Bb3NaJleHHe Ha
AUXaTeJIHWTEe NbTHUINA, HHTEPMUTEHTHA OpOHXHAJHA OOCTPYKUMA W OpoHXHAJIHA
XHIIEPPeaKTHBHOCT.

Bob3nanuTe HUAT Npouec MPU acTMa ce XapaKTepU3upa ¢ MOHOHYKJIeapHa KJIeThUHA U €03MHO(pUIIHA
nHQUATpanus, XUIEPCEKpelrs Ha cilly3, JECKBaMalusi Ha enuTesia, XUIepIyla3us Ha TIJIajKara
MyCKyJlaTypa W pEMOJENMpAaHE Ha JUXaTelIHUTe MbTulia. HIKOM OT OCHOBHUTE KIETKH,
UIACHTUQUIMPAHU TpU BB3MAJICHUE HA JUXATEIHUTE IIBTHUINA, BKIIOYBAT MACTOLUTH, €03MHOQUIH,
eMUTEIHN KJIETKH, Makpodaru u aktuBupanu T-mumdorutu. T-muMdoruTuTe Urpast BaxkHa poiis B
peryJupaHeTo Ha BB3MNAJICHUETO Ha AMXATEJHUTE I'BTHUINA Ype3 OCBOOOKIABAHETO HA MHOMXECTBO
LIUTOKUHU. J[pyru CbCTaBHU KJIETKU Ha IUXATEIHUTE IMBTHUINA, KaTO (GUOPOOIACTH, EHAOTETHH KIETKU
U eNUTETHW KIETKH, JONPUHACAT 3a XpoHUbuIUpaHe Ha 3abonsBaHero. [pyru ¢akropu, KaTo
a/IXe3MOHHU MOJIEKYJIU (HaIlp. CEIEKTUHH, MHTETPUHH), Ca OT pellaBallo 3HaYeHHe 32 HACOUBAHETO Ha
BB3MAJUTEIIHUTE IPOMEHHU B TUXATETHUTE IBTUILA, & KIEThYHUTE MEIUATOPH BIUAIT BbPXY TOHYCa Ha
rJIajjkaTa MYCKyJIaTypa M IpPEIW3BUKBAaT CTPYKTYPHHM IPOMEHU M PEMOJEIMpAHE Ha JUXATEIHUTE
II'BTHILA.

Bponxuannara o6cTpykumus Moxxke 1a ObJie pe3yaTaT OT pa3Iu4yHU NMPOMEHHU, BKIIOUHUTEIHO OCTpa
OpPOHXOKOHCTPHKIIHS, OTOK Ha AMXATEIHUTE IIbTHIIA, 00pa3yBaHe Ha CIy3HU Talld U peMO/IeINpaHe Ha
IUXaTeTHUTEe NbTUIA. PeMojenupaHeTo Ha JOWMXaTeHUTE MBTHINA € CBbP3aHO ChC CTPYKTYPHHU
MIPOMEHH, ABJDKAIIY Ce Ha ABJITOTPaiHO BB3MAJICHUE U MOXKE Ja MOBIIMSAE HAa CTETIEHTa Ha 00pPaTUMOCT
Ha 00CTPYKLUATA HA IUXATEITHUTE TbTHUILA.
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BponxnaﬂHaTa XHIIEPPEAKTUBHOCT IIPpHU aCTMa CC OIPCAC/IA KAaTO IMMOBUIICH OTITOBOP HA MHOXCECTBO
C€K30I'CHHU W CHAOI'CHHU CTHUMYIIH. PasBuBa ce IMOCPEACTBOM JUPEKTHO CTHUMYIIMPAHEC Ha IJlaJKaTa
MYCKYyJlaTypa Ha JUXATCIIHUTC IIbTUIIA U MHAUPCKTHO CTHUMYJIUPAHE OT (bapMaKonor MYHO aKTHBHU
BCIICCTBA OT KJICTKH, CEKpCTUpAIIU MEANATOPH, KaTO MAaCTOUUTH HUJIM HCMUCIIMHU3WPAHU CCH30pPHU
HCBPOHHU. Cremnenra Ha XUICPPCAKTUBHOCT Ha OUXATCIHUTC NIbTHIIA OOMKHOBEHO Kopciipa C
KIIMHWYHaTa TCXKECT Ha acTMara.

4, K1MHUYHA KapTHHA

Kinnananaure IIpOsABH Ha 6pOHXI/Ia.]'IHa aCTMa BKJIKOYBAT IMOBTapAIIN C€ €IIM304U Ha CBUPEHE B I'bPAUTE,
CTAraHe B I'bpAWUTC, KallJIMIA W 3aayX. CUMIOTOMHTE YECTO C€ BJIOIIABAT Ipe3 HolmTa HIW IpHU
C’L6Y)KI[aHe oT ¢bH. OOMKHOBEHO T€ OT3BY4YaBaT CIIOHTAHHO WJIK CJICA MHXAJIMPAHC Ha 06neanBamo
JICKapCTBO. B Apyru ciry4dad T€ Morart Ja €€ BJIOIIAaT B PAMKHUTC HAa YaCOBC UJIM MUHYTHU, KOCTO BOJAU 10
IIO-CCPpHUO3HA 06Cpr1(LII/I$I n eKsauep6auI/1;1 Ha acTMarta, KOsATO CC obneKkyaBa camo C y1'IOTp€6aTa Ha
AOI'BJIHUTCIIHMA JICKAPCTBA. Hsxon MHOTO TEXKKH C€IMH304U ca JKMBOTO3acTpalaBaliy, BBIIPEKU 4YC
CMBPTHOCTTA OT aCTMa B 3psAiia Bb3paCT € pAAKa U B IIOBCUCTO eBponeﬁCKH CTpaHu MPOUCHTHT HaA
CMBPTHOCT HaMaJIsIBa.

Ex3anepOanuure Ha acTMaTa ce MPOBOKUPAT MPEIMMHO OT PECIHPATOPHUA MH(EKIMHA — OOMKHOBEHO
BUPYCHM U ca 0cOOEHO YeCTH Mpe3 3uMata U Clie]] 3aBphlilaHe Ha Jenata B yumiuuie. [Ipu Bb3pacTau ¢
aJICpruyHa actMma (CT)C ChIIBTCTBAIU AJICPITUYCH PUHUT U KOHIOHKTI/IBI/IT), CUMIITOMHUTEC CC ITPOBOKUPAT
OT KOHTaKT ChC CHOTBETHHsI(UTE) alepreH(n), Hail-4ecTo AOMalleH Mpax WM JOMAIHU JIOOMMIIH.
Jpyru d4ecTto cpeliaHd MPUYMHU BKJIIOYBAT (U3MYECKO HaToBapBaHe (0COOEHO MpU CTYIEH, CyX
BB3/1lyX) U 3aMbpCsiBaHE Ha OKOJHaTa cpefa. Hsxou nexapcTBa kato O6era-OJ0KepH M HECTEPOUIHU
npotuBoBb3nanurentu cpeactsa (HCIIBC) cpiio Morar 1a mpoBOKHpaT MPUCTHIT HA aCTMa, 0COOEHO
IIPU MalUEHTH C TpUaJHa acTMa (KOMOMHAIUs OT acTMa, Ha3aJlHa IOJIMIO03a U HEMOHOCUMOCT KbM
HCTIBC). Ex3anep0OanuuTe Ha acTMa 0CTaBaT OCHOBHA MPUYMHA 3a XOCIUTAIN3aLH.

5. Kpurepun 3a nocraBsine Ha JUarHo3a

5.1 3aabJKMTETHH H3C/1eIBAHNS 32 MIOCTABSIHE HA IHATHO32

Jluarsosara acTMma ce IOoCTaBs Ha 0a3ara Ha aHAMHE3a 3a TUIIMYHY 32 aCTMaTa CUMIITOMHU:

- Hannuue Ha moBeye OT €JMH CUMIITOM — CBUPEHE/CTATaHE B I'bPANTE, 33yX, KAallUIUIIA, 0COOEHO MpHU
BB3pacTHU

- BromaBane Ha cMMIITOMUTE Mpe3 HOIIITA WJIK PAHO CYTPUH

- CuMNTOMH, Bapupallly BbB BPEMETO U 110 TEXKECT

- CUMNTOMH, BJIONIABAIM CE OT BUPYCHH MHPEKIUHU U HecrienuuIHU (pakTopu

OCHOBHMTE TNATOJIOTUYHU OTKJIIOHEHHS BBbB (DU3MKAIHATA HAaXOJKa MPU acTMa BKIIOYBAT YIbJKEH
EKCIIMPUYM U HAIMYME HA CYXH CBUPKAIU XPUIIOBE.
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JIMarHOCTHYHUTE TECTOBE, KOUTO C€ M3IOJI3BAT HAW-4eCTO 3a JOKa3BaHEe Ha oOpaTMMa OpoHXHaTHA
OOCTpYyKIMs BKJIOYBAT (YHKIHMOHAIHUTE OEI0APOOHU TECTOBE — CIMPOMETpUS C OTUMTAHE Ha
IIPOMEHHUTE B CTOMHOCTHUTE Ha (hopcupaHus ekcrmparopeH oodem 3a 1 munyra (PEO1), hopcupanus
ButasieH KanaureT (PBK) u TaxHOTO choTHOWmEHHE (MHAECKC HAa TU(HO) 1 BBPXOBUS €KCIIUPATOPEH
neour (BE]I), OponxoammaTaTOpeH TECT, KAKTO M TECTOBETE 3a BapHAaOWIIHOCT Ha OpOHXHAIHATA
obctpykuus (BEJl-MeTpusi) u IpoBOKallMOHHUTE TECTOBE 3a I0Ka3BaHe Ha HecrenupuiHa OpoHXuaiHa
XUIEPPEAKTUBHOCT (Hamp. MeTaxoJuHoOB TecT). KbM nquarnosa actma HacouBar:

- JlanHu 3a OOCTPYKTHBEH BeHTHIIaTOpeH nedekt (moHmxkeHu croitHocT Ha ®EO1 u mHmekca Ha
TudHO ¥ NoHMWKEeHN UK HoOpMaHU cToiHOCcTH HAa DBK)

- Jlannm 3a obpaTumocT Ha OporxuanHara ooctpykmwus: nonoxureiacH bJIT — nopumasane Ha @PEO1
>12% u >200 ml cnen uaxanupane Ha Obp3oaeiicTai 6eta2-aronuct (SABA)

- 3HaunTeNHA BapHaOMIIHOCT HAa OpoHXHanHaTa oOcTpykims: BapuadmiHoct Ha BE]] 3a mepuoz ot 2
ceamuuy >10%

- 3HauuTeNHO MoAoOpeHne Ha OemoapoOHaTa (QyHKIUS ciiel] 4-CEIMHYHO MPOTHUBOBB3MATUTEIHO
neuyenune — nouiiaBane Ha ®EO1 >12% u >200 ml wiu BEI] >20% u3BbH pecniupaTopHa HHOEKIHS
- [TonoxxuTeNieH MpPOBOKAIIMOHEH TECT C (PU3UYECKO ycuiine — Bb3pacTHU: cragane Ha ®EO1 >10% u
>200 ml crpsiMO M3XOIHOTO HHBO

- [TonoxwuTenen OpoHXONMPOBOKAMOHEH TecT — crnanane Ha PEO1 >/=20% cnpsiMo U3XOAHOTO HHBO
IpU TPOBOKAIMS C METAaXOJIWH/XUCTaMUH WM >/=15% cbC cTaHmapTU3UpaHa XHUIEPBEHTUIALINS,
XHUIEPTOHIYEH (PU3HOIOTUYCH Pa3TBOP UM MAaHUTOJ

- 3HaunTeIHN Bapuanuu Ha OenoapoOHara GyHKIms Mexay Busutute — DEO1 >12% u >200 ml
(M3BBH pecrupaTopHa HHQEKIIHS)

5.2. ,HOHT).]'IHI/ITC.TIHH H3CJIeIBAaHUA 32 NOCTABAHE HA JHArHo3arTa

JIOIBITHUTETHO MOTaT Jla Ce MPOBENAT M3CIENBAHWS 332 HAIWYHE Ha AJEPTUYCeH PHHUT, XPOHUYCH
PUHOCHHY3UT ChC UM 0€3 Ha3aJlHa MOJIMII03a, a Ype3 U3cie/IBaHe Ha HIKOU OMoMapKepH, KaTo

- KpPbBHA U CIIyTyMHAa €03UHOPMIINSA,

- HuBa Ha 06111 umyHornooynuH E (IgE),

- bpaxius Ha u3auman azoteH okcu (FENO)

Jla ce onpezieny (peHoTHIa Ha acTMaTa — aJlepruieH Win eo3uHo(uieH (heHoTHUI.

6. IudepeHnmnana 1MarHo3a

Judepenunannara AMarHo3a Mpu acTMa 4ecTo € 3aTpyAHEHa [Opaiu MPUMOKPUBAHETO HA CUMIITOMUTE
Ha OoyiecTTa C Te€3M, XapaKTepHU 3a peaulia ApYyrd 3a00isiBaHUS C pa3HOoOpa3Ha E€THOJIOTHS M
JIOKaJu3alys Ha MBpBUYHMS OojecteH mpouec. Haif-uecto ce Hamara pasziuyaBaHe OT CIETHHUTE
3a00JIsIBaHMS: XPOHUYEH KallUTMYCH CHHPOM Ha TOPHU TUXaTeIHU ITBTHIIA, HHIYITUpaHa JapuHTeaTHa
OOCTpYKIMS, XHUIEPBEHTHJIAMSA H AUCHYHKIIMOHAIHO JHIIAHe, OpPOHXHMEKTa3WH, aclepruiosa,
XpoHUYHA 00CTpyKTUBHA OenoapobHa 6onect (XOBbB), nepunut Ha anda-1 aHTUTpUNICUH, KUCTUYHA
¢ubpo3a, chbpAeyHa HEJOCTATHYHOCT, MPEAU3BUKaHA OT JIEKapCTBa KalLIUIa, 6enoapodHa emOomus,
ractpoe3odareanna pedurykcHa 0osect, acupanus Ha 9y>KI0 TS0 U JIp.
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7. OueHka Ha acTMaTa

Husoto Ha KOHTPOJ Ha aCTMara € CTCIICHTA, B KOATO Ca MPOABCHU CUMIITOMUTC HAa aCTMaTa MJIK Ca
HaMaJICHH/ITUIICBAT B pe3yaTar Ha tepanusaTa (Tabm. 1). Onpezaens ce OT B3aUMOICHCTBUETO MEXKY:
TC€HCTUYHUTC (baKTOpI/I, nmouICKalu MmaToJIOTUHIHU IpoUeCH, MpujlaraiHu MEANKaMCHTH, OKOJIHA CpEaa
H IICHUXOCOLMAaJTHU (baKTopI/I. Haii-gecto 3a OIICHKa Ha KOHTpOJIa Ha CUMIITOMHUTC IIPHU BB3PACTHU U
tonomu ce usnonssar Asthma Control Questionnaire (ACQ) u Asthma Control Test (ACT).

Tadoauua 1. Ouenka Ha Global Initiative for Asthma (GINA) 3a konTpoJ Ha acTMaTa npu
Bb3PACTHH, IOHOIIM U Aena 6-11 roqunu

A: KOHTpOJ’l HAa CHMIITOMUTE Hupo na KOHTPOJI

WMan nu € nanueHTsT Hodpe YacTuuHo HexonrpoJsimpana
npe3 nociaeaHure 4 KOHTPOJIMPaHa KOHTPOJIHPaHA

CCIAMMUIIN

JIHeBHU CHMIITOMU Ja/He

>2/ceIMUYHO

HomHo ch0yxnane Ha/He Huro enun ot 1-2 ot mocoyenute | 3-4 OT HOCOYCHHUTE

nopaau actmara? IIOCOYCHUTEC

Ynorpeba Ha Ja/He
00JIeKYaBaIo CPECTBO

>2/ceqMU4uHO

OrpannyaBaHe Ha Ja/He

(hu3NYeCKUTEe YCHITUSA

rnopajau actMarta

Texxecrra Ha acTMata (JIeKa, CpPEIHO TEXKa M TEXKKa) C€ OLEHSIBAa PETPOCHEKTUBHO CIOpPE]
Heo0XoAMMaTa Tepanus 3a KOHTPOJI Ha CUMIITOMUTE M €K3alebalunTe, KaTo € BaKHO Ja Ce HalpaBu
pasnuKa MEXIy TeKKa M HEKOHTpolHMpaHa acTMa. Moke Ja ce M3BBPIIN HSAKOJIKO MECela Clel
cTapTHpaHe Ha KOHTPOJIMPAIIOTO JICYEHHE U PU BB3MOXHOCT Clie]] OnuT 3a Step down Ha Teparmmsita
3a HaMUpaHe Ha MUHUMajHaTa e(eKTHBHA 1032 HAa MEIUKaMEeHTHTEe. TeXecTTa He € CTaTHYeH
IoKa3aTes U MOXKe J1a ce MPOMEHs IIPe3 MECEIUTEe U FOJJUHUTE.

8. Ki1acoBe MeqMKkaMeHTH IIPH acTMa

MenukamMeHTHTE 3a acTMa Ce pa3leisaT Ha KOHTPOIHMpalyd MeankaMenTu (controllers), oGnexuaBamm
MeaukaMeHTH (relievers) u qombiHuTenHE Tepanuu (add-on Tepanum):

e KoHTponupamure MeIUKaMEHTH ChABPKAT UHXanatopHu Koprukocrepouaun (ICS), kouto
HaMaJsBaT BBH3MAICHUETO HA JUXATEIHHUTE ITHTHINA, KOHTPOJIHPAT CHUMIITOMHTE M HamalsBaT
pHcKa 3a ek3alepoanuu (JOpH MpH Jieka acTMa) U CMBPT OT acTMa. Jleuenuero ¢ ICS moxe na
HaMaJii CBbp3aHus C eKk3arepoanuu craj Ha oenoapooHarta ¢pyHkius. [logappkanure Tepanuu ca
KOHTPOJIMPAIIX MEIUKaMEHTH, KOUTO Ce TMPEAINNCBAT 3a eXKeJHEBHA yIoTpeoa.
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e OOnekyaBaumre MeaukamMeHTH — HUCKU 1o3u ICS-formoterol mmm Obp3oneiicTBamm Oera2-
aronuct (SABA) cbabpkar Obp3oaeiicTBamm OpoHxoaunararopu. M3monssar ce ,,ipu Hyxaa“
3a mocTurane Ha Obp30 00JIeKUYaBaHE HA CUMIITOMHTE, BKIIOYUTEIHO 110 BpeMe Ha eK3arepoanuu.
M3nomseane Ha  ICS-formoterol karo  oOsek4aBamio  cpeacTtBo  (4eCTo  HapU4YaHO
,»[IPOTUBOBB3MAIUTEITHO 00JIEKYABAIIO CPEACTBO ) CHIIIO HAMAIISIBA PUCKA OT TEXKKH eK3ariepOoarim
B cpaBHeHUE cbc SABA.

o JOMBITHUTEIHUTE TEPANHUH CE IPHUIIAraT MPESTUMHO IIPH NAIIMSHTH C TPYAHA 32 JICUCHUE UITH TEXKKA
acTma.

8.1 I'ntokoxopmukocmepouou/kopmuxocmepouou (CS)

HNuxanaropuurte xkopruxkocrepouau (ICS) ca Haii-eeKkTUBHUTE KOHTPOIUPALIM MEIUKAMEHTH 32
acTMa M ca Tepamnus OT I'bpBa JMHUA 32 BCUYKH MAIMEHTH C MEPCUCTUPAIIA aCTMa, KaTO OCUTYPSIBAT
KOHTPOJ Ha CHUMITOMHUTE WU TPENOTBpaTsABaT ek3arepOanuure. Jopy B HUCKH JO3M T€ MOTUCKAT
BB3MAINUTEIHUS TPOIEC OCHOBHO Ype3 M3KII0UBAHE Ha MHOXKECTBO AKTHBHPAHH BBH3MAIUTEIHU T€HU
KaTo ce HamecBaT B Mpolleca Ha alleTWIMPaHe Ha XUCTOHA OT XucToH neaneTminaza 2 (HDAC2). Te
MOBHIIIABAT T€HHATA TPAHCKPHIIIIKS Ha JTUIIOKOPTHH- 1, 6eTa2-aipeHepruaHUTE PELENTOPH, MHOKECTBO
MHXUOUTOPHU MPOTEHHU U MPOTUBOBB3MAIUTEIHN WK HUHXUOUTOPHU LIUTOKMHYU U HAMAJISIBaT FeHHATa
TPAHCKPHIIIIHS HA Bh3MATHTETHUTE IMTOKUHM (Kato IL-4, IL-5, IL-6, IL-11, IL-13, IL-15, TNFa, GM-
CSF, SCF), xemokunu (IL-8, RANTES, MIP-1a, eotakcuH), Bb3MaIUTETHU €H3UMU (MHAYIUpYyeMa
ukiookcurenasa — COX-2, uanynupyema docdonumnaza A2), Bb3MATUTEITHA NENTUAN (€HIOTEINH-
1), Mmenuatopuu peuenrtopu, aaxe3nonHu Mojiekyin (ICAM-1,VCAM-1). Ha kierpuno HuBo ICS
HamassBaT Opos HAa BB3MATUTEITHHUTE KIETKH B aCTMATUYHHUTE IMXATEITHH MBTUIIA, BKIIOYHUTEITHO
eo3nHopuIH, T-TMM(OIUTH, MACTOLUTH U JCHAPUTHH KJIETKH. Upe3 MoTHCKaHe Ha MHOTO aKTUBUPAHH
BB3MAINTEIHN TeHU B CUTEIHUTE KJICTKHA Ha JUXATeITHUTE ITBTHINA, PEAOBHOTO Tpriiokenue Ha ICS
BBH3CTAHOBSIBA MHTETPUTETA HA EMHUTETHATAa ThKaH.

KomnuectBoto ICS, koeto ce abcopbupa ot Genute 1podoBe B CUCTEMHOTO KpbBOooOpallieHne, oka3pa
HC3HAYUTCIIHU CUCTCMHHA CTPAHUYHU e(beKTI/I IIpH J03UTE, KOUTO MMOBEYCTO MALIUCHTHU U3IIOJI3BAT (Ta6n.

2)

Tadauua 2. Hucku, cpeann u Bucoku 1031 ICS npu Bb3pacTHu ¥ 10oHOmHU (12 rogunm)*

HNuxanaTopeH KOPTHKOCTEPOU O0ua 1HeBHA 1032 (mcg)

Hucka Cpenna Bucoka
Beclometasone dipropionate (CFC) 200-500 >500-1000 >1000
Beclometasone dipropionate (HFA) 100-200 >200-400 >400
Budesonide (DPI) 200-400 >400-800 >800
Ciclesonide (HFA) 80-160 >160-320 >320
Fluticasone furoate (DPI) 100 n.a. 200
Fluticasone propionate (DPI i HFA) 100-250 >250-500 >500

*ToBa HE € Ta6J'II/II_[a 3a CKBUBAJICHTHOCT, 4 3da KIIMHUYHAa CPABHUMOCT.
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[ToBeuero ot wkimHuyHHTEe MOM3U oT ICS ce HaOmromaBaT mMpu HUCKK J03W. Bucokutre n03u ca
MPOU3BOJIHYU, HO 3a moBeyeTo ICS ca Te3m, KOUTO MpH MPOABIDKUTENHA yHoTpeba ca CBbp3aHU C
IOBHUIICH PHUCK OT CUCTCMHH CTPAaHUYHU e(beKTI/I.

CucreMHOTO MNPUJIOKEHUEC HA CSe CBBpP3aHO CHC 3HAYMMU HCIKCIIAHU JICKAPCTBCHU PCAKIIUH, KOCTO
orpaHn4aBa OO3UTC W HNPOABJIDKHUTCIHOCTTA HaA IPHUIIOKCHHETO HM. VHOTpe6aTa HM IIpU acTMa €
orpaHn4cHa A0 KpaTKu KypCOBC B CIIM30JUTC HA TCIKKaA eKsauep6aumI Ha CbCTOAHUCTO U PCTyJIsApHA
YHOTpe6a IIpU MagUEHTUTE C TCXKKa aCTMa U JIMIICa Ha KOHTPOJI Ha 3360J’IHBaHeTO, BBIIPCKHU TCpaluAaTa
C OCTaHAJIMTC HAJIMYHU MCINMKAMCHTH, IIOKa3aHH 3a TCXXKa acTMa.

JlekapcTBeHM MPOXYKTH:
ICS — moHompenapaTu:

- Beclometasone dipropionate — ATC: RO3BAOL — cycmiensus, paztsop (100, 250 mcg/mno3a)

- Budesonide — ATC: RO3BAO02 — cycriensust 3a HeOymu3zarop (0.25 mg/ml), mpax 3a unxanarust (100,
200 mcg/mo3a)

- Fluticasone propionate — ATC: RO3BAO5 — cycnien3susi, pa3tBop 3a uuxanaius (50, 250 mcg/no3a)

- Ciclesonide — ATC: RO3BAO8 — cycrien3us, pa3tBop 3a uaxanaius (160 mcg/mnos3a)

CS 3a cucTeMHO NPUJIOKEHHE:

- Methylprednisolone — ATC: HO2AB04 — nuodunusar (6,31, 15,78, 40, 125, 250 mg) + 7 pa3rBopuTen
3a MO WIN3aMOHEH HHXEKIIMOHEH pa3TBop, TabneTku (4, 16 mg)
- Prednisolone — ATC: HO2ABO06 — tabietku (5 mg).

8.2 Bema2-azonucmu

CenexTuBHUTE O€Ta2-arOHUCTU OKa3BaT OPOHXOAUIIATATOPEH €(EeKT U BKIIIOUBAT ObP30AEHCTBALIIUTE
(SABA) u gparoaeiictaiyu 6era2-aronuctu (LABA).

AKTHBHpaHETO Ha [-aApEHEPTUYHHUTE PEIENTOPH BOJAU JI0 pejlaKcalus Ha TlajKaTa MycKylaTypa B
Oenust ApoO W AUNaTalMs U pa3lIMpsBaHEe HA IUXAaTeTHUTE MbTUIIA. berta-aipeHepruuHuTe penentopu
ca CBBbp3aHU CbC cTUMYyIUpamus G IPOTeHH Ha aJeHWI IUKJa3aTa, KOMTO MpOU3BEXAa LUKIHMYEH
ageHo3uH MmoHo(dochar (CAMP), moBumaBaneTo Ha HUBaTa Ha KOWTO ca CBbP3aHM ChC 33/IeCTBaHE HA
Kackaja OT CJOKHM IPOLIECH C KpaeH pe3yaTaT MpeloTBpaTsABaHE Ha KOHTpAKIMATAa Ha riajkara
MYCKyJaTypa Ha TUXaTEIHUTE IbTHILLA.

SABA ca noka3aHu 3a JiedeHHE U MpeloTBpaTsaBaHe Ha OpoHxocna3zbMm. OcurypsBar KpaTkoTpaiiHa
(ueTupu wyaca) OpoHXOAWIATAIMsl MpU OOpaTUMa OOCTPYKIMS Ha JuXaTeJHuTe ObTulia. [lpu
OpOHXMaJIHa acTMa MOXKE€ J1a c€ M3I0JI3BaT 3a 00JIeKYaBaHe Ha CUMIITOMMTE cJe]l 0siBaTa UM WX 3a
MPEJOTBPATABAHETO UM IPEAM KOHTAKT C MO3HAT ajepren/pusnyecko ycumine. Kebm momenta SABA ca
BTOpH M300p Ha 00JeKYaBalll MEANKAMEHT, Thi KaTO C€ HAaTPYyINBAT BCE M1OBEYE IaHHU, Y€ OBUILICHATA
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UM ymoTrpeba ce CBBbp3Ba C YBEIMYEH PUCK 3a TEXKKU eK3alepOanuu, HeOIaronpusaTHU KpaiHu
pe3ynTaTd U IOBUIIABAaHE HA pUCKA 3a CBBbp3aHa ¢ acTMa cMbpT. JoOaBsHero Ha ICS Boau 1o
HaMaJsBaHe Ha TE3M PUCKOBE, NOPaId KOETO BCUYKH BB3PACTHU U MOAPACTBALIM MAIUEHTH C acTMa
TpsOBa Ja mpueMaT KOHTPOJIUPALIO JICYEHHE, ChbpKaIllo HUcKa 103a ICS mpu cumnToMu (IIpHu HY»K7a)
WM €KEAHEBHO (KOHTPOJIUPALLO CPEICTBO) € L€l HaMaJlsIBAaHE Ha PUCKa OT CEPUO3HU eK3alepOaluy.

LABA Tps6Ba fa ce U3M03BaT PETYISIPHO 32 OCUTYPSIBAHE HA JTUJIATAIMsI HA CTECHEHUTE TUXATEITHU
I'BTULIA U IPEIOTBPATSIBAHE HA aCTMAaTHYHUTE NPUCTHIU. [IbiaroaeiicTBamuTe B2-aroHUCTH He TPsiOBa
Ja Cce U3MO0J3BaT Karo MOHOTepamus Ipd acTMa, ThH Karo Morar Ja YyBeIu4aT pUCKa OT
’KMBOTO3acTpallaBallla acTMaTUYHa aTaka, IOpaju KOETO ce MpuiaraT BUHaru B komOuHanus c ICS.
Ho6apsinero Ha mHxanatopaure LABA kM ICS nombinuTenHO momoOpsiBa KOHTpOJAa HA acTMara,
U3II0JI3BAHETO UM 1101 (hopMaTa HA KOMOMHMPAHU UHXAJATOPHU YCTPONCTBA MOA00PABAT KOMILIaibHCA
M KOHTPOJIUPAT aCTMaTa IMPpH IMMO-HUCKHU JO3U Ha KOPTUKOCTCPOUIUTE.

W3non3sanero Ha ICS/LABA kato o0iekuyaBaimio CpeicTBO NpU HykIa ce obo3HauaBa kato MART
noaxon (Maintenance and Reliever Therapy) — nomabpakaiiara u obiekyaBalia Tepanus e noja gopmara
Ha KOMOMHAIINS B €JMH HHXAJIATOP, KOWTO Ce M3IOJI3Ba KAaTO KOHTPOIMPAIIO CPEJCTBO B CIKEAHCBHATA
MOJIbpIKAIlla Tepalus W 3a O0JIeKYaBaHEe Ha CHMIITOMHMTE, KOraTo € HEOOXOIMMO, KaTo YacT OT
cnernuduieH pexum Ha iedeHrne. MART moaxonsT € Br3MokeH camo 3a komOuHanuute ICS-LABA,
KOHUTO Chabpikatr Obp3oeiicteam LABA — formoterol.

[Mpenopwkata 3a u3nomsane Ha MART moxxox ce ocHOBaBa Ha OBP30TO Hayalo Ha JEHCTBHE Ha
formoterol 3a 6bp30 0OeKUaBaHE HA CUMIITOMHUTE M Ha HETOBaTa MPOCTOTA, KOETO MOXKE J1a TIOMOTHE
3a momoOpsiBaHe Ha TNpHUIbpkaHeTo KbM Tepamusita. MART e mo-edexkTtuBeH 3a HamansBaHe Ha
eK3anepOauuTe U 1MoJ00psIBaHe Ha €KEIHEBHMS KOHTPOJ Ha acTMaTa CIpPSMO ChIIaTa IOIbpIKaIia
no3a Budesonide/Formoterol (BUD/FORM) mutitoc SABA nipu Hy»1a 1 ce CBbp3Ba ChC 3HAUUTEIHO T0-
HUCKA TOJUIIHA HYXK/Ia OT TePOPaTHA KOPTHKOCTEPOUIN U HAMaJsIBAHE HA YECTOTATa Ha MOCCUICHUS
Ha CIENIHO 3B€HO U XOCITUTATH3AUH.

HatpynBar ce Bce moBeue nanHu 3a TOBa, ye n3non3Baneto Ha BUD/FORM npu Hyx1a e no-edeKkTuBeH
KaTo 00JieKyaBallo CpeJCTBO MpPH JeKa acTMa, OTKOJIKOTO SABA, HO KbM MOMEHTa Ta3u ynorpebda e

off-label.

JlekapcTBeHH NPOAYKTH:

SABA:

- Salbutamol — ATC: RO3ACO2 - cycniensust mon Hassirane 3a uaxanaiws (100 meg/mo3a)

@uxcupana komounayua LABA + ICS:

- Budesonide/Formoterol — ATC: RO3AKO7 — mpax 3a unxanarmus (160/4,5, 320/9 mcg/no3a)

23



- Fluticasone propionate /Salmeterol — ATC: RO3AKO06 — npax 3a unxananus (100/50, 250/50, 500/50
mcg/no3a)

- Beclomethasone/Formoterol — ATC: R03 AKQ7 — pa3tBop, npax 3a uaxanarwus (100/6 mcg/no3a)

- Fluticasone propionate/Formoterol — ATC: RO3AKO07 — cycnensus 3a uuxananus (125/5, 250/10
mcg/no3a)

- Fluticasone furoate/Vilanterol — ATC: RO3AK10 — npax 3a uaxanarus (92/22, 184/22 mcg/no3a)

8.3 Aumuxonunepzuyu

Kontpakiusta Ha mIaakara MycKyJlaTypa Ha JUXaTeJIHUTE [bTHUINA, JAbJDKAlla Cce Ha
HeBpoTpancmuTepa aneTuiaxonuH (ACh), ce ochimecTBsiBa 4pe3 cTUMyIHpaHe Ha M3 MyCKapHHOBU
ACh peuentopu (mAChR), xouto ce ekcmpecupar B LSJIOTO OPOHXHAIHO IBPBO (LEHTPATHU U
nepudepan auxarennu npTuima). [loBumenara curnanmmsanus Ha ACh penentopure Moxe J1a Urpae
POJIst HE caMo 3a MOBUILIABaHE HA OPOHXOKOHCTPUKIIMATA, HO M HA MyKYCHATa CEKPELUs, Bb3IaJIEHUETO
U PEMOJEIMPAHETO HA JUXATETHUTE IIBTHUILA.

MyckaprHOBUTE aHTarOHUCTH NpUTEXaBaT OPOHXOAWJIATATOPHO JCHCTBHE, MPOSBABaLIO CE 4pe3
OJI0KHMpaHe Ha MApaCUMIIATUKYCOBHS TOHYC Ha IUXATEeTHUTE IbTHUILA. Te ChIo OMBAT C KPAaTKO U ABJIT0
nevicteue. MHxanatopuure qpiarojeicrBamy MyckapuHoBu antaronuctd (LAMA) ce nmpuiarat kato
penoBHa add-on Teparnus 3a HOCTUTAHE HA TOMBIHUTEICH OPOHXOIUIATATOPEH e(EeKT PH MALUCHTH C
HenoOpe KoHTposmpaHa actma Ha BucOKd 103U ICS-LABA. TMoaxoasmu ca v NMpU TAIUEHTH C
MIPOTUBOIIOKa3aHUE 3a JieueHue ¢ B2-aronucTty. He ce mpenopbuBart 3a IBJITOCPOUHO JISUEHUE TIPH JIelia.
WNuxanatopHuTe KpaTKOJAEHCTBAIlM AHTUMYCKapUHOBU CpEICTBA MoraTr Ja ObJaT eQeKTUBHU
CaMOCTOSITETHO MJIM B KOMOMHAIMs C KpaTKojeicTBamm Oera2-arOHUCTH 3a OOJeK4aBaHE Ha
CUMITOMUTE TPU OCTHP MPHUCTHII HA ACTMa, Hall-ueCTO MOJ1 KOHTPOJIA HA CIELIUAIIUCT.

JlekapcTBeHM IPOAYKTH:

- Tiotropium — ATC: RO3BB04 — 2,5 Mukporpama, pa3TBop 3a HHXaJIAIHs B yCTPOHUCTBO Pecrimat
- Ipratropium — ATC: R03BB01 — cycniensust moj Haisrane 3a naxanarus (20 mecg/no3a)

@uxcupana komounayua LABA + ICS + LAMA

TpoitHatra komOuHanus ot beclometasone dipropionate, formoterol fumarate u glycopyrronium e
MOKa3aHa 3a MO IbPIKAIO JICYCHUE Ha acTMa IPH BH3PACTHU IMAIMEHTH, TIPU KOWTO HE Ce MOCTHTa
J0CTaThUEH TePareBTUYCH KOHTPOJ C MO IbprKaIla KOMOMHALIUS OT JBJITOJeiCTBAI OeTa2-arOHUCT U
CpeHa /032 MHXAIATOPEH KOPTHKOCTEPOH]] W KOUTO Ca MMM €JHO WJIHM IOBEYEC W3OCTPSHUS Ha
acTMara mpe3 MpeaxojHara roauHa. M3mon3BaHeTo Ha (UKcHpaHa TpoHA KOMOHWHAIMS MOJ00psBa
MPUABPIKAHETO KbM TEpANHsITa U KOHTPOJIA Ha acTMaTa.

JlekapcTBeHHM NPOAYKTH:
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- Beclomethasone/Formoterol/Glycopyrronium — ATC: RO3AL09 — pa3tBop moj Hausra€e 3a
unxananus 87/5/9, 172/5/9 mcg

8.4 Anmuneskompuenu

Hucrennnn neskorpueHute (CysLT), karo LTC4, LTD4 u LTE4 ce ocBoO0X1aBaT OT MacTOIIUTH U
eosnHoGuIN U cien cebp3BaHe cbe cboTBeTHUTE CysLT penentopu xato CysLT Tum-1 penenropw,
pas3MoNIOKEHU BBPXY TIAJAKUTE MYCKYJTHU KIETKM Ha JUXaTeIHUTE NIbTUINA, Makpodarute Ha
JMXATETHUTE MTBTUINA W BBPXY Pa3IMYHU MPOBB3MAINTEIHU KIETKH KaTo €03MHO(WINA y4acTBaT B
natodu3uoorusaTa Ha actMara, karo Boaar 1o CysLT-meaunpana OpOHXOKOHCTPUKIIMS, [TOBUIIEHA
MYKYCHa CEKpelLMs, ChJOBa MPOMYCKIMBOCT M HATPyNBaHE Ha €O3MHO(MIM, KaTO MO TO3M HAuMH
y4acTBaT B MOJABPIKAHETO HA BH3MAIUTEIUTEHUTE MPOLIECH MIPH acTMa.

JleBkoTpreHoBute penenropau aHtaroHuctd (LTRA) ce cBbp3BaT ¢ BUCOK aQUHUTET U CEICKTHBHOCT
kbM penentopa CysLT tun 1, koeTo moamnomara HHXHOMPAHETO HA BCUYKH (PU3MOJIOTHYHU JACHCTBUS
Ha CysLT. LTRA ca pompnHuTenHa TEpanus KbM MHXaJaTOPHUTE JIEKapcTBa 3a acTMa. Te morar na
ObIaT 0COOCHO MOJIE3HW NpPU CHUMIITOMH IIpe3 HOIITA, NMPH ChYETaHHWE HAa acTMa W PUHUT, IPH
Mpear3BUKaHa OT (PU3MUECKO YCHIINE acTMa, 0€30IacHH ca U ce MOoHAcAT 100pe, 0cOOeHO OT Jena.

JlekapcTBeHU NPOAYKTH:
- Montelucast — ATC: RO3DCO03 — tabnetku (4, 5, 10 mg), rpanynu (4 mg).
8.5 Memunxcanmunu

Theophylline (numeTniaKcaHTHH) OKa3Ba OpPOHXOIWJIATATOPEH €QEeKT B IO-BUCOKU J03U, KaTo
JIOMBIIHUTETHO WMa TPOTUBOBB3MAIUTEIHA €(EKTH TPH acTMa B TIO-HUCKH KOHIIEHTPAIIHH.
MonexkyaHUAT MeXaHU3bM Ha OpoHXoaujatauus € mHxuOupane Ha Qocdoauecrepaza (PDE)3, a
MIPOTHBOBB3MAIUTEIHUAT €PEKT MOKE J1a ce IBJDKH Ha mHXuOupane Ha PDE4 n akTuBHpaHe Ha XUCTOH
JealeTuiaza-2, KOeTo BOAM /0 H3KIIOYBAaHE HAa aKTHBMpPAHWTE BB3NAJIMTENHM TeHH. Upes To3m
MEXaHU3bM TEOQWIMHBT MOXKE Ja € OT Ioji3a 3a IPeoJosiBaHE Ha KOPTUKOCTEPOMIHATA
PE3UCTEHTHOCT, KOETO € OT 0OCOOEHO 3HAYCHHE IIPU TEKKA acTMa.

[Tonacrosimem theophylline ce uznon3Ba kaTo TOMBIHUTENHA TEPAMKsl IPU MAIMEHTH C aCTMa, KOSITO
He € Mo0pe KOHTPOJMpaHa OT MHXAJATOPHH KOPTHKOCTEPOUAN ChC WM Oe3 mbirojeicrBamm [2-
aronuctu. llpumara ce cuctemMHO (MEpOpaliHO KaTo TMpemapaTd Cc O0aBHO OCBOOOXKIaBaHE 3a
MOJTbPKAIIO JICYCHUE W MHTPABEHO3HO TPH OCTpU ek3arepOanmumu Ha actMa). YmoTpebara my ce
OTpaHMYaBa OT YECTHTE CTPAaHWYHH €(EeKTH, KOUTO Ca CBBP3aHU C IUIA3MEHHUTE KOHIICHTpAIMH U
BKJIFOYBAT raIcCHE, IIOBPBIIAHE U ri1aBoooIne u IIpU MMO-BUCOKHU KOHIUCHTpAIHUU — CbpACYHU apUTMHUHN U
I'bpPYOBE.

JlekapcTBeHH NPOAYKTH:
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- Theophylline — ATC: RO3DA04 — tabiieTku cbe 3a0aBeHo ocBoOoxknaBane (300 mg)
- Aminophylline — ATC: RO3DAO05 — ra6nerku (100 mg), ammynu 24 mg/ml

8.6 Anepzenna umynomepanus

Bnuza B choOpakeHHWE TMpPH YCTaHOBEHA KJIMHMYHA 3HAYMMOCT Ha CceHcHOmwnm3auus (KbM
MUKPOKBPJIC)KA Ha JIOMAIICH Npax, eMuJAepPMalHH KUBOTUHCKU OOpa30BaHMS, BB3IYIIHU IUICCCHH,
MOJICHU) OCOOCHO MPH HAIMYKE HA KOMOPOUICH aJIepIrHYCH PUHUT/PUHOKOHIOHKTHBHT MPU MAI[MCHTH
C KOHTpOJIMpaHa OpoHXHaHa acTMa. Moy/ipa aJlepru4HOTO Bh3MAJICHHE U UMa JIBJITOCPOYCH €PEKT
U cliel cupane Ha TepanusTa. [Ipuiara ce moaKoKHO WM CyOJIMHTBATHO /KAllKKU WIIA TaOJICTKU MO/
e3uKal.

JlekapcTBeHU NPOAYKTH:
Allergen extract - ATC: VO1AA20

B sieueHneTo Ha aNepPrUYHUS PUHUT M aTONMHWYHATA OPOHXHMAHA acTMa CE W3IOJI3BaT AJIepreHHH
npenapartu (Allergen extracts) u xumu4ecku Moauduuupanu ajeprennn npenaparu (Chemically
modified allegen extracts) 3a cneuupuyna UMyHOTEpaNKsi, XUIOCCHCUOMIM3AIUS WIA AJlepPreHHa
BaKCHHAIHSL.

Ts ce Ha3HAYaBA MPH MAIMCHTH C [OKa3aHa CTHOJIOTHYHA BPH3Ka MKy CCHCHOMIM3UPAIINSI AJIepreH
(ce30HEH WM IIEJOTOMMUINEH) W PAa3BUTHETO M MEPCHCTUPAHETO HA AJEPIrHYHOTO BH3MAJICHUE MPH
aNlepTUYHKS PHHUT W/Win OpOHXHATHATA acT™Ma. Ta3u Tepars eJUHCTBEHO TPOMEHS €CTECTBEHHSI X0/
Ha 0OJIeCTTa ¥ MOBJHUSIBA U IPUIPYNKABAIIUS anepriudeH puHuT. OOUKHOBEHO ajiepreH-crnenupuyHaTa
UMYHOTEpAIus ce TpHiara Ha BTopa CThITKa OT JICYCHHETO Ha AIEPTUYHUSI PUHUT H/WIIH OpOHXHAITHATA
actma, karo GINA 2017 BbBex/Ia TOBa JieUeHHE W NPH MAIKMEHTH C eK3alepOaluy Ha acTMara Mpu
nonoxenue, ue PEO1 e nax 70%.

JlHec anepreH-crnenupuyHaTa UMYHOTEPAIHUS Ce MPOBEXK/IA 0 1B OCHOBHH HAYHMHA:

Moakoxkua umynorepamusi (SCIT), wiacuuecka ¢Gopma, TPH KOSTO AIEPreHHHUTE EKCTPAKTH Ce
BBBEXK/AT B OpraHM3Ma 4pe3 MOAKOKHU nHKekuun. [IpoBex/a ce B 1Be (a3u — HauamHa (M3rpax/aalia)
U [TOJThpIKAIla, CIIOpe ] MPOTOKOJIA Ha MPOU3BOIUTEIISL.

Cy6annrBaiaa umynorepamusi (SLIT), npu KosTO anepreHHHTe EKCTPAKTH C€ BBBEKAAT IMOJ
(dopmara Ha KarKu WK TabeTKa Mo e3uka. [IpoBex/aa ce Criope/1 MpOTOKOJIA Ha TPOM3BOIUTEIS.

CrnenuduynaTa XUIMOCEHCHOMTN3aKsI TPSOBA J]a Ce MPOBEXa HE MO-MaJIKO OT 3 - 5 TOJIUHH.
Tepanusita € NPOTHBONOKa3aHAa MpPH TMAIUEHTH C TEKBK HMYHEH Je(QUIUT, 37T0KAYECTBEHHU
3a00151BaHMsI, aBTOUMYHHHU 3a00JI51BaHNsI K HECTaOWITHA acTMa

8.7 Jleuenue na mexcka acmma ¢ MOHOKIOHAIHYU AHMUMeeNld

JleueHue Ha TeKKa acTMa

Oxono 5% oT acTMaTuuuTe B cBeTOBeH Mamad (1 B bbarapus) ca ¢ Texka acTMa — acTMa, KOSITO €
HEKOHTPOJIMpAaHA BBIPEKH MPUIOKEeHHeTo Ha BUCOKHU 103U ICS-LABA, win K0osiTO M3MCKBa BUCOKA
no3a ICS-LABA, 3a ga ocrtane koHtponupaHna. [Ipu Te3n nmauueHTH BB3MAJCHUETO HA JTUXATEITHUTE
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I'BTULIA U CBBP3aHATa C HEr0 OOCTPYKIMS HE c€ MOAJAaBaT HAa KOHTPOJ ¢ MakcuMmanHu no3u ot ICS-
LABA, xoeto Hajara MmocTOsIHHO MPHJIOKEHHE HAa CUCTEMHHU KOPTUKOCTEPOUIH ChC CBBP3aHUTE C TOBA
IBITOCPOYHHM CTpaHW4HU edekTH. [Ipu Te3n manumeHTH € moka3aHo J00aBSHETO Ha OMOJIOTMYHA
Tepanus Ha Oa3zara Ha ¢QeHoTuna Ha 3a0oimsiBaHeTo — omalizumab (anTu-IgE Xxymanusupano
MOHOKJIOHQJIHO AaHTUTSIO), mepolizumab (antu-IL-5 XymaHu3npaHO MOHOKJIOHAJIHO AaHTHUTSIO),
reslizumab (antu-1L-5 xymMmaHH3UpaHO MOHOKJIOHAIHO aHTUT:IO0), benralizumab (xymaHu3upaHo aHTH-
ILS peuentop anpa MOHOKIOHANHO aHTUTAI0), dupilumab (u3usmo wosemko antm-IL-4/1L-13
MOHOKJIOHAJIHO aHTUTsU0) U tezepelumab (yoBemko aHTH-TSLP MOHOKIIOHANIHO aHTHUTSIIO). 3a jaa
ObIaT BKIIOYEHW HA JICYCHHWE C OHMOJIOTMYHA Tepanwus, NalMeHTHTE TpsAOBa 1a MOKPHBAT CTPOTH
BKJTIOYBAIIY U U3KIIIOYBAIIN KPUTEPUH, C KOUTO CE IIeJTU J]a CE MAaKCHMaJIM3Upa [IaHCca 3a yCIeX Ha TOBa
CKBIIOCTPYBAIIO JICUYCHHE.

Omalizumab e xymaHH3upaHO MOHOKJIOHAJIHO AHTUTSIIO, KOETO € IOKa3aHO KaTo JOIbJIHHUTEIIHA
Tepanus 3a moJo0psiBaHe Ha KOHTPOJIA Ha acTMara MpH MalMeHTH ¢ TeXKa IMepCUCTUpaIla alepruyHa
acTMa, KOWTO HMMAT IOJOXHTEJICH KOXEH TeCT WM IN VItr0 peakTHBHOCT KbM IICJIOTOIUIIHU
MHXaJlaTOPHU allepreHu u penyuupana oenogpodoHa Gyukuus (PEO1<80%), kakTo U 4yecTH THEBHU
CUMNTOMHU WIH CHOYXIAaHHS IMPE3 HOIITa W MHOXKECTBO JOKYMEHTHPAHU TEKKH eK3alepOanuy Ha
acTMaTa, HE3aBUCHMO OT BHCOKaTa JHeBHA f03a Ha npuiaranute ICS-LABA. Omalizumab ce cBsp3Ba
n30uparesHo KbM yoBelikus uMmyHoroOyauH E (IgE) u npenorBparsiBa cBbp3BaneTo My kbM FCeRI
(BucokoadunurteteH IgE penenTtop) Bepxy 6a30puINTE U MACTOIIUTHUTE, KATO 110 TO3U HAYMH HaMassBa
KOJIMYECTBOTO Ha cBOOOAHMs IQE, KOWTO € B HaJMYHOCT 3a OTKJIIOYBAHE Ha ajepruyHaTa Kackaja.
Jleduenuero ¢ omanmu3aymad Boau 10 u3paseHa down-perynanust Ha FCeRI perentopute BBPXY
6azopunute u uHxuOWpa |gE-MequupaHoTO BB3MANIEHHWE, KOETO CE€ J0Ka3Ba OT HaMaJICHUTE
€03MHO(UITU B KPHBTA U ThKAHUTE U OT HAMAJIEHUTE MEAUATOPH Ha BB3MAICHUETO, BKIOUNTENHO IL-
4, 1L-5 n IL-13.

Mepolizumab e xymaHH3HpaHO MOHOKJIOHAIHO AHTHUTSJIO, KOETO € MOKa3aHO KaTO JOMBJIHUTETHA
Tepanus 3a JIeYeHUe Ha TeXKa pedpakTepHa eoznHoduiaHa actMa. Mepolizumab Tapretupa ¢ BUCOK
apunuTeT U crnenupuyHocT yoBemku IL-5. IL-5 € OCHOBHUST IMTOKHUH, OTTOBOPEH 3a pacTexa U
nudepeHnuanuaTa, MOPUBIUYAHETO, AaKTHUBUPAHETO M INPEKHUBIEMOCTTa Ha eo3uHoduiInTe.
Mepolizumab naxubupa 6moaktuBHOCTTa Ha IL-5 upe3 OnokupaHe Ha cBbp3BaHeTO Ha IL-5 ¢ anda
Bepurara Ha IL-5-perenTopHus KOMILIEKC, EKCIIPECHpaH Ha MOBbPXHOCTTA HAa €03WHO(UIIHATA KIIETKA.
[To TO3u HaumH TOM MHXMOWpa mpedaBaHeTo Ha curHaiau ot IL-5 u HamansBa MpPOU3BOACTBOTO U
MPEXKUBSIEMOCTTA Ha €03UHODUIIHTE.

Benralizumab e xymaHu3aupaHo MOHOKJIOHAJIHO aHTHUTSIIO, KOETO € TOKa3aHO KaTo JOIBIHUTEIHA
MOAIbpIKAIIA Tepanus MpU MalUeHTH C TeXKa €03WHO(PMIHA acTMa, HEJIOCTaThYHO KOHTPOJIUpPAHA,
BbIpekn Bucokute no3u ICS-LABA. Benralizumab ce cBbp3Ba ¢ anda cyOennHUIaTa HA YOBEIIKUS
peuentop Ha uHTepseBKUH-5 (IL-5Ra) ¢ Bucok aduuureT u cnenupudnoct. Penenropst Ha IL-5 ¢
crneun(UYHO EeKCIpecHpaH Ha MOBBPXHOCTTA HA eo3uHOMIUTE U O6azodunute. Jluncara Ha Gpyko3a B
Fc nomelina Ha 6enpanuszyma0, Boau a0 Bucok apunuteT kbM FCyRIII penentopute BbpXxy UMyHHHTE
eeKTOpHHU KIIeTKH, Karo KieTkuTe ecrectBeHu youinu (NK). ToBa Bogu mo amomnro3a Ha
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eosuHopuuTe W OazoduinTe, Ype3 3acWIIBAHE HA AHTHUTSIIO-3aBUCMMATa KIETHhYHO-METUUpPaHA
[UTOTOKCHYHOCT, KOETO HaMaJIsiBa €O3MHO(PHUIHOTO Bh3MAJICHHE.

Resluzimab e xymanu3upano MOHOKJIOHATHO aHTHTSIIO, KOETO € MOKa3aHOo 3a J00aBbuHA Tepanus Mpu
MAIMEHTH ¢ TEXKa €O3MHO(MUIHA acTMa, HEIOCTAaThYHO KOHTpPOJIMpaHa BhIpeku Bucokute no3u ICS
IUTIOC IPYTH JIEKApCTBEHH MPOAYKTH 3a MOIbpxkalo jJeuenue. Resluzimab ce cBbp3Ba cniennduyno ¢
IL-5 1 npeun Ha CBBP3BAHETO MY C HErOBHs NOBBPXHOCTHOKJIEThYEH penentop. Tbvil karo IL-5 e
KJIFOYOB LIUTOKUH 3a AudepeHranusTa, Chb3psBaHeTo, HAaTPYNBAHETO U AKTUBUPAHETO HA YOBEIIKUTE
eo3uHO(uIN, OJOKMpPAHETO Ha HeroBara OHOJOTMYHA (YHKLIUS € CBBP3aHO C HaMalsBaHE Ha
MPEKMBSIEMOCTTa U aKTUBHOCTTA Ha €03MHO(UIHUTE.

Dupilumab e #3110 YOBEIIKO MOHOKJIOHAJTHO aHTHUTSUIO cperny anda perentopa Ha IL-4, xoeto
uaxubupa IL-4/IL-13 curnanusanusrta. [lokazaH € KaTo JOMBJBAIIA MOIAbPIKAIA TEPANUs NpPU
MAUEHTH C TeXKKa acTMa C TUIl 2 Bh3MaJleHUE, XapaKTEPU3UPaIIo ce C MOBUIICHH €03MHODUIN 1/UIN
c moBHIIeHa (pakuus Ha u3auman azoteH okcua (FENO), konto He ca JOCTaTPYHO KOHTPOJIUPAHU C
Bucoka 103a ICS miroc Apyr JiekapCTBEH MPOIYKT 3a MOAIbprKkaio edenue. Dupilumab nuaxubupa IL-
4 curnanmsanmsara upe3 tun | perenrtopa (IL-4Ralyc), u IL-4 u IL-13 curnanuzanusita upe3 tum |l
peuentopa (IL-4Ro/IL-13Ra). IL-4 u IL-13 ca OCHOBHHTE MEOHATOPH HA BH3MATUTCIHHTE
3abonsiBaHuMs TAN 2 TIpH XopaTa, Karo Onokupanero Ha IL-4/IL-13 mers upe3 dupilumab mpu
MAUEHTUTE HaMalsiBa MHOTO OT MEMAaTOPUTE Ha THI 2 BB3MAICHUETO.

Tezepelumab e 4oBemKO MOHOKJIOHAIHO AHTHUTSIO, KOETO € IMOKa3aHO KaTo JOMBIHEHHE KbM
MOJUTHPIKAIIOTO JICYCHHE TPH BH3PACTHU M IOHOIIM Ha BB3PACT HA U HAJ 12 TOAMHU C TEXKa acTMa,
KOSITO € HeZIOCTaTh4YHO KOHTPOJIMPAHa, BBIIPEKH BUCOKATA /1032 MHXAJATOPHU KOPTUKOCTEPOH U TITIOC
APYT JIEKapCTBEH MPOIYKT 3a MOJIbpIKaIIo JedeHue. 1ezepelumab e HacodeH cpelry THMYCHUS
crpomainier sumdornoernH (TSLP), kaTo mpenoTBpaTsBa B3aUMOJCHCTBHETO MY C XETEPOJHMEPHHS
TSLP penenrop. Ilpu actma, KakTo ajepruyHUTE, Taka W HEAICPTUYHHUTE OTKIIOYBAIIU (DaKTOPU
uHAynMpar npousBojcTBo Ha TSLP. biokupanero Ha TSLP ¢ Tezenenymal HamalnsiBa MHOTO pa3IMuHU
OnomMapkepH W IIUTOKWMHH, CBHP3aHH C BB3MAJICHHE HA JUXATEIHUTE MBTUIIA (HAmp. eo3uHO(pUIN B
KpbBTa, CyOMyKO3HH eo3uHOMMIN B nuxaTennute mbruma, IgE, FeNO, IL-5 u IL-13). Tezepelumab e
eduKaceH U TpH TAlMEeHTH Oe3 MOBUIICHU HUBA Ha OMOMAapKepH, MOpajayd KOETO HE € HEOoOXOAUMO
TSXHOTO U3CIIE/IBAHE.

JlekapcTBeHHM NPOAYKTH:

- Omalizumab — ATC: RO3DXO05 — npax 3a urxekinnoneH pa3tsop (150 mg); 150 mg uHKeKIIMOHEH
pa3TBOp B MPEIBAPUTEIHO HAITBIHEHA CIIPHHIIOBKA

- Mepolizumab — ATC: RO3DX09 — npax 3a umkekioneH pa3reop (100 mg); 100 mg uHKEeKInOHEH
pa3TBOp B MPEIBAPUTEIHO HAITBIIHEHA MTUCATKA

- Benralizumab — ATC: RO3DX10 — uH»XeKIIMOHEH Pa3TBOP B MPEIBAPUTEIHO HATbJIHEHA mHcanka (30
mg/1 ml pa3rBop); 30 mg UHKEKIIMOHEH Pa3TBOP B MPEIBAPUTEIIHO HATBIIHEHA CIIPUHIIOBKA

- Resluzimab — ATC: RO3DX08 — 10 mg/ml koHIeHTpaT 3a HHPY3HOHECH Pa3TBOP
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- Dupilumab — ATC: D11AH05 — 300 mg WHXEKIHOHEH Pa3TBOP B IMPEIBAPUTEIIHO HAITbJIHECHA
CIIPHUHIIOBKA
- Tezepelumab — ATC koxa: RO3DX11 — 210 mg MHKEKIMOHEH Pa3TBOP B MPEIBAPUTEIHO HAIIbJIHEHA
CIIPHUHIIOBKA

9. TepaneBTHYEH MOAXO0/T

JbATOCpOYHHUTE LIETH Ha JICYEHHETO Ha acTMa ca MOCTHraHe Ha J00bp KOHTPOJ Ha CUMIITOMUTE,
MUHUMHU3HpaHE Ha OBJCHIMS PUCK 32 CBBbpP3aHAa C acTMa CMBPTHOCT, eK3arepOarnuu, (QuKcHupaHa
OOCTPYKLIUA U CTPaHWYHU €(DEeKTH Ha TepanusTa.

Cnopen nocnennara aktyanusaius Ha Global Initiative for Asthma (GINA) nedyenuero Ha actMa e
CTBIIAJIOBUJIHO U C€ paslpeens B eT HuBa Ha jeueHue (Ctonku 1-5; @urypa 1) u uma aBa BapuanTa
B 3aBHCHMOCT OT u30opa Ha obnekyaBamio cpeactBo: ICS-formoterol (BapuanT 1, 3a mpeanounTaHe)
nin SABA (BapuaHT 2, antepHaTuBa). B pamkuTe Ha CbOTBETHUS BapUaHT MOXeE Jla ObJie HallpaBeH
step up wi down Ha JIEYEHHETO, KaTO Ce M3MOJ3Ba €IUH U ChII 00JIeKUaBall MEJMKaMEHT Ha BCAKa
CTBITKA, WJIH JIa C€ IPEBKIIIOYH MEX]Ty BAPHAHTHUTE.

B pamkute Ha BapuaHT 1 oGsexdaBamoro cpenctBo € Hucka jao3a ICS-formoterol nmpu Hyxna, koeTo
O3HayaBa, Y€ KoraTo MalueHTuTe, 6e3 3HaYeHue Ha KOsl CThIIKAa Ce HaMHUpaT, UMaT CHMITOMH Ha acTMa,
Te npuemat Hucku n1o3u ICS-formoterol 3a o0nex4yaBane Ha cumntTomute. B cTbiku 1-2 Ta3u ctparerus
JOCTaBsl ChIIO M KOHTPOJIMpAIla Tepanus Ha MalMeHTa U HaMalsiBa pPUCKa OT TEXKKO M30CTpsiHE Oe3
IIPUIIOKEHNE HA €XKETHEBHO MOAIbPKALLO JIEUCHHE.

[Ipu BapuanT 2 obnekyaBanioro cpeactso € SABA, u Toii ce npeanara, koraro komouHanusra [CS-
formoterol He e HalMuYHA WK HE € IPEANOYHUTaHa OT HAlMEHTHTE C HUCHK PUCK OT eK3aliepOarnuu (Harmp.
0e3 ek3arepoanuy B MpeIxoHaTa TOIUHA).

IIpennounrano jJeyenne Ha Crbonku 1 u 2 (Bapuant 1): [Ipennouyntanoro jeyeHune 3a Bb3pacTHU U
IOHOIIIM C JIeKa acTMa € MpuIoKeHneTo Ha Hucku no3u ICS-formoterol mpu Hyx/1a 3a oGnekuaBaHe Ha
CUMIITOMUTE, 03 moaabpprkanio JieueHne. OOMKHOBEHO ce mpeanucBa moj (Gopmara Ha budesonide-
formoterol (160/4,5 mcg noctaBena n03a) 1 MHXaANAM IPH HYXKAA.

AurtepHaTuBHO Jedenne Ha Crenku 1 u 2 (Bapuant 2): [Ipenopskata 3a CThika 2 3a Bb3pacTHU U
IOHOIIM OCTaBa pefioBeH npueM Ha Hucku 1031 ICS cbe SABA npu Hyxna. Ha crbika 1 ce npenopbuBa
npunoxenue Ha ICS BunHarm, korato ce npuema SABA (koMOMHMpaHU WK B OTJETHU WHXAJTaTOPHU
YCTPOWCTBA).

Crenku 3 u 4: IIpennountanoro jedenne or CThnka 3 € MOAIbpIKaIla U 00JIeKYaBalla Teparus C
nucku no3u ICS-formoterol — MART moaxon, koiiTo € 0100peH B MHOTO CTpaHu moj ¢opMaTa Ha
komoOmHanuuTe budesonide-formoterol u beclometasone-formoterol. 3a Ctbmka 4, ako € HE0OX0AUMO,
nojabpikamiara 1o3a Ha ICS-formoterol moxe na Ob/1e yBenuyeHa 10 cpeHa.
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Crbnka S5: Ha Crbnka 5 npenopbyuTeIHUTE TONBIHUTEIIHA Bb3MOXXHOCTU BKItOUBaT LAMA, karo
nobapsiHeTo Ha LAMA ocurypsiBa CKpOMHO TTO100peHue Ha OeoapoOHaTa GyHKIIHS, HO HE U KOHTPOJI
Ha cumntTomute U ex3auepOanuure. Crenka 4 ¢ MART nonxox ¢ ICS-formoterol TpsibBa na ce onura,
npeau aa ce oomucnu nodassna Ha LAMA. Cren HacouBaHe KbM CIICIIHAIIMCT, T0OAaBIHETO HA HUCKA
7032 a3UTPOMHUIIMH € JApPYyr BapuaHT 3a HaMajsBaHe Ha ek3auepOanuuTe, HO PHCKOBETE OT
aHTHOMOTHYHA PE3UCTEHTHOCT M yAb/hkaBaHe Ha QTC uHTepBama TpsiOBa Ja ce UMaT MPEIBHI.
[MpuiosxeHHeTo Ha AOIBIHUTEITHE OMOJIOTUYHY TEPAIny 3a TeXKa eo3nHoduiaHa actma (benralizumab,
mepolizumab, reslizumab) u Texxka anepruuna actma (dupilumab, omalizumab), kakto u tezepelumab
€ CBBbP3aHO ChC 3HAUUTEIIHO HaMaJsiBaHE Ha TEKKHUTE eK3alepOallud M HaMajeHa EKCIO3UIMS Ha
opanau koptukocrepouau (OCS). I[Mopapprkamnioro geuenne ¢ OCS TpsOBa na ce m30ArBa, KOraTo €
BB3MOXHO, TIOPAJIH CEPHO3HHUTE ABITOCPOYHH CTPAHUYHU €PEKTH, C KOUTO TO € CBBP3aHO.

®@urypa 1. CTbnajoBUeH MOAX0/ 3a JeyeHne Ha actma cniopex GINA

CTBIIKA 5
CTEMKA 4 enarmuanpane. fa ca
" :
CTBINKA 3 lMoanspxalla o6MucnY noaabpXalla
CTBbMNKN 1 -2 Mopabpxalua UWREICE] E2E Tepanus ¢ BUCOKa 1033
Tepanus c Hucka cpepna foza ICS- ICS-formoterol, + anti-
(BapuaHT 1). ManonssaHeTo Ha ICS- Hucka posa ICS-formoterol npu Hyxga P T e formoterol IgE. anti-IL5/5R. anti-
formoterol kaTo o6nekyaBall meavKaMeHT |E4h anti-TSLP
HamansiBa pucka oT ekaauepbaLun B -
cpaBHeHue ¢ u3nonasaHeTo Ha SABA OBNEKYABALL, MEOMKAMEHT: Hucka aosa ICS-formoterol npu Hyxaa
CTBIKA S5
u
CTBIKA 4 [oGassiHe Ha LAMA
:ngTEIPKF.:\AMTEVETEH OEnERHABAU CTBIKA 3 MNoaabpxalla P EIpELE. I €0
A Tepanus cbe obmucnu nogabpxalla
(BapwaHT 2). Mpenu na obmucnute CTDBIKA 2 Mopabpxkalya e A Tepanus ¢ BUCOKa 103a
uanonasaHeTo Ha SABA kaTo CTBIMKA 1 MoaabpxalLa Tepanvs Tepanus ¢ HUCKa 032 ICS-LABA ICS-LABA,  anti-IgE,
obniekiasall MeAVKaMeHT, nposepeTe lMpunaraiite ICS BuHarM ¢ Hucka goaa ICS et [EEHUAER anti-IL5/5R, anti-IL4R,
Adanuv nauveHTsT ce Npuabpxa KbM koraTto npuemate SABA anti-TSLP
eXeJHEBHWS KOHTPOMNMpALL, MeIKaMeHT .
ponmp OBINEKYABALL MEOVUKAMEHT: Bbp3aoaeiicTeally, 6eTa,-aroHUCT Npy Hy>xaa
Apyau ebamoxHocmu 3a noddspxawya [fobassHe Ha asumpomMuLUH

mepanus u 3a dsama sapuaHma Hucka dosa ICS, suHazu CpecHa d63a ICS unu LoGassiHe Ha LAMA unu (3a ev3pacmuu) unu LTRA. B

- Kozamo ce npunaza SABA, KpaeH cnyyall 8a ce obMucnu
(oepaHu4eHU nokasaHus Unu no-Manko A o e () dob6assiHe Ha LTRA, unu LTRA, unu HDM SLIT, unu T B T e Gy

npeMuHasaHe Ha sucokKa
Jdokazamericmea 3a eghukacHoCM U dobassHe Ha HDM SLIT 0oobassHe Ha HDM SLIT 5’333 Ics Kamo ce 63emam npedsud
BezonacHocm) cmpaHuyHume eghekmu

HDM SLIT: cyOnaunreaiza anepreHHa IMyHOTEpanusl ¢ MUKPOKBPIICKH B JOMAITHUS ITpax

10. Ouenka Ha epexkTa OT TepanusATa U NpPoOCIeIsiBaHe

[TanmenTruTe ¢ OpoHXMaNHA acTMa, 0€3 3HAUEGHHE OT TEXKECTTa Ha 3a00JsIBaHETO, TPsOBa 1a ObaaT
penoBHO mpocnensBaHu (Ha 3-6 Mmecela) MO OTHOLIEHHWE Ha KOHTpoja Ha OonecTra, edekra u
BB3MOKHUTE CTpaHMYHH eQeKTH Ha Tepanusra. [IpociensBaneTo 0OMKHOBEHO BKIIOYBA OIlEHKA Ha
KOHTpOJIa ¢ pa3auyHu BbipocHunM (Hamp. Asthma Control Test, Asthma Control Questionnaire u ap.),
(GyHKIIMOHATHU 0e0ApOOHU TECTOBE, OLIEHKA Ha PUCKOBUTE (DAKTOPH U CHITBTCTBAIIUTE 3200 IIBaHUS.
[Tpu Bcnuky manueHTH TpsOBa PeIOBHO JIa ce MPoBeXk1a 00yueHHe 10 OTHOLICHHE Ha MHXallaTOpHaTa
TEXHHWKA ¥ CAMOKOHTpPOJIa Ha acTMaTa, KaTo CaMOHAOIF0/IeHUE Ha CUMITTOMHTE H/WJIH TIPOCIIE/IsIBaHEe Ha
BBbpXOBUs ekcrimparopeH nebut (BEJ) m mucmeH miaH 3a jAeiicTBME TpW acTMa, Ja ce OIICHSBA
KOMIUTAifbHCA U IPUIBPIKAHETO KBM JICUCHHETO.

CThIanoBHIHMAT TOIXO/ MO3BOJIsIBA CThIIKAa Harope (Step up) u Hamony (step down) B medeHueTo B

3aBUCHMOCT OT KOHTpoJa Ha 3aboisBaHero. [locremenen Step down moke ma ce HampaBH KOTaTo
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actMmara e 100pe KOHTpoaupaHa 3a 2-3 Mecela, 3a Ja ce HaMepu MHUHUMalHaTa e(peKTUBHA 71032, KaTo
ce HaOyroaBa yecTo namueHra. Ilpeau mpennpuemane Ha StEp UP Ha JIEYEHHMETO C L] KOHTPOJI Ha
CHUMIITOMHTE M IPEJOTBpaTsABaHEe Ha ek3alepOanuu, TpsOBa a ce MpOBepH MHXaJaTOpHATa TEXHUKA,
IPUIBPIKAHETO, IEPCUCTUPALIATA AJIEPIreHHA EKCIIO3ULIUS U ChIIBTCTBAILUTE 3200 IIBaHMSL.
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YPTUKAPUSA (MKB: L50, T78.3)

1. Onpenesienune

VYprukapusara € CbCTOSIHUE, XapaKTEpU3HUpaIllo ¢€ C pa3BUTHETO Ha Nanyiau (YpTHUKU), aHTUOEIEM WU
U JBETE.

2. EnuaemMuoJiorusi

Cnopen manaute ot Global Burden of Disease rio6aiHoTo pa3npocTpaHeHHE Ha YPTHKApHUsITa Ipe3
2017 r. e 86 muinoHa nymu win okoso 1,1% ot CBETOBHOTO HaceleHuUe.

3. Kunacudukanus

Criopes; MPOABIDKATETHOCTTA HAa CHMIITOMHUTE ypTHUKapusATa ce Kiacuduimpa kato ocTpa (< 6
CeIMUIIM) WM XPOHMYHA (> 6 cenmunu). Criopen uaeHTU(GUIIMPAHETO HA MPOBOKUpAIIU (aKTopu
ypTHKapusita ce kiacuuimpa KaTo cnoHTaHHA (0e3 creuuduyeH NpoBOKHpall (PakTop) WU
HHAYHHpyeMa (cneruduieH mpoBokupal haxkrop).

XpoHuuHata cnoHTaHHa yptukapus (XCVY) ce xapakrepuszupa CbC CHOHTaHHa IMOsIBA HA YPTHUKU B
pe3yJsiTaT Ha U3BECTHU UM HEU3BECTHHU MPUYUHU.

WNunynupyemara ypTukapus ce CBbp3Ba C ONpeieseH! ceuUIHA GU3NIECKH CTUMYIIH WIH (GaKTopu
OT OKOJIHATa Cpejia M BKIIIOYBA: CUMIITOMATUYEH JiepMOrpadu3bM, CTy10Ba YPTUKAPHS, YPTUKAPUS OT
3a0aBeH THUI CJIe]] HATUCK, CIbHUYEBA YPTUKApHs, TOIUIMHHA YpTHUKapHs, BUOPAIIMOHEH aHTHOEIEM,
XOJIMHEPIMYHA YPTUKApHsl, KOHTAKTHA YPTUKApHsl, AKBar€HHA yPTUKaAPHsL.

Z[OH’LJ'IHI/ITGHHO, CIUH IMAaUCHT MOXKE Jda UMa CIHOBPEMCHHO 2 WM TOBEYe pa3jndyH 1oABH A
YpTUKapHA, KOUTO Aa OTTOBOPAT HE3AaBUCUMO €/IUH OT APYT HA JICUCHUCTO.

4. IlaTodusuoiorus

YpTukapusara € MacTOUT-3aBUCUMO 3a00siBane. OCBOOOIEHUTE OT aKTUBUPAHUTE KOXKHU MACTOITUTH
XUCTAaMHUH U JPYTU MEIUaTOpH, KaTo TpoMOouut-aktuBupaml gakrop (PAF) u paznuyHu NUTOKUHH,
BOJISIT JI0 aKTUBUPAHE HA CEH30PHUTE HEPBH, BA3OJWJIATAIMS WM IJIa3MEeHa €KCTpaBa3alusi, KaKTO U
CTpPYIIBaHE HA pAa3JIMYHU BUJOBE KJIETKM B YpTUKapuUadHUTE Jie3ud. CUrHaiIWTe, aKTHUBUpPAILU
MAaCTOIIMTUTE TPU YPTUKApPUSA ca cIa0d0 TMO3HATH M BEPOSITHO Ca XETEPOreHHW M Pa3HOOOpa3HU M
BKJIIOYBAT T-KJIETHUHU LIUTOKUHU U aBTOAHTHUTEIIA.
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5. KiuHMYHA KapTHHA

OOpuBBHT TpU TAIMEHTUTE C YPTUKApUs WMa 3 TUNUYHUA XAPAKTEPHCTUKH: ILEHTPAJIEH OTOK C
MIPOMEHJINB pa3Mep, KOHUTO € MOYTH BUHArH 3a00MKOJIEH OT pe(pIeKTOPEH epUTEM; YyBCTBO 3a ChpOEK
WU TIOHSKOTa TapeHe; M MPEXOJEeH XapaKTep, KaTo Ko)KaTa BbH3CTAHOBSIBA HOPMAJHUSA CH BUJI
00MKHOBEHO B paMkuTe Ha 30 MUHYTH /10 24 Yaca.

AHrHoeseMbT IIPU MAIMEHTUTE C YPTUKAPUS Ce XapaKTepu3upa ¢ BHE3aleH, HaJUrHaT epUTEeMaTO3eH
WIN C IIBETa Ha KO)KaTa OTOK Ha JIOJHATA YacT Ha JepMaTa M MOJKOKUETO WJIH JIMTABULIUTE; HATNUUE
MO-CKOpO Ha 00JIKa, OTKOJIKOTO Ha ChpOEXk; M0-0aBHO 0OpaTHO pa3sBUTHE B CPABHEHHE C YPTHKHTE
(Moxe 1a oTHeMe 10 72 4Jaca).

6. luarnosa

Jlmarno3arta ypTHKapusi c€ IMOCTaBs NMPEIUMHO BH3 OCHOBA HAa KIMHUYHHUTE MPOSBH M JICTailIHATA
aHaMmHe3a Ha naruenra (Ta0muma 1).

[Ipu ocTtpara ypTukapusi OOMKHOBEHO HE € HEOOXOIMMO TMPOBEXKIAHETO Ha JUArHOCTHYHU
W3CJEABAHMS, Thil KATO TS HAM-YECTO € CAMOOIPAaHNYABAILIO CE ChbCTOSIHUE. ENMHCTBEHOTO U3KIIIOUEHUE
€ IpU CbMHEHHE 3a OCTpa YPTHKAapus B pe3yiaTaT Ha XpaHWUTeNHa aneprus oT Tun | npu
CEHCHUOWIM3MpPAHU MAIlMeHTH WM TPH HaJW4Yhe Ha JaHHU 3a JIPYTrd €THOJOTUYHU (aKTOPU KaTo
HecTepouaHu TMpoTuBoBB3NanuTenHu cpeacra (HCIIBC). B Te3u ciydan, NpoBEXIaHETO Ha
aJIeproJIOTMYHO TECTyBaHE, KaKTO U OOyYEHHETO Ha MallMeHTHUTE, Morar jaa ObaaT OT ToJi3a 3a
MpeI0OTBPATsABAaHE HA TTOBTOPHA €KCIIO3UIINUS HA CbOTBETHUTE MPOBOKHpPAIIH (hakToOpH.

IenuTe Ha MPOBEXKAAHETO HA TMATHOCTUYHHU MPOLEAYPU IPU XpoHUYHA ypTHKapus (XY) BKIIOUBAT:
- [TorBbp:xaaBane Ha XY M U3K/II0YBaHe HA AU epeHIHATHI AUATHO3H

He ce npenopbuBa NpoBeXAAHETO HA pa3slIMpeH u3cienBaHus. OCHOBHUTE M3CIEABAHMS BKIHOYBAT
mudepennnaniHa kpbBHa kKaptuHa (/IKK), CRP w/mmu CYE u B cnenuanu3upaHuTe LEHTPOBE —
uzcnensane Ha oomu IgE u IgG antu-TPO u npyru 6uomapkepu npu HEOOXOIUMOCT.

W3BbpiiBaHe Ha TONBIHUTENHM TUArHOCTHYHHU IIPOLIEYPH CE NMPENOpbhYBA Bb3 OCHOBA HA JIAHHU OT
aHaMHe3aTa U (U3MKAJIHUA Tperiie/l Ha MalueHTa, 0COOCHO MPH MAUEHTH C MPOABIDKUTEIHO W/UIH
HEKOHTpOJIMpaHO 3a0oJisiBaHe. 3a JMArHOCTULIMpaHe M HW3MEpBaHE Ha Ipara OpU XpOHUYHA
MHAYLUpYeMa YPTHUKapHsl ce MIPENOPbUBa IPOBEXKAAHE HA IPOBOKALIMOHHU TECTOBE.

[Tpu BcuYKM MaMeHTH cbe chbMHEHUE 3a XY TpsOBa 1a Ob1at 00ChAeHN AU epeHIINATHUTE TUarHO31
Crope/l HAIMYHUTE MPU3HAIM WIA CUMITOMH. B choOpakeHHe BIHM3aT: MaKyJoOMamylo3Ha KOXKHA
MacrtoruTo3a (urticaria pigmentosa) u WHIOJICHTHA CHCTEMHA MAaCTOIIMTO3a ChC 3aCATaHE HA KOXKaTa,
cuHApoM Ha aktuBupaHe Ha mactouutute (MCAS); ypTukapusi BacKynuT; OpaJIuKUHUH-METUUpPaH
aHrroeneM (Harp. HacJeICTBEH aHTHOeIeM); aHaQWIIAKCHs, NpPeAn3BUKaHa OT (U3UYECKO YCHUIIUE,
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KPHOIMPHH-ACOLIMUPAHH TEPUOAWYHU CHHAPOMH; cUHIpoMm Ha Schnitzler; cunapom nHa Gleich;
Cunapom Ha Well; 6ymnoszen nemburona, 6onect Ha Still ¢ KkbCHO Hayaso.

- UnenTuduumpane Ha moJIeKalUTe €THOJTOTHYHN NPUYHMHHA

[TpuumnauTe 3a XCVY BritouBat aBrouMyHHUTET THI | (aBToasiepruuna XCVY ¢ IgE aBToanTuTeNa cperry
COOCTBEHM aHTUTCHH) W aBToMMyHHTeT TN |ID (¢ HacoyeHM KbM MAacCTOMTUTE aKTUBUpAIIU
aBTOAHTHUTENA) M KbM TIX MoraT ja Hacodar pesyiaratute oT mposenenute JIKK, CRP n/mm CVYE,
kakto 1 oomu IgE u 1gG antu-TPO u cvotHOmEeHHeTo Mexay Tix. [lpu XCVY nopanu HewsBecTHA
MIPUYKHA, BCE OLIE HE ca OTKPUTHU KOHKPETHUTE MEXaHU3MHU Ha MacTOLMTHATa Jerpanynamnus. pyru
MOJUIeKAIM TPUYMHU BKJIIOYBAT AKTUBHO 3a00JsiBAaHE HA INIWTOBHIHATA KJe3a, HH(peKuuy,
BB3MAUTENIHNA TPOIECH, XPaHU M JIEKapCcTBa, HO T€ MOrar Ja ObJaT KakToO MPUYMHA, TaKa U Camo
arpasupail (axrop. Ilopagum TOBa He ce mpemopbyYBa NPOBEKJAHE HA HMHTEH3MBHU U CKBIU
CKPUHHUHTOBU MPOTPaMU 3a ThPCEHE HA MPUUMHUTE 32 YPTUKAPHUSL.

- Hnentudpunmpane Ha CbHCTOSAHHMS, KOHTO MOrar aa MOAU(PUUMPAT AKTHBHOCTTA HA
3a00/1IBaHETO

Wudopmanus 3a CbCTOSIHUATA, KOUTO TPOMEHST aKTUBHOCTTA U (PAKTOPUTE, KOUTO BOJIAT JI0 H30CTPSIHE
Ha XCYVY, kaTo JekapcTBa, XpaHH, CTpec U MH(EKIHNH, ce MoJlydaBa OT aHaMHe3aTa Ha MAlUeHTUTE U
MOJKe€ J1a TOMOTHE 3a OlIEHKaTa U mpoduiiakThkaTa Ha ex3arepOanunte Ha XCVY.

- UnenTndpuumupane Ha cbIbTCTBAIIMTE 3200/151BAaHUA M ocaequuuTte ot XCY

Haii-uectute cpnbrerBamin  XCY  3a0onsiBaHMS ca MHIAyLIMpyeMa ypTUKapHs, aBTOMMYHHU
3a00JsIBaHMs M allepruM, a MCUXUYHUTE PA3CTPOMCTBA, KaTo JAENpecus U TPEBOKHOCT, CEKCyallHa
TUCQYHKIMS U HapyllleHWEe Ha ChHSA ca YeCTO CpellaHd mnocieaunu. J[aHHWTe OT aHaMmHe3ara,
(bu3MKaIHUA IpErie U pe3yaTaTuTe OT 0a30BUTE U3CIEABAHUSA MOraT ja HacoyaT KbM HAJIMYUETO UM
1 HEOOXOMMOCTTA OT JOI'BJIHUTENIHA TapreTHa TUarHOCTHKA.

- UnenTu(uuupane Ha NpeIUKTOPUTE 32 X0/1a HA 3200/IIBAHETO U OTTOBOPA HA JIeYEHUETO
CerprcTBaIa HHAYIHPYEMa ypTUKApHsI, BUCOKA aKTUBHOCT Ha 3abomsBaneTo, mopuiieH CRP n/wmm
HaJu4yhe Ha aHTMOE/IEeM, HAaco4BaT KbM MO-TrojisiMa MpoAbJKUTENHOCT Ha XCVY U joiul oTroBOp Ha
AHTUXHCTAMUHOBOTO JICYEHUE.

- OeHKa HA AaKTUBHOCTTA, Bb3/1eliCTBHETO BbPXY NMALMEHTA U KOHTPOJIa HA 3a00/151BAHETO
[TanimenTuTe TpsiOBa 1a ObIAT OLICHSIBAHU 33 AKTUBHOCT Ha 3a00JI51BaHETO, BB3/ICHCTBHE U KOHTPOJI TIPH
ITBPBOTO U BCSIKO MOCJIEIBAILIO MOCEIICHUE YPE3 BAIMAUPAHU BBIIPOCHUIIM 32 PE3YIATATUTE, JOKIAIBAHU

ot nauuentute (PROM), kaTo BBIPOCHUK 3a aKTUBHOCTTA (3a 7 JTHH), 32 KOHTPOJIa Ha 3a00JIsIBAaHETO,
3a kayectBOTO Ha xKUBOT (UAS, UAS7, UCT, CU-Q20L u ap.).
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Tabauua 1. [lpeno

DPHYUTC/ITHU JTUATHOCTUYHHU TECTOBC IPU PA3JUYHUTE NOATHIIOBEC YPTUKAPUA

Bun THoaBun Pyrunnun Pasmmnpeny IMarHOCTHYHYU NPOLEAyPH
AUATHOCTHYHU
npoueaypu
CrioHTaHHA Ocrtpa crioHTaHHA Hsma Hsma
ypTHKapus ypTHKapusi
Xcy Hudepennnanna kppBHa | M30sArBaHEe HA MPEIIONaraeMUTE TPUTEPH
KapTUHa (nanp. nekapctBa); [IpoBexxnane Ha
CVYE w/mnn CRP JUarHOCTHYHHU U3CJIeIBaHMS 3a (B
IgG anTu-TPO 1 001w NPOU3BOJIEH PEA): MHPEKIIMO3HU
IgE 3abomsaBanus (Hamp. Helicobacter pylori);
(YHKIMOHAJIHU aBTOAHTUTENA (HaIp.
aBTOJIOXKEH KOXEH CEPyMEH TecCT);
HapyIllIeHHs Ha IUTOBHUIHATA XKJIe3a
(XOpMOHH Ha IUTOBHIHATA )KJI€3a U
ABTOAHTHTEJA); aJeprus (KOXKHU TECTOBE
W/YITH TECT 3a M30ATBaHE HA KOHTAKT C
ajiepreHa, Hamp. eJIMMUHAIIMOHHA JIUeTa);
cenbTeTBaa XMV ; TeXKKH CHCTEMHHI
3a0omsBaHMA (HAIp. TPUITA3a); APYTH
(Hamp. Ko’kHa OMOTICHS Ha JIC3Hs)
HNupynupyema CrynoBa ypTHKapHs CrynoBa mpoBoKanus Hudepennnanna kppBHa kapTiHa 1 CYE
YPTHKapHs U OmpeielIsiHe Ha mpar wim CRP, uskimoyBane Ha Ipyru

3a00JsiBaHMs, 0CO0EHO MH(EKINU

1 OIPCACIIAHC Ha ITpar

VYprtukapus ot 3a6aBeH | Tect ¢ HaTHCK U Hsama
THUI CJIe]l HATHUCK OIIPEENIsHE Ha Ipar
TorumHHa ypTUKapus TorunHHA IPOBOKALUS Hama

CapHYeBa ypTHKapHUs

UV u BUAUMH TBYH C
pa3nvyHa IbJKAHA HA

BbJIHATA U OINIPEIACIIAHE

M3knrouBane Ha APYTrU CBETIIMHHO

UHAYLUUPAHU AEPMATO3U

Ha Inpar
CuMmnromaTnueH IIpoBokanus Ha Hudepennuanna kppBHa kapTiHa 1 CYE
JaepmorpaduzbM JaepMorpadusbM U nnu CRP
oTIpeJieNIsIHe Ha Ipar
Bubpaunonen Tecr ¢ BuOpanwms, Hamp. Hsama
aHTHOeTeM ¢ Vortex nwim MUKcep
AxsarenHa yptukapusi | IIpoBokallMOHEH TecT Hsma
XonuHepruyHa IIpoBokanMoOHEH TECT Hama
ypTHKapus U OIpeJelisiHe Ha mpar
KonraktHa yprukapus | IIpoBokanuoHeH TecT Hswma

35




7. IIpyHUMIY HA JIeYeHne

7.1. TepaneBTHYHATA WLeJ MPU yPTHUKApHs € Ja ce JIeKyBa 3a00JIIBAaHETO JO HW34YE3BAHETO MY,
BB3MOKHO Haii-e(eKTHBHO M 0€30IacHO, KaTO ce LEeIH IbjcH KOHTpoa Ha cherostarero (UAS7=0) u
HOpMaJIM3UPaHe Ha KAYeCTBOTO HA )KHBOT.

7.2. TepaneBTUYHHUSAT MOIXO0/ BKJIIOYBA:
7.2.1. Unentudunmpane u eTMMHUHAPAHE HA MOJICKAIIUTE TPHIUHH

BB3MOXHO € caMo cien MOCTaBsHE Ha TOYHA JMarHo3a W BKJIIOYBAa HM30ArBaHEe Ha TNPHEM Ha
ME/IMKAMEHTH NpPU CbMHEHHE 3a BPb3Ka Ha HAKOM MEIUKAMEHTU C MOsBaTa Ha ypTUKapusATa (Harmp.
HCIIBC); n30srBane Ha €KCIO3UIMATAa HA (U3MKATHH CTUMYJIH; €pajuKalvs Ha WHQPEKIHMO3HUTE
areHTH U JICYeHHE Ha BB3MAIUTEIHUTE NPOLECH; HaMalliBaHe Ha (PU3NYECKHs U EMOLMOHAIIHUS CTPEC;
HaMaJsiBaHe Ha HUBaTa Ha (DYHKIIMOHAIIHUTE aBTOAHTHUTENA; TUETA.

7.2.2. 306srBaHe Ha MPOBOKUpAIINTE (PaKTOPH, HAMAISIBAHE HA aKTUBHOCTTA Ha 3a00JISIBAHETO.

7.2.3. Uanynupane Ha TOJIEpaHC, HAMAIsIBAHE HAa aKTUBHOCTTA Ha 3a00JSIBAHETO, HAIIP. TIPU CTY/AOBA,
XOJIMHEPTUYHA W COJIapHA YpPTHKapusa. VHIyIHMpaHuAT TOJEpaHC Tpae caMO HSKOJIKO ITHH U €
HGO6XOZ[I/IMa IMOCTOAHHA CKECAHCBHA CKCIIO3UIMA HA MPAaroBUTC HUBA HA CTUMYJIA.

7.2.4. ®apmakoTepanus 3a NpeoTBpaTsIBaHe Ha OCBOOOKTaBAaHETO U/MIH €PEKTUTE Ha MACTOIUTHUTE
MeIHaTOpH, HaMallsiBaHe Ha aKTUBHOCTTA Ha 3abossiBaneTo (Purypa 1).

JleuenueTo TpsiOBa Ja cleABa OCHOBHUS MPUHIIUI — JIa CE U3I0JI3BA TOJIKOBA, KOJIKOTO € HEOOXOIMMO
¥ BB3MOXXHO Hai-MaJIko, KaTo ce MMa MPEABHUJ, Y¢ aKTHBHOCTTA HA 3a00JIIBAHETO MOXKE JIa Bapupa.
ToBa mpeamonara yBennuaBaHe WM HaMalsgBaHE Ha TepamusiTa B 3aBUCHMOCT OT XoJa Ha
3a00/IIBaHETO.
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®urypa 1. [IpenopbunTesieH AJIrOPUTHM 3a JIeUeHHE HA YPTHKAPHSA

Ta ce obymean CraagaprtHa no3a H1-AX o1 BTOpO mOKO./1eHHE

BACHTHITE IIpur He0OX0AAMOCT:
COeMHATHCT
Ilopumasane Ha go3aTta Ha H1-AX (10 4 nbTH)

IIpn HeaZeKBaTeH KOHTPO HAa BIICOKA J03a:
Caen 2-4 ceq. man mo-paHo

MpH HEMOHOCHMIT CHMITOMI

Tooaaae KbM H1-AX ot BTOpo nokojenne: omalizumab?

IIpn He0OX0AHMOCT:
[loBrmABAHE HA 103aTa H/AJIH CKbCABAHE HA HHTEPBA.IAS

Ilox xorTpON TIpun HeaTeKBaTeH KOHTPO
HA COeNHAJIHCT B pamenTe Ha § Mec, IIH M0-paHo

NpH HEMOHOCHME CHMITOMI

Tobasaae kbM H1-AX ot BTopo moko.enne: ciclosporind

ﬂB"n:»]_:»a H TPeTa JHHHA HA JedYeHHe ce OTHACAT caMo 3a XV
b30p ng Ha BCeKH 4 ceIMHIH
c,:[u 600 mg 5a Bcexn 2 cemMEDE

A0 5 mg'kg TenecHo Termo

Tlpunosenne Ha EPATEE KYPC HA KOPTHEOCTEPOMAN MOMEE 0 BEIe3e B ChobpaKeHie mpH
TeNEA exzarepbarnia

H1-anTuxucraMuuu

H1-aHTHXHCTAMHHUTE OT BTOPO MOKOJICHHE B CTAaHJAPTHA /1034 CE MPENOPBYUBAT KaTO JICUCHHE OT ITbPBa
JIMHUA 3a BCUYKH BUAOBEC YPTHKAPHSL. HpenopUIBa CC IIOBHUIIIAaBAHEC HA A03aTa Ha H1-agTuxucramunnure
OT BTOPO MOKOJICHHE [I0 YETUPHU IIBTU KATO JICUCHHE OT BTOPA JIMHUS MPU MAUEHTUTE ¢ XY, KOUTO HE
ce TOBIHMSBAT OT CTaHAapTHaTa 103a, mpeaud ga ce oomuciar apyru sedenus (0ff-label). He ce
HpernopbyBa MO-BUCOKO OT YETHPHKPATHO MOBHIIIABAHE HA CTaHIapTHATa 103a Ha H1-aHTuxucramuHa
npu XVY. IlpenopruBa ce HIl-anHTuXxucTaMMHUTE OT BTOPO MOKOJICHHE J1a C€ MPUEMAT PEINOBHO OT
nanuenTute ¢ XY. He ce mpenopbuBa Ja ce U3M0A3BaT ¢IHOBPEMEHHO pa3inyHu H1-aHTHXHCTaAMUHU.

OCHOBHUTE 11€JIM Ha TEPANTUUTE 33 IOCTUTaHE Ha CUMIITOMAaTHYHO OOJIEKYEHHUE € Ja Ce HaMallu edeKTa
Ha MacTOLMTHUTE MeauaTopu KaTo xucramuH, PAF u np. BbpXy TapretHutre opraHu. MHOro or
CUMITOMUTE Ha YPTHKapHsTa C€ MEAUMpAT NMPEAMMHO OT JEHCTBHETO Ha XHMcTaMuHa Bbpxy HI-
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pEIenTOpHUTe, PA3MOJIOKEHH BBPXY CHIOTCITHHUTE KICTKW (Mamyld) U BBPXY CEH30PHHUTE HEPBU
(HeBporeHeH TiachbK U chpOexk). [1o To3n HauUKMH, HENIPEKbCHATOTO JiedeHue ¢ H1-aHTuXucraMuum € OT
M3KJTFOYUTETHA BAXKHOCT TPU JICUCHUETO HA YPTUKApHUsS (MMa HAIWYHHU JJAHHU 32 0€30MacHOCT MpH
HeNpeKbcHaTa ynorpeda 3a Mepro OT HAKOJIKO TOIUHH).

Henpexbcuarara ynorpeda Ha Hl-antuxucramunu npu XY ce MOAKperst He caMO OT Pe3yJITaTUTE OT
KIMHUYHUTE M3MUTBAHUS, HO M OT MEXaHW3Ma MM Ha JeWCTBUE KaTo OOpaTHM AaroHHUCTH C
npedepeHuaieH apUHUTET KbM HEAaKTUBHOTO ChCTOsIHME Ha XucramuHoBusi Hl-penentop, kaTo ro
cTabmIM3Kpar B Ta3u KOHpOpMaIus, U3MECTBAKH PABHOBECHETO KbM HEAKTHBHOTO ChCTOSHUE.
Jleuenue npu HyXkJa € Bb3MOXKHO NMPH HIKOW (Popmu Ha (U3MKAIHA YPTUKAPUS, HAMP. IPU CTYIAOBa
ypTUKapusi — IpPU OYaKBaH KOHTAaKT CbC CHOTBETHUS TPUrEp, KaTO HAIpUMEpP OYaKBaHA CTYAOBa
€KCITO3UIUS TIPU IUTyBaHE Mpe3 JATOTO, MPUEMBT 2 Yaca MPeau TOBA HA aHTUXUCTAMUH MOKe Aa Obae
JOCTaThUEH.

Hl-aHTUXUCTaMHHUTE OT WBPBO IMOKOJNEHHE (mpoMeTasuH, JAudeHXuApaMuH, KeTOTHU(EH,
xjopeHaMHH) TPOHMKBAT Mpe3 KPbBHO-MO3bYHATA Oapuepa, CBbp3Bar ce ¢ Hl-peuenropute B
nentpainarta HepHa cucrema (LIHC) u noBiusBaT Ha HEBPOTPAHCMHUTEPHUTE e(EKTH Ha XUCTAMUHA.
Te uMat u3pa3eHn aHTUXOJIMHEPTHYHU €(PEKTH U CEATHBHO JCHCTBUS, B3aUMOJICHCTBAT C aJIKOXOJ U
MEIMAaKMEHTH KaTO aHAITeTHULH, XUIMHOTHIM W YCHOKOUTENTHH. Te ChINo Taka MOrar Ja IMOBIIUSSAT
¢dazara Ha chHA ¢ Obp30 ABwkeHue Ha ounte (REM) m na moBnussT ydueHeTo W MpENCTaBSHETO B
yuuIIine, crnocoOHoctTa 3a modupane. B cranosumero nHa GA2LEN (Global Allergy and Asthma
European Network) ce mpemopbuyBa mpu ajepruyHu  3a00sIBAHUS Ja HE Cc€ HW3MOJI3Bar
AHTUXMCTAMUHHTE OT ITHPBO TIOKOJICHUE MPH BB3PACTHU M OCOOCHO IPH JIeTIa.

CpBpeMEHHHUTE aHTUXUCTAMUHM OT BTOPO MOKOJIEHUE Ca MMHUMAJIHO CEIaTUBHU WJIM HECEJaTUBHU U
HSAMAT AHTUXOJMHEPIWYHM edekTH. He BCHUYKM aHTUXHCTAMMHU Ca H3YyY€HHM CIEeIHaTHO IpHU
ypTUKapus, HO MMa HAJMYHU U MHOTO IMPOYYBAHMS C HECEJATHUBHU AaHTHUXHWCTAMUHH, HAIpUMEp C
LHETUPU3UH, AeciIopaTaauH, (GexkcodeHalnuH, JEBOLUETUPU3UH, JIOpaTaJnuH, pyHaTaJuH U OWJIACTHH.
CpBpeMEHHHUTE aHTUXUCTAMUHU OT BTOPO MOKOJIEHHE TPsiOBa J1a ce pa3riiex/1aT KaTo I'bpBa JUHUS Ha
CHUMIITOMATHYHO JICUEHHE Ha YPTUKApHs [TOpaau J00pHUAT UM npodui Ha 6e301acHOCT.

JlekapcTBeHH NPOAYKTH:

Bropo noxoJienue:

- Cetirizine — ATC: RO6AEQ7 — punmupanu tabnetku (10 mg), mepopasieH pa3TBop

- Loratadine — ATC: RO6AX13 — tabnerku (10 mg), cupon

- Levocetirizine — ATC: RO6AEQ9 — punmupanu tabaetku (5 mg), mepopasieH pa3TBop, CHPOIT

- Desloratadine — ATC: RO6AX27 — ¢unmupanu tabnetku (5 mg), CHPOII, OPOIUCIIEPCHH TaOIETKH
(2,5 mg)

- Fexofenadine — ATC: RO6AX26 — ¢punmupann Tadnetku (120 mg u 180 mg)

- Rupatadine — ATC: RO6AX28 — tabaerku (10 mg), cuporn

- Bilastine — ATC: RO6AX29 — tadnetku (20 mg), cupon, opoaucnepcHu Tadnetku (10 mg)
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IIspBO NOKOJICHUE:

- Chloropyramine — ATC: RO6ACO03 — tabnetku (25 mg), ammynu 2 ml 1%

- Promethazine — ATC: RO6ADO02 — tabsetku (25 mg), ammysu 25 mg/ml - 2 ml
- Dimetindene — ATC: RO6AB03 — niepopaiHu Kallku, pa3TBOpP.

- Hidroxyzine — ATC: N05BB01 — ¢unmupanu tadierku (25 mg).

- Ketotifen — ATC: RO6AX17 — rabietku (1 mg).

- Clemastine — ATC: RO6AA04 — tabnetku (1 mg).

Omalizumab

Omalizumab e xymaHH3MpaHO MOHOKJIOHAJIHO AHTHUTSUIIO, MOJy4eHO upe3 pekomOunanTHa JIHK
TEXHOJIOTHsI, KOETO C€ CBBP3Ba U30MPATEIIHO KbM YOBEHIKHsI nMyHOrooymud E (IgE). Omalizumab ce
cBbp3Ba ¢ IgE u npenoTBparsiBa cBbp3BaneTo My kbM FCeRI (Bucokoaduuuteren IgE peunentop) BbpXy
0a3o(miInTe U MaCTOIIMTUTE, KAaTO 10 TO3W HAUYMH HaMalsiBa KOJUYECTBOTO Ha cBoOoaHus IQE, koiito
€ B HAJIMYHOCT 32 OTKJIIOYBAHE Ha ajepruyHara Kackaza. Jleuennero ¢ omann3ymad BOAM 0 U3pa3eHa
down-perymamust Ha FceRIl pernentopure BbpxXy Oazoduaure u uHxubupa IgE-mMeanupanHoTo
BB3IAICHUE, KOETO CE JOKa3Ba OT HAMAJICHUTE €O3MHO(PIIN B KPbBTA U ThKAHUTE U OT HAMAaJCHUTE
MEIMaTOpH Ha Bb3najieHUeTo, BKirounTenHo 1L-4, IL-5 u IL-13.

Omalizumab e eTMHCTBEHOTO APYro JUIEH3UPAHO JICUCHNE 3a MAUEHTUTE C YPTUKApHsi, KOUTO ca C
HE/I0CTaThueH KOHTPOJI Ha poHa Ha siedeHue ¢ H1-aHTHUXuCTaMuH OT BTOPO IMOKOJICHHE U CIIEIOBATEITHO
cliefiBalliaTa CThIIKA B aqropurbma. JlokazaHo e, 4ye omalizumab (antu-IgE) e MHOro edextuseH u
6e3omnaceH mpu JedeHnero Ha XCY U npu MHAyHHpYeMa YPTUKAPHs, BKIIOUYUTEIHO XOJIUHEPTUYHA,
CTY/I0Ba, CTbHYEBA, TOIUIMHHA YPTHUKApUs, CAMOTOMATHYEH JiepMorpadusbM, U ypTUKApHs OT 3a0aBeH
THUT CJIe]T HATHCK.

[Tpu XCVY, omalizumab npenoTBpatsiBa pa3BUTUETO HA YPTUKH U aHTHOEIEM, 3HAYUTEIIHO 000psBa
Ka4yecTBOTO Ha JKHUBOT, MOJIXOJIAIL € 33 JBJITOCPOYHO €(hEeKTUBHO JICUEHHUE, U JICUCHHE Ha PELUIUBUTE.
[Ipenopbuntennara HauanHa go3a npu XCVY e 300 mg Ha Bceku 4 cenmuiu. J{o3upanero He 3aBUCH OT
HUBaTa Ha o0mus cepymeH IgE.

[TaruenTTe C ypTHKApHs, KOUTO Ca ¢ HEJAOCTAaThueH KOHTPON Ha (hoHa Ha yeyeHue ¢ omalizumab B
nuteH3upanara jo3a ot 300 mg Ha Bceku 4 ceaMuIId, MoraT Ja Obaart JieKyBaHu ¢ omalizumab B mo-
BHUCOKH JI03H, IO-KPaTKW MHTEPBAIY UK U ABeTe. [[poyduBaHUATa TOJKPENAT U3MOI3BAHETO HA JICUCHUE
¢ omalizumab B 1o3u 10 600 mg 1 Ha UHTEPBAIU OT 2 CEIMUIIM TIPH TAIUEHTH C HEJOCTAThYEH OTTOBOP
KbM CTaHJapTHATa J103a omalizumab (off-label).

JlexkapcTBeHH NPOAYKTH:

- Omalizumab — ATC: RO3DX05 — npax 3a urxekunoneH pa3tBop (150 mg); 150 mg mHKeKIMOHEeH
pa3TBOP B MPEIBAPUTEITHO HAITBITHEHA CIIPUHIIOBKA

Ciclosporin
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[ManueHTUTE ¢ ypTUKApHS, KOUTO Ca C HEAOCTAThYCH KOHTPOJ Ha (oHa Ha JiedeHue ¢ omalizumab,
TpsiOBa 1a Obaat nekyBanu ¢ ciclosporin 3,5-5 mg/kg Ha nen. LlukI0CIOPUHBT € KMYHOCYITPECOP U MMa
yMEpeH, AUPEKTEH ePeKT BbPXY OCBOOOXKIABAHETO HA MEIMATOPH OT MAacTOIMTHUTE. JIedeHHueTo Ha
yprukapus c¢ ciclosporin e off-label u ce npenopbuBa camo mpu namMeHTH € TEXKKO 3a00JIsBaHE,
pedpakTepHO Ha BCsAKa J03a aHTHXUCTaMuH U Omalizumab B komOuHanus. Berpeku ToBa, ciclosporin
UMa MHOTO IO0-100p0 CHOTHOIICHHE PHUCK/TION3a B CPAaBHCHHE C IBIrOCpoYHara ymorpeda Ha
KOPTHKOCTEPOUIH.

JlekapcTBeHU NPOAYKTH:
Ciclosporin — ATC: LO4ADO1 - 10, 25, 50, 100 mg Meku Karncysiu
KopTukocreponau

Koprukocrepouaure (KC) ca Haii-epukacHuTe JIeKapcTBa 3a MOBIUSIBAaHE HA OCTPOTO WM XPOHUYHO
QJIEPTUYHO BB3MAJCHUE. Te OCBHIIECTBABAT CBOS €PEKT KAaTro Cce CBBP3BAaT C MHTPAIUIA3MBATHYHO
Pa3noJI0KEHNUTE MTFOKOKOPTUKOUIHU PELENTOPU U C€ HaMeCBaT B TPAHCKPUIILIMOHHUTE MEXaHU3MHU Ha
CUHTE3 Ha IIUTOKUHU M BB3NAIUTENIHN MenuaTopu. CUCTEMHOTO UM MPHIIOKEHUE, 00aue, € CBbP3aHo
ChC 3HAUUMU CTPAHUYHU €(PEKTH, KOETO OrpaHUyYaBa JI03UTE U MIPOABIDKUTEIHOCTTA Ha IPUIIOKEHUETO
uM. Ako ce uznonssar cucteMHu KC, ca neobxonumu no3u mexay 20 u 50 mg/neH ekBUBaJeHT Ha
prednisone (mo3ara e 3a Bb3pacTHU). Thil KaTO TaKMBAa BUCOKH JO3HU I UMAT CTPAHUYHU €(EKTH B
IBJITOCPOYEH IUIaH, ce MpenopbuBa Ja He ce n3noi3par KC u3BbH cnenuanu3upaHuTe KIMHUKY. [Ipu
OCTpa ypTHKapus U ocTpu ek3anepbanun Ha XCY, kpaTbk Kypc Ha nepopaiau KC — makcumym g0 10
THH, MOXe Ja ObJie OT 10JI3a 33 HaMaJIsIBaHE Ha IPOJAbIKUTEIHOCTTa/aKTUBHOCTTA Ha 3a00JIIBAHETO.

JlekapcTBeHM IPOAYKTH:

- Methylprednisolone — ATC: HO2AB04 nuodunusar (6,31, 15,78, 40, 125, 250 mg) + 7 pa3rBopuTen
3a TMO(MIN3aMOHEH HHH)XEKIIMOHEH pa3TBop, TabneTku (4, 16 mg)
- Prednisolone — ATC: HO2ABO06 — tabnetku (5 mg).

8. Ilporuo3a

[Ipm npernen Ha mnpoydBaHMsATa, BKJIOYBAIM OlEeHKAa Ha xoxa Ha XCVY, ce ycraHOBsBa, 4e
MPOABIDKUTETHOCTTa OOMKHOBEHO € 1-5 roauHu, KaTo exHa TpeTa OT MalUeHTUTE ChOoOlIaBaT 3a
peLuauBHpal/peMUTUpaI Xoa Ha 3a0ossBaHeTo. [lo-TexxkusT xon Ha 3a00isIBAaHETO, HATMYMETO HA
aHTHOE/IEM, NIPUAPYIKaBaIlAa HHAYLUPYEMA YPTUKAPHUSA U aBTOPEAKTUBHOCT MOTaT J1a ca NPEJUKTUBHU
¢dakTopu 3a nmo-roysiMa npoabkuTenHOCT HA XCVY.
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AHA®UNIIAKCUSI (MKEB: T78.0, T78.2, T88.2, T88.6)

1. Onpenenenne

AnaduakcusTa npeAcTaBisiBa TEKKa, KUBOTO3acTpalllaBalla, CHCTEMHA XUIIEPCEH3UTHBHA PEaKIUs,
KOATO C€ XapakTepu3HWpa C BHE3AIIHO HACTBIIBALM >XMBOTO3aCTpalllaBallli IIPOSBU OT CTpaHa Ha
JUXATEJIHUTE IBTUILA WU LUPKYJIATOPHU HAPYLIEHHUs U YECTO, HO HE BUHATM ACOLIMMPAHA C KOKHU U
MYKO3HH IIPOMEHU.

2. EnuaeMuo10ruuHy JaHHA

Bropuunu ananu3um Ha paznuyHM Oa3M JaHHU B 3/paBEONa3BaHETO YCTAaHOBSBAT pPa3BUTHE Ha
anadunakcus rpu 4,1 Ha 100 000 xocnuranuzupanu 60o1HM Ha Bb3pacT 0-14 roauuu; 3,9 va 100 000
Ha Bb3pacT 15-44 rogunu u 3,5 Ha 100 000 BB BB3pacToBara rpymna Haja 45 roaunu. IIpoueHTHT Ha
aHadunakcus ce ypenudana, kato mnpe3 2001 r. e 50 na 100 000 gymu, a npe3 2005 napactBa Ha 75,5
Ha 100 000.

3. ETnosorus
OCHOBHHTE HIEHTH(PUIHPAHH TPUTEPH BKJIIOYBAT:

3.1 Xpanu. Karo Hali-4ecTH MPUYMHUTEIIN HA aHAPWIAKCHS CE MOCOYBAT (QBCTHIUTE U JTHPBECHHUTE
SIKH — JICIITHULIA, OaJIeMH, OpEXH, MaKaiaMus, aM-(pbCThK, ekaH u 1p. (27,6%), kokomu sina (8,6%)
U XpaHH, pearupanii kpbcrocano ¢ narekc (11%). Ilpu nenara ToBa ca: kpaBe Misiko (29%), KOKOIIH
sgifna (25%), nemnunu (5%), dbserbuu (4%), kuBu (4%), keaposu saku (3%), puda (3%), nieHuna
(2%), cost (2%), cxkapuu (2%), kaiicust (2%) u cycam (2%). Mznaranero Ha aepoajiepreHu MOBHIIIaBa
pHUCKa IIpU Jela ¢ XpaHUTENIHA aJepPTUs B ITOJICHOBUS CE30H.

3.2 MeankaMeHTH M APYIrM TepaneBTHMYHH cpeacTBa. Haii-uecTo aHaQMIakTHYHU peakiuH ca
OMMCAaHU KbM: aHAJITE€TUIM, aHTUOMOTHULIM, OMOJOTMYHA TEeparus, XMMHOTEPANeBTULIH, KOHTPACTHU
BEIIECTBA, UHXMOUTOPU Ha MPOTOHHATA [TOMIIAa, HEBPOMYCKYJIHU OJIOKEPH, XJIOPXEKCHIUH.

3.3 YiKuiBaHHSI OT HACeKOMM. PHUCKBT OT CHCTEMHM pEaKIMU Ce yBEeJIMYaBa MpPHU HAIWYME Ha
aTOMMYHO 3a00JIIBaHE — AJIEPIHMYCH PUHHUT, OPOHXHMAIHA acTMa, XpaHWUTEIHA aleprus H/Wiu JIPYyro
aTONMYHO 3200JIsIBaHE.

3.4 Jlatekc. Xopara ¢ ajieprus KbM JATEKC ca aJepTUYHA KbM €CTeCTBEHUTE MPOTEHHU B ChCTaBa WU
KbM [POMHUIUIEHUTE XUMHUKaIM (KaTo MepKanToOEeH30THa30i), J100aBeHH 10 BpeMe Ha
MPOU3BOJICTBOTO. CHIECTBYBAT 3 pa3IMYHU BHUJA HEXKEIAaHU PEAKIMH KbM JIaTeKca, BBIIPEKH 4e Te ce
MPUIIOKPUBAT JIO M3BECTHA CTEIIEH — WPUTATUBEH JCPMATHUT, AJICPTUYCH KOHTAKTCH JEPMATHT WU
peaxius oT 0bp3 THI. Hsikou Xopa ca n3M0KeHU Ha MOBUIIIEH PUCK OT Pa3BUTHUE Ha aJleprusl KbM JIaTEKC
— 3IpaBHU PAOOTHHMIIM, XOpa C MHOXECTBO OIEPAIIMH, ATONMYHH MAIUCHTH, MMAIIMCHTH C aJIepTrus KbM
XpaHU — aBOKaJ0, OaHaH, KeCTeH, KUBH, macudiopa, CIuBa, siroja u JoMar.
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4. KopakTopu, KONTO BIUSAT BbPXY Te:KeCcTTa Ha aHApUIaKkcusATa:
4.1. Engorennn pakropu

4.1.1 Bp3pact. Beska Bp3pacT ce XapakTepH3upa ¢ 0COOCHOCTH 110 OTHOIICHUE Ha PUCKA M IIPOrHO3aTa
Ha aHadminakcusaTa. KomkoTo mo-majka € Bb3pacTTa, TOJIKOBA IMO-TPYAHO NALUMEHTHTE MOraT Ja
ChOOIIaBAaT CHMIITOMHTE CH M CHEMAHETO Ha aJIeKBaTHA aHaMHe3a € 0co0eHo ciokHo. OT apyra cTpaHa,
HOAPACTBAIINTE Ca CKIOHHH JIa IPEHeOperBaT CHUMITOMUTE CH, IMAT I10-PUCKOBO ITOBEJICHHUE, KOCTO T'H
u3J1ara Ha eKCIO3HIIMs Ha ToJIsIM Opoii aliepreHu. Bp3pacTHUTE X0pa ITbK MMAT PeaMLia MPUAPYKaBaIin
3a00JsIBaHMS U MIPUEMAT PA3IMYHU MEIMKAMEHTH, KOSTO MOXE Jia BIOIIM XOJa Ha MPOTHYaHE Ha
aHadumakcusra.

4.1.2 IlpuapyxaBamm 3a00JIIBaHMSA: [I0-TEKKO IPOTHYAHE NPU MALUUEHTH ChC ChPAEUYHOCHIOBH,
pecnupaTopHu (TEXKa aCTMa WK aJIeprUueH PUHUT), ICUXUYHU 3200 IsIBAaHUS U IIPU OOJTHU C aTOMHS

4.1.3 MacTouuTo3a: HAIMYUETO HA MACTOIMTO3a, OCOOCHO HAa MHJIOJICHTHA CUCTEMHA MAacTOIIMTO3a €
IBITOCPOUYCH PUCKOB (PAKTOP 3a TEXKKA M MOTCHIMAIHO (aTanHa aHaQHUIaKCHUs, HAIp. CJe]l Y)KUIBaHEe
OT HaceKkoMH oT paspea Hymenoptera (mmuenu, ocn).

4.2. Ek3orennn pakTopu

4.2.1 Tlo3uuus Ha TSUIOTO NP HACTBIIBaHE Ha aHA(UIAKCHs: M3MPABEHOTO MOJOXKEHUE 10 BpeMe Ha
aHauIakcus € pucKoB (aKTOp 3a BHE3aITHA CMBPT IMOPAIH UCXEMUYHA yYBpeIa Ha ChPIETO

4.2.2 ®uznyecko ycuiiue Mo BpeMe WM HENOCPEeACTBEHO Npeau aHa(uiakcus: pUcKOB (akTop 3a
TEeXKa, CBbp3aHa C XpaHa aHapUIaKChs

4.2.3 TlpueM Ha €TaHON WJIM acHUpUH: KO(aKTOp B T.HAp 3aBUCHMMa OT XpaHaTa U MHIYLUpPaHA OT
¢busznvecko ycunue aHapuIakcus

4.2.4 EMoLlMOHAJIEH CTPeC, CMsIHA Ha YaCOBH 30HU, IPEMEHCTPYaJeH CTaTyC

4.2.5 HenaBpeMeHHO MPUJIOKECHNE HA aIpEHATTIH

4.2.6 Ilpuem Ha aHTUXUIIEPTEH3UBHU MEJIMKAMEHTH

Bera-6s0kagara npoMeHs (apmMakoTepaneBTHUHOTO IEHCTBME HA ENUHEPPUH, KOETO MOXe Ja
KOMIIPOMETHpPA OKa3BaHETO Ha CIENIHa MEAWIMHCKAa IIOMOII B CiIydail Ha aHaduIakcus.
JlonbaHUTENHO, OMokupaHeTo Ha Pl- m P2-pelicTBHeTo Ha enuHedpHHA, MOXKE Ja CTUMYJIUpPA O.-
aJIpCHePTUYHATE W BaroTOHMYHUTE pe(dIeKCH, KOEeTO Ia JoBede 10 OpPOHXOKOHCTPHKIHS U
Opanukapaus. AHapuIaKCUsATa He € IMo-4ecTa MpU MalUEeHTUTe, IpueMaly O6era-0J0KepH, HO Te3U
MAIMEeHTH Ca C MO-BUCOK PUCK 33 pa3BUTHE Ha MO-TEKKH CUCTEMHHU PEaKIIH, TIOPAJIH JINTIca Ha eheKT
OT CIIEHIHOTO JeuyeHue. Pe3ynraTu oT mpoyuBaHUs Moka3BaT, ye npueMbT Ha ACE-unxuburopm
yBEJIMYaBa 4YeCTOTaTa Ha TEXKKUTE CHCTEMHH PEaKINH CIIe]] YKIIBAHE.

HaOaronennst or nmpeaxoaHu MHUMAeHTH: Jlurcata Ha ypTHKapus/aHTHOEIEM B XOJa Ha TEXKKa
aHauIakcus, KpaTKUAT HHTEpBaJl OT KOHTaKTa C ajepreHa (Hamp. Y>KWJIBaHE) A0 IOsiBa Ha
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CUMIITOMUTC, YBCIIMUCHUTC HMUBATA HAa CCPyMHATA TpUIITa3a IPHU NPCAUIIHA CIIU301 Ha aHa(i)I/IJIaKCI/IH
Ca pUCKOBH (baKTOpI/I 3a O-ToJisIMa TCXKECT IPU MMOTCHIHAJICH CJICABall HHIUICHT.

5. IlaTorenesa

Anadunakcus MOXKe J1a c€ pa3BUe KaKTO 10 UMYHOJIOTHYEH, TaKa U M0 HEMMYHOJOTUYEH MEXaHU3bM.
VIMyHOIOrMYHUAT MEXaHU3bM BKIIIOUBa KakTo IgE, Taka u nHelgE-mMequupanu peakuuu. Knacuueckusr
Y Hai-yecT MexaHu3bM Ha aHadummakcus € IgE-memuupan (ot 6bp3 Tum). [Ipu Hero e HeoOXoaUM
I'bPBOHAYANIEH KOHTAaKT ChC CHOTBETHHUS aHTUTeH (da3za Ha CeHCHMOWIM3aIus), KOETO HHAYIHpa
obpazyBane Ha crneuuduyau IgE. Te ce cBbp3Bar ¢ BucokoadpuautTeTHUTe IJE penentopu Ha
MOBBPXHOCTTA HA MACTOIUTH M 0a30(QWIA U MPHU CIEABAIl KOHTAKT ChC CHIIUS AJICPICH HACTHIIBA
KPBCTOCAHOTO MY CBBp3BaHE C JBe cbcenuu IQE, koeTo akTuBHMpa W BOAU 110 JerpaHyjiamus Ha
MacTHUTE KJIeTKH. OCcBOOOXKAaBaT ce KaKTO MpeGopMupanu (XUCTaMUH, CEpOTOHMH, TPUITA3a), TaKa U
de novo cuHTe3upanu (MpoCTariaHanHu, JICBKOTPUEHH) MeIHaTOpH. 110 TO3U MEXaHU3bM CE pa3BUBa
aHadarKacHsi KbM XpaH! (MJISTKO U MIICYHH TIPOIYKTH, si11a, puda 1 MOPCKHU 1apoBe, PbCTHIH, CycaMm,
SIIKK, TUTOJI0BE, IenuHa, cos), meaukameHTH (HCIIBC, Gera-maktamMu, OHMOJIOTMYHHM CpPEICTBA) U
PaIMOKOHTPACTHU BEIIECTBA, KN HACCKOMH — ITYEIM U OCH, aepOAJIEPTeHU, CEMEHHA TEYHOCT,
JaTeKC ¥ MPOQPECHOHATHH aJePreHH.

Ocgen no IgE-mMenuupan mexanusbM, aHaduinakcusaTa Moxe na ObAe U OT UMyHOJOrHYeH He-lgE-
MeauupaH TUN. HIKou MOHOKIIOHATHY aHTUTENA, PaJIMOKOHTPACTHH BEIIECTBA WIIH JIEKCTPAaHU, MOTaT
Ja aKTUBHpAT CUCTeMaTa Ha KOMIUIEMEHTa, KOHTaKTHaTa WM KoarylallMOHHAaTa KacKaja, WId Ja
uaaynupar 1gG-menuupana anadunakcus. [lpum HAKOM MemuKaMeHTH (ONMHOWIM) Ca ONHMCAHU
HEMMYHOJIOTMYHH MeXaHW3MU. ETaHONBT U HAKOM (PU3MKATHU (GakTopu (Hamp. pU3HMUECKO YCHIIUE),
MoraT Ja JOBeIaT 0 aHa(HIakCHs MO HEHAIIBJIHO W3SCHEH MEXaHW3bM, BOJCI] JO MAacTOIMTHA
aKTUBaIHUS.

B cniydaunTe, Korato mpHUMHUATE OCTaBAaT HEM3SCHEHH, aHAPUITAKCHATA Ce OTPEAETs KaTO UIUOMAaTHYHA.
Ts ce cpema B 6,5-35% OT ciydauTe criope]] pa3uyHUTE NMpoydyBaHus. B TakuBa ciydan Moxe Ja ce
Kacae WIH 3a MPEUIIIHO HEYTOUYHEHa €THOJIOTHs Ha aHa(UIIaKCHUs, WM 32 HAKOU 3a00IIIBaHUS KaTo
MacToruTo3a. TpsOBa ja ce UMaT MPEABU/ M HAKOH MMo-peku aneprequ karo alpha-Gal niam omega-5-
TJIMaUH, OJICO3UH U JIp.

6. KiuHu4yHa KapTHHA

KnuanunuTte nposiBu npu aHapUIAKCUS 3aBUCAT OT 3acerHaTute oprand. CHMOTOMUTE U NIPU3HALIUTE
Ha aHaduIaKcHus OOMKHOBEHO Ce MPOSBSABAT JI0 JBA Yaca Cje]] eKCIo3ulus Ha npuauHutess (1o 30
MUHYTH IIPU XPAHUTENHA AJIEPTHA, 10 5 MUHYTU IIPU NAPEHTEPAIHO MTPUIIOKEHNE HA MEJUKAMEHTH, 110
15 munytH cien yxuwiane). Cpel CHMTOMHTE Ha aHa(UITaKCcHsl Hal-ueCcTH ca MPOSIBUTE OT CTpaHa Ha
koxara (84%), mocienBaHu OT KapAMOBACKyJapHU cUMNTOMH (72%) M pecnupaTOpHH CHUMITOMH
(68%). Anadrrakcusi MOXe Ja Ce pa3BU€ U MPU OTCHCTBHE HA CHUMITOMH OT CTpaHa Ha KoXkara.
[ToreHamHo KUBOTO3AaCTPALIABALINTE CUMIITOMH MPH aHa(UIAKCHUS ca OT CTpaHa Ha JuXaTesiHaTa U
Chp/AEYHOCHI0BAaTa cucTeMa. ['aleHeTo U MOBPBIIAHETO MOTaT ChILO JIa Ca CBbP3aHU C aHAPHIIAKCHUS.
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B oko110 20% oT ciny4anTe Ha aHaduIaKCHs MOXKe J1a ce HaOro1aBa ABy(ha3HO MPOTHYAHE — TOBTOPHA
HOsIBa HA CUMIITOMUTE OOMKHOBEHO 6-12 4aca ciient mppBarta nposiBa, KaTo Morat ObJ1aT MO-TEXKH.

3aBucHMa OT XpaHa M MHAYUHPaHa oT (u3nUYecKo ycujine anapuiaakcus. J[Bata ocHOBHH (hakTopa
3a HACTBhIIBAaHE HA CHMTOMH Ca KOHCYMAIIHsl Ha OIlpe/iesieHa XpaHa 1 (PU3MUECcKO yCUIIHe HIKOJIKO Jaca
cien toBa. CaMo Mpu HaaM4Me Ha TE3U JIBE 3abJIMKUTEIHU YCIOBHUS MOXKE Ja HACTBIIM TO3H BUJ
anaunakcus. [lanuenture nposiBaBat IgE-mMeauupann cumnromu Ha aHaduiakcus. Cuuta ce, ye
(bU3MYECKOTO ycUiiue MPOMEHS CTOMAIIHOYpEeBHATa abcopOLIKs, CMUIAHETO HA ajepreHa Uiu U JIBeTe,
KOETO BOJAM 10 CHUMIITOMH Ha aHapwmiakcus oT Obp3 Tun. Haii-uecTuTe CBBpP3aHU C TO3HM THII
aHa(uIaKcHsl XpaHU ca MIICHHIIa, MOPCKU JapoBe, LieauHa, puba, miogose, misiko. llamuenture
O6I/IKHOB€HO MMpoABABAT pCaKlud KbM €JHa WK JABC OT TC3U XpPaHHU. I/IHILYIII/IaHaTa oT (1)I/I3I/I‘-ICCKO
ycunue aHaduIaKCcus € psaKa, HellpeIBUIMMa U MoTeHIHanHo daTtanHa popma Ha aHapUITAKCHS, KOSTO
BB3HUKBA B PE3yJITaT Ha (PU3NYECKO YCHITHE. Y CTAHOBEHO €, e (PU3NYECKOTO YCHIIUE MOXKE Jia YBEITHIN
nepMeadmiINTeTa Ha CTOMAITHOYPEBHHSI TPAaKT, AKTUBHOCTTa HA THhKAHHATa TPaHCTIyTaMUHA3a,
TUTa3MEHHUsI OCMOJIAIUTET U ChOTBETHO Oa3o(duiIHaTa Ierpanynanusi.

7. Ilmarno3a

Jluarso3zara ana()MIaKCHsI € MHOTO BEPOSITHA NP HAJIMYHEe HA KOWTO M J1a € OT CJIeTHUTE J{Ba
KpHUTEepHsi:

7.1. Octpa nosiBa (MHHYTH 10 HSKOJIKO Yaca) Ha KOXKEH OOpUB W/WIM MYKO3HO 3aCsiraHe WU U JIBETE
(Hamp. ypTuKapuaaeH o0puB, TeHepaIU3UpPaH ChbpOekK, (IbI, OTOK HA YCTHH, €3UK, YBYJIa)

" noHe eaHO OT cJIeIHUTE:

- Komnpomernpanu nuxareHy MbTUINA (HAp. AUCITHES, XPUIIOBE, OPOHXOCIIa3bM, CTPUIOP, HaMaJleH
BBPXOB eKcruparopeH neout — PEF, xunokcemust)

- [Tonmxeno aprepuanyo Hansrane (AH) wnu cBbp3aHu CUMOTOMU (HAIp. XUIOTOHUS, CHHKOI)

- TeXKM racTpOMHTECTUHATIHY CUMITOMHM (KpaMIlu, rajieHe, MOBphILAHe, JHApHs)

7.2. Octpa mosiBa Ha XUIOTOHUS WM OPOHXOCMA3bM WIIM JIAPUHTEATHO 3acsraHe Cie] KOHTaKT C
anepreH (MUHYTH JIO HIKOJIKO Yaca) Jopy 0€e3 TUITUYHO KOKHO 3acsTaHe

- bebera u nemna: mo-aucko cuctoamHo AH ot crnemmduuroTro 3a BB3pactra wim >30% cmam ot
cuctoniHoto AH (3a Hucko cucronHo AH npu neuna ce cunra <70 mmHg npu aena ot 1 mecen g0 1
roauHa, mo-Hucko ot {70 mmHg +(2 x Be3pactra)} ot 1 1o 10 roguau 1 <90 mmHg 3a BB3pacTTa OT
11 no 17 roguum)

- Bw3pactau: cucromao AH <90 mmHg nnm >30% cman ot u3mepenara 6a3oBa CTOMHOCT

PerpocnekTuBHO anMarHo3aTa Moxe Ja ObJie MOJKPENEHa ¢ U3CIeJBaHe Ha CepyMHa TpUITa3a — IO
BpEME Ha peakuuaATa (B paMKUTE Ha 1 4ac UM Bb3MOKHO Hail-CKOpO), HO HE MO-KBCHO OT 4 4aca ciel
N0sIBaTa Ha CUMIITOMUTE, KaTO CE ThPCH MIOBUIIIABAHETO M B CPABHEHHE C U3XOHUTE HUBA HA MALIUEHTA.
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YecTto obaye HMBATA ca HOPMAIHHU, OCOOEHO MPH PEAKIMH KbM XpaHu. Jpyru TMarHoOCTUYHU TECTOBE
3a OINpe/ieNsIHE Ha €TUOJIOTHYHUTE (pakTopu Ha aHadWIaKcus BKIIOYBAT KOXKHO-aJEPrHUYHM MPOOH U
u3cieBaHe HAa CEpyMHUTE HUBA Ha cieuuduynu IgE.

8. [udepeHnuaiHa AUATHO3a - BKIIOYBA 3a00JsIBaHUS, 3acATallld TAPTeTHUTE OpPraHW TpU
aHaUIaKCHS:

- Koxa u nuraBuny — pernuuBHUpalia XpOHUYHA WK (QU3UKATHA YPTHKApUS M aHTHOEICM, MOJICH-
XpaHa CHHIPOM

- Pecniuparopuu 3a00isiBaHHS — OCTBD JIAPUHTOTPAXEUT, TpaxealHa WM OpOHXHAIHA OOCTPYKIIUS
(Hamp. yxau Tena, TMCHYHKIUS Ha TJIACHUTE BPH3KH)

- CbpaeuHOCHI0BH 3a00JISIBAHNS — BA30BarajeH CHHKOI, 0e101po0Ha eMOOIIHs, MUOKapieH HHPAPKT,
Chp/ICYHA APUTMHUS, XUIIEPTOHNYHA KPU3a, KapJHOTeHEH MIOK

- ®apMaKOIIOTHYHH WA TOKCHYHH PEAKIHH

- [lcuxuunu 3a00BaHUSI — CHHAPOM Ha XUIEPBEHTUIALINS, OC3ITOKOWCTBO U MTaHKKa, COMAaTO()OPMHO
pa3CcTpoicTBO (HAmp. MCUXOTCHHA TUCIHES, AUCOYHKIMS Ha TJIACHUTE BPB3KH), THCOIUATHBHO
pascTpoiicTBO Ha uaeHtuuHoctTa (Harp. globus hystericus, enuerncus), nepeOpoBacKyIapHO ChOUTHE,
MICHXO03H, (PAKTUUECKO pa3CTPOUCTBO, CHHApOoM Ha Hoigne, koma (Hamp. MeTaboIMTHA, TPAaBMATHYHA)

- EHmOKpuHHHM 3a00JsBaHHMS — XHIIOTJIMKEMHsI, THPCOTOKCHYHA KPH3a, KAPIMHOWICH CHHAPOM,
Ba30MHTECTUHAIHHU MOJIUIICTITHIHE TYMOPH, PEOXPOMOIIMTOM

9. CnemrHo noBejeHye Npu aHAPUIAKCHA:

9.1. HpI/I IIallTUCHUTE C aHa(l)I/IJ'IaKCI/IH € HCO6XOI[I/IMa He3a0aBHA OI€HKa Ha CBCTOAHHECTO Ha
AUXATCJIHUTC IbTUIA, JUITAHCTO, HUPKYJIaluATa, CTCIICHTA HAa YBPCKAAHC U CKCIIO3UIHATA (Airway,
Breathing, Circulation, Disability, Exposure - ABCDE)

9.2. AxpeHanuHbT (enuHeppUH) ce MpenopbyBa KaTo IbPBO CPEACTBO HAa M300p MpH Tepamus Ha
aHapunakcus. Toil oka3Ba edekr Bbpxy aindal, O6eral m Oera2 peuenTopuTe, Karo crnomara 3a
IIPEOI0IIBaHE HAa XMUIIOTOHUSATA, HaMajsiBa OTOKA, yBeJIMYaBa CHUJaTa U CKOPOCTTa HA ChPJCYHUTE
KOHTapaKIiy, HamassiBa OPOHXOKOHCTPUKIIMATA H OCBOOOKIABAHETO HA BH3MAINTEIIHU MEHATOPH.
[Ipu neyeHueTo ¢ agpeHaInH HAMa a0CONIOTHU MPOTUBOMNOKA3aHUs 3a MAMEHTH ¢ aHa(UIIaKCUs, KaTo
MOJI3UTE 3HAYUTEITHO HAJBUIIABAT PHUCKOBETE JOpM W MpH OONHH B HamNpe[Hajda BB3pacT M
ChP/ACYHOCHIOBH 3a00JIIBAHMSL.

AnpeHanuHBT ce mpuiiara noj ¢opmara Ha MHTpaMycKyiaHa uHxekius. [IpopmrsT Ha Ge3omacHOCT
MIPU UHTPAMYCKYJIHO MPUJIOKEHHE € OTJINYEH, BBIIPEKHU 4e MalUEeHTUTe MOrarT Ja MoJIydyaT MpPeXxoHO
cbpleOuene, npedieHsBaHe U TraaBodonre. MHTpaMyCKyTHUST agpeHanuH ce npuiara B go3a 0,01
ml/kg termo g0 Mmakcumainna o6mia g03a 0,5 ml. Ipu pedpakTepHu cirydaun 103aTa MOXKE J1a C€ IIOBTOPH
npe3 5-15 munytu (Tabmuna 1). MaTpaBeHo3HO NpUIIOKEHHE HE Ce IPEeropbhyuBa KaTo HayajlHa Tearus,
BJIM3a B ChOOpakeHME Ha CJIe/IBalll eTall ¥ TpsiOBa J1a ce Mpujiara OT OMUTEH CIIEHUATNCT U C OCUTYPEHO
Monutopupane Ha AH, EKI' n nyncokcumerpus. Ilpu 3acsirane Ha TOpHHM JUXATEIHU IIBTHINA MOXKE
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JOMBJIHUTEIIHO Jla ce NpoBeae HeOynmmu3anus ¢ aapeHanud (2-5 ml, 1 mg/ml) B gonbiHeHHe KbM
HHTPAMYyCKYJIHOTO MPUIIOKCHUE.

Taoauua 1. [lpenopbUnTeTHH 1034 32 HHTPAMYCKYJIHO NPHJIOKeHHe Ha epinephrine

0,01 ml/kg no makcumasina o6ma n03a 0,5 mg, ekBuBajsentno Ha 0,5 ml or 1 ml/kg (1:1000)
epinephrine (adrenaline)

Jena <10 kr. 0.01 mg/kg = 0,01 ml/kg

Hena 1-5 roguaun 0,15 mg = 0,15 ml

Jena 6-12 roguan 0,3 mg

>12 TOAUIITHYU ¥ BH3PACTHU 0,5 mg

[Topanu ocHOBHATa poJis Ha aAjpEeHAIMHA KaTo [I'bpBa JIMHUS Ha JICYUEHNE, BKIOUUTEIHO B YCIOBUATA Ha
J0JIEKapCKa MOMOII] U CAMOIIOMOII, ABTOMHKEKTOPHUTE ¢ a/IpeHAJINH (peABapUTEIHO HANIbJIHEHA
CIIPMHLIOBKA) ca y100Ha ¢opma, ¢ KOSTO NANMEeHTHUTe C MOBUIIEH PUCK 32 aHaduIakcus TpsdBa
3a1BJILKUTEIHO 12 pa3noJiarar.

NHaukanuu 3a NpujIoKeHne HA aJipeHaJTHH (MPenopbYHTETHO Ype3 aBTOHHIKEKTOP):
AOCOJIOTHN HANKALIMH.

- [IpenmecTBaia anaduaakcus OT XpaHa, JaTeKC, aepoajlepreHy;

- AHadunakcus, npeau3BUKaHa OT PU3NYECKO YCUIIUE;

- [IpenxoaHa uanonaTuyHa aHaUIAKCHS;

- CepnbreTBalia HecTaOWMIHA WM yMEpPEHa A0 TeXKa IepCUCTHpalla OpOHXHMalHa acTMa CbC
CBITBTCTBAIlA XPAHUTEIIHA AJIEPIUs,;

- NHcekT aneprust npu Bb3pacTHU C NMPEAIIECTBAIIM CUCTEMHH PEAaKIIMK U IIPU Jlela C KOKHHU peakluu
IUTFOC TOI'BJIHUTENIHA CUMIITOMU CIIE]] Y/KUJIBAHE;

- Hapymenust Ha MacTOIMTUTE WJIM TMOBMILEHW W3XOJHM KOHIEHTpPALMM Ha CEpyMHA TpPUIITa3a B
KOMOMHAIMSIM C BCsSIKa IMpEIUIIHA CUCTEMHA PEakLus Cllell Y)KWIBAHUSA OT HACEKOMH, JOPU IpHU
MalMEeHTH Ha UMYHOTEPAINs ¢ UHCEKTHA OTPOBA.

OTHOCHTETHH MHIMKAIMY, TIPY KOUTO CE MPETOphYBa MPENICBaHE HA aBTOMHKEKTOP C aJIpeHAINH
(ocobeHo npu HaJIMYME HA TIOBEYE OT €AUH (aKTOp):

- [IpenmecTBaia jieka 10 yMepeHa ajJepruyHa peakius KbM (QbCThIU /WU IbPBECHU SIIKU

- TuitHEN K BPU WK 1TO-MJIAIA BB3PACTHHU C XPAHUTEIIHA AJIEPTHS

- OrgasiedeHoCT OT MEAMIMHCKA MOMOLI M JaHHM 3a IMpEAllecTBalla JeKa 10 YMEpeHa ajepruyHa
peakus KbM XpaHa, 0TPOBA OT MHCEKTH, JATEKC WU aepoalepreHu

- [IpenmectBaina jieka 10 yMepeHa ajlepruuHa peakliis KbM CIIEAN OT XpaHa (C U3KIIOYEHHUE Ha MOJIEH-
XpaHa CUH/IPOM)

9.3. Unentuduimpane W OTCTpaHSBaHE HA ETHOJOTMYHHUSA (aKTOp Ha aHaUIAKCHATA, KAKTO H
HeBaGaBHO THPCCHC Ha CIICIIHA TOMOII OT MCAUTTUHCKHU CIICIIUAIIUCTH.
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9.4. OO npenopbku. [lo3unMoHupaHeTo Ha MalUeHTa 3aBUCH OT MPOSBUTE HA aHA(UIAKCHUS KaTo
TpsiOBa Ja ce n30srBa psi3Ka MPOMsIHA B TIO3UIHSITA HA TsU10TO. [Ipy HaM4une Ha pecpaTopeH TUCTPeC
ce MpernopbyuBa MOCTAaBSIHE B CEIHANO MOJOXKEHUE, TPU HAPYIICHUS B XeMOJAMHAMUKATA — ITOBIUTaHe
Ha JIOJIHUTE KPAaWHMILM TpH JIeraHai 1o rps0 mamuent. Ilpu OpeMeHHN — CTpaHWYHO MOJIOKEHUE Ha
JISIBO C MOBJMTaHE Ha JOJHUTE KpPailHUIIM, a NP MalUeHTH B 0e3Ch3HAHHUE — B CTPAHUYHO CTAOMIIHO
MOJI0KeHUE. JlOBbIHUTETHO:

- [Ipu Bcuuku manueHTH TPsIOBA J1a ce pujiara KUCJIOpOo I upes3 JINeBa Macka ¢ BUCOK jeout (6-8 1/min)
- Jla ce ocurypu HHTPaBEHO3EH JOCTHII C Obp30 Nmpuiioxkenne Ha 1-2 murpa 0.9 % n30TOHUYEH pa3TBOp
(5-10 ml/kg 3a mepBuTe 5-10 MunyTH ITpH BB3pacThH, 10 mI/kg npu nera)

- Muxanaropuu 0bp3ozeiicTaiy 6eTa2 arOHUCTH — IIPU OPOHXO00OCTPYKITHS

- H1 anTHXHMCTaHUHY — BTOpA JIMHUS HA JICYCHUE, U3II0JI3BAT CE 3a MOBIHMSIBAHE HA KOXKHUTE MPOSBHU, HO
caMo CJie/l MPUIIOKEHHE Ha ajipeHanH (IIbpBa JIMHUS HA TEPaIus)

- [JIIOKOKOPTHKOCTEPOMIN — TMAapeHTePaTHO WM MEPOpPATHO MNPUIOKEHHE, HW3MO0JI3BaT ce 3a
NPEOTBPATSBaHE HA MPOIBDKUTCIHH CUMTOMHU Ha aHaduiIakcus, 0COOCHO MpH MAlMEHTH C acTMa,
KakTo U mpHu OudasHa aHaduimakcus, HO ThH Karo MMaT 0OaBHO Ha4ajlo Ha JeWcTBUE TpsiOBa na ce
npujaraT ciiejl Kato ObJaT MPHIOKEHH MEIUKaMEHTHUTE OT ITbpBa W BTOpa JHMHHUA. BHcokuTe 103U
HeOynu3upan Oy[e30HH Morar Ja ObaaT eEeKTUBHH NMPH OTOK Ha AMXATEIHUTE MBTUIIA, T.C. MPU
U3SIBEH CTPHUJIOP

- Jlpyru MOTEHIMAIHN TEPAaNleBTUYHU CPEICTBA (HAIp. TJIIOKArOH — MapeHTEPATHO MPH MAIMSHTH Ha
Tepanus ¢ OeTa-0JIoKepH, HEOTTOBAPSIIH Ha MTPUIOKEHHETO Ha a/IPCHANINH.

9.4 MoHuMTOpHTaHe HA MALUEHTHTE

[TaneHTUTE C pecnupaTOpHa CUMITOMATHKA € HEOOXOUMO JIa OCTaHAT IO/ HAOIO/ICHHE B PAMKUTE
Ha Hal-mMajko 6-8 daca, a mpu Te3u ¢ HecTaOMIIHA XeMOJMHAMHKa (XUIOTOHHUSA) C€ MPernopbyuBa
HaOJI0ICHNE B paMKHTE Ha ToHe 12-24 yaca. [Ipu Bcuuku TpsiOBa a ce OIEHH PUCKA OT Pa3BUTHE Ha
6”I)I[GHII/I p€aKkuuu U I1pu H€O6XO)II/IMOCT Ja CC MpCAINUIIC aBTOMHXKEKTOP € aApCHAJINH. HaIII/ICHTI/ITe
TpsiOBa J1a MOJyYaT MOJAPOOHM YKa3aHWs 3a M30SIrBaHE Ha KOHTAKT C ajepreHa W 3a M3MOJI3BaHe Ha
ABTOMHIXCKTOpA.

10. IbaArocpo4yHo noBejieHne Npu aHadpuIakcus

10.1. JleraiimHa AMAarHOCTHKA M WACHTH(HIMPAaHE HA MPUYMHHUTEINTE — KOHCYJITAIMS C aJeproJior,
MPOBEXIaHEe HAa KOKHU TecTOBe 3-4 CEIMUIIM CIe/l OCTPHUS €NMU30/1; n3cienBane Ha cneunpuynu IgE,
MpelleHKa 3a MPoBeX/IaHe Ha UMYHOTEparnHusi, ako uMa MOAXOAs11a / Halp. C UHCEKTH/

10.2. O6yueHue Ha malMeHTa B PAaHHO pa3MoO3HaBaHE HA CUMIITOMUTE Ha aHA(PHIIAKCUS

10.3. OcurypsiBane Ha aipeHATNH (AaBTOUHXEKTOP)

10.4. OBnaznsiBaHe Ha pUCKOBUTE (PaKTOPH 3a MOTEHIAIHO (aTaiHa aHaduiakcus (J0II0 KOHTPOJIUpaHa
acTMa, ChpJICYHOCHIOBHY 3a00ISIBAHNUS, PUCKOBO TIOBEJICHHUE, HUXIITU3BM

10.5. IlpodunakTuka Ha MOBTOPHO pa3BUTHE Ha aHa(uiIakcus (M30srBaHe HAa KOHTAKT C aJjiepreHa,
ajiepreHHa UMyHOTEpaIs)
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10.6. MenuuuHcka uaeHTH(UKAIUS 32 HATMYHE Ha ajeprus (Hamnp. nH(opMallMoHHa IPUBHA)

10.7. ITogoOpsiBane Ha OOIIECTBEHOTO 3/IpaBe U MPEIHU3HO ETUKETHPAHE HAa XPAaHUTE OTHOCHO ChCTaBa
UM

10.8. IIpexocraBsiHe Ha MUCMEH MHAMBUAYAJCH IUIaH 3a ACHCTBHE NpH aHapMIAKCHS HA MAIMEHTH,
MIPEKUBSUIN TaKaBa.

Baxxkno: Bcuuku manmeHTH ¢ aHAMHe3a 3a NpeaxoaHa aHaduiakcusi TpadBa aa pa3noJarar ¢
a/IPeHAJTMHOB ABTOMHKEKTOP (IPEeNnopPbYNTETHO 2 OpOosi) 32 MHTPAMYCKYJIHO CAMONIPUJIOKEHUE B
YCJIOBHUS HA CHEIIHOCT!

JlekapcTBeHHM NPOAYKTH:

- Epinephrine — ATC: C01CA24 — 1 mg/ml MHXEKIIMOHCH pPa3TBOP, MPEIBAPUTEIIHO HAITbJIHECHA

crpunioBka 150 pg, 300 pg, 500 pg, 6baeIna nepcrekTruBa (B Mporec Ha 0J00peHne) — Ha3ajleH cripei
Cc enuHePpuH
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AJIEPTUYHU 3ABOJISIBAHUSA HA OKOTO (MKB: H10.1, HI0.5, H10.8, H16.2)

I. Onpenenenne. Anepruunure 3adomnsaBanus Ha okoto (AO) ce pazBuBar B pedyntar Ha IQE u ne-IgE
MEIMUPAHN XUIIEPCEH3UTUBHU PEAKLIUU U 3acATraT Kiernayl, KOHIOHKTHBA U KOPHEs..

1. Knacuduxamnus

Knunuuna knacugpukayuu

1. AjlepruyHu XunepceH3UTUBHH 3200/15IBAHUSI HA OKOTO
1.1. IgE meouupanu

- Ce30HEH ajepruyeH KOHIOHKTUBUT

- Henoroaumien anepruueH KOHIOHKTUBUT

1.2. Cmecenu |QE u ne-1gE meouupanu

- ATomMYeH KepaTOKOHIOHKTHBHT

- BepHaneH KCPAaTUKOHIOHKTHUBHUT

1.3. He-1QE meouupanu
1.3.1. KonTakreH 01epapoKOHIOHKTUBUT

2. Hea.neprnqﬂn XHUIIEPCCH3UTUBHHA 3200/1IBaAHUS HA OKOTO

2.1. 'urantcku nanuiaapeH KOHIOHKTUBUT
2.2. UpuraTuBHM Os1eapuTH/KOHIOHKTUBUTH

Cnopeod mexcecm u npoovincumennocm no kpumepuume no ARIA (Allergic rhinitis and impact
on asthma)

1. Cnopea npoabJsKUTETHOCTTA HA CHMIITOMUTE (3auepBsiBaHe H ChpP0eik)

1.1. UHTEpPMUTEHTEH — 10 YETUPH JHU B CEIMHUIATA WIIH JI0 YETUPH CEAMUILIN
1.2. IlepcucTupaill — moBeye OT YETUPH JHU B CEAMUIIATA U MIOBEUE OT YETUPHU CEAMULIU

2. Cnopea Te:kecTTa HA CHMIITOMHUTE

- 3pUTENHU CMYLIEHUS

- Hapymena nHeBHa akTUBHOCT, TTOYMBKA W/UITU CIIOPT
- Hapymenn yueOnu 3annManus wim pabota

- Hannune Ha 00e3moKkosiBaI CUMIITOMHA

2.1. JIek — nuIica Ha BCUYKHU [TOCOYEHU
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2.2. YMepeH — Ipu HAJIM4YKE Ha €HO OT MTOCOYEHUTE
2.3. Texxbk — npyu HATMYKME Ha JBE WU IMOBEYE OT MOCOYCHUTE

I11. BumoBe AO
1. Anepzuuen KonronKmueum

[IpencraBnsBa OunaTepaniHoO, CAMOOTPAHMYABAIO0 CE€ AJEPrUYHO BB3MAJCHHE HAa KOHIOHKTHUBATA.
[IpoTrua Karo CE30HHO WM LEJIOTOAMINTHO 3a00JIIBaHE B 3aBHCUMOCT OT ajiepreHa, KOHTO TO
npean3BUKBa. Hali-yecTo OYHUTE CUMITOMM CE€ ChUY€TaBaT ChC CUMIITOMHU OT CTpaHa Ha HOCA MOJ
¢dbopMaTa Ha aJepruyeH PUHOKOHIOHKTHBHT.

Enuaemuosiorus

CaMOCTOSTETHO TPOTHYAI AJTePTHUeH KOHIOHKTUBUT ce cpema B 6%-30% ot obmiara mormyamus.
3acsara 1.4% - 40% ot nmena w moxpacTBamy. ToBa € W Hali-uecTaTa NpPHYMHA 3a OWIIaTEPaTHO
3auepBsiBaHe Ha ouuTe cbe cbpOex. OT 30% 1o 71% OT MaLMEeHTUTE C alepruyeH PUHUT UMAT U
KOHIOHKTHBHUT.

ITaTorenesa

Crnen excrno3uiysi MpU CEHCHOMJIM3UPAHU MAlMeHTH aJlepreHbT Ce CBbp3Ba C OOpazyBaHWUTE INpHU
npeaxoaeH KoHTakT cnenuduyunn IgE, pasmonoxkeHn BhpXy MOBBPXHOCTTa Ha MactonuTute. Crensa
0CBOOOXKJaBaHEe Ha MEIMATOPH Ha BB3MAJCHUETO: Mpe(opMUpaHU — XUCTAMUH, TPUNTa3a, KOUTO ce
OTHEIAT CEKYHIH 0 MUHYTH CJell KOHTAaKT W HOBOCHHTE3MPAHH — METAa0OJIMTH Ha apaxujaoHOBaTa
KHCEJIMHA, 32 KOETO ca He00X0ANMH yacoBe. Te JOMpUHACST 3a MosiBaTa Ha THIIMYHUTE CUMIITOMHU KaTo
OYeH CBhpOEK, 3auepBsiBaHe, chiizeHe. OTIENeHUTe CHI3U MPU AICPTUYHM NMAIMEHTH MMaT ChCTaB,
pa3iaMYeH OT TO3M Ha HeanepruyHute u chabpxat IL-4, IL-5, IL-6, IL-13, tunuunu 3a Th 2 umyHHUS
OTTrOBOP M CUTHU(UKAHTHO MO-Manko anTuuHuamaroper IL-10 (Th 1 umyHen otrosop).

Kaunnuna KapTuHa

OCHOBEH CUMIITOM € OYHHUAT ChpOex. Jpyrute CMMITOMU BKIIFOYBAT ChJI3eHE (BOAHKCTO), 3aU€pPBsIBaHE
Ha OYMTE, OTOYHOCT, yCEIIaHe 3a JIpa3HeHe Ha OUUTE U KIIEMayuTe, CBETI000s3bH, a B HAKOU CIy4au U
HEACHO BIXKAaHe. YecTo mpoTvya 3aeIHO ChC CHMITOMH OT CTpaHa Ha HOCAa KaTo ajJepruyeH
PUHOKOHIOHKTHBHUT. B Te3u ciyuam ce no0aBsi KUXaHe, pUHOpes, CbhpOek, Ha3zaJHAa KOHTECTHS.
OCHOBHMTE MATOJOTMYHU MPOMEHH BKIIIOUBAT KOHIOHKTHBAJIHA XUIEPEMUsS M XeMo3a ¢ najnedpajieH
egeM. XulepemusATa € pe3yiaTaT Ha CbAOBa JWiaTalus, JOKAaTO XeMO03aTra € BTOpPHUYHA IOpaau
MOBUIICHUS TNEpMeadMINTET Ha MOCTKAMUIISIPHUTE BEHYIH. YecTH ca M ThbMHHUTE NepUOpOUTAIHU
KpBrOBE B PE3YJITAT HA BEHO3EH 3aCTOM.

2. Amonuuen KepamoKoHIOHKmMuUeum
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ATonmunusaT kepatokoHIOHKTUBUT (AKK) e OunarepanHo XpoHUYHO Bh3MaJIeHUE Ha KOHIOHKTHBATA U
KJIETIa4YuTe, aCOLIMMPAHO C ATOIHUYEH JCPMATHT.

Enunapemunosiorus

Mexny 15% u 76% ot nmauuentute ¢ aronuueH aepmatut (3%-17% ot obuiata nomysamnus) umMaT u
3acaraHe Ha ounte, oOnkHoBeHO o1 popmata Ha AKK. 90% ot marmentute ¢ AKK nmar komopouiHa
acTMa U aTONUYeH JepMaTuT. Borpeku, ue mpy mNoBeyeTo NalMeHTH ¢ aTOMUYEH JepMaTUT IMarHo3ara
Cce M0CTaBs B paHHO J1eTcTBO, HayanoTo Ha AKK Haii-uecto e Mexny 20 u 40- roguiiHa Bb3pacT.

ITaTorenesa

[TaTtorene3ara Ha AKK e komIiuiekcHa u € B pe3yJsiTaT Ha nposiBa Ha Tyl | u tun IV xunepceH3uTuBHa
peaxuus.

KinunnyHa kapTuna

CopbexbT e rnaBeH cumnrtom Ha AKK. Moske na ce 3acuiBa B ONpEIENCHM CE30HM WIM Ja €
nenoronuiieH. OCBEH HEro ca HAJIWIE ChI3eHE, MHEKIHMS Ha KOHIOHKTHBHUTE, 3aMBIJICHO 3pEHHE,
¢dorodobus, 6onka. pyru nposisu Ha AKK BriItouBaT mpoMeHH o KoxKaTa M KjienauyuTe, TUIIUYHU 32
aronuueH jaepmatuT. Koxkara OKOJO ouuTe € 3ajrolleHa BbpXY 3auepBeHa OocHoBa. Kiemauwte ce
IPOMEHAT ¢ THocieaBamo opopMsiHE Ha IUKATPUIMAJICH €KTPONuyM M jaroprtaiM. Moxe aa nma
3aryba Ha muriau (mazaaposa). Ilonskora toBa e ocHoBHaTa mposiBa Ha AKK. CunmHo u3paseHa e
nanujgapHaTa xuneprpodus. 3arybara Ha 3peHHE € 3HauuTesnHa. KepaTOoKOHYyC (HEBB3MAIUTENIHO
MIPOrPECUBHO M3THHSIBaHE Ha KOpHeATa) ce onucsa B 6%-16% ot nanuenture ¢ AKK. Yectorara Ha
KaTapakTaTa € BUCOKa IMOpaay MPOJb/DKUTENHO M3IOI3BaHe Ha KOpTUKOocTepouau. [Ipyra nposBsa Ha
AKK e otyienBaHe Ha peTHHAaTA.

3. Bepnanen kepamoxkoHOHKmMueum
Enunnemuosorus

Bepnanuusar keparokoHroHKTUBUT (BKK) e bunatepanno XxpoHU4HO 3a00J1BaHe Ha KOHIOHKTHBATA PU
naimeHT ¢ aronus. Hawamoro wa BKK oOuknHOBeHO € mpeau 10-roauimHa BB3pacTt.
[IpoxpmxutennoctTa € ot 2 10 10 roguHu ¥ MpeMUHaBa MO-KbCHO Tpe3 myoepTrera. MHOTO PSaKO
(11%) ce nabmonaBa cnex 20-roguniHa Bb3pacT. B paHHa geTcka BB3pacT MpeodiagaBa 3aciaraHeTo
IIpy MOMYETaTa, HO Mpe3 mybepTeTra ce Hablt0/1aBa ¢ elHaKBa YecToTa Ipu JiBara nojua. Cpenia ce Haii-
YECTO B palilOHU ChbC CyX U TombJ (CpenuzemHomopckn) kiumar. o 75% ot nanuentute ¢ BKK nmar
aHaMmHe3a 3a JAPYyro aTOMUYHO 3a00JsIBaHE — aTONUYEH JePMaTUT, acTMa, KakTo U (pamMHuIIHA aHaMHe3a
3a aronus. YecTH ca ce30HHMUTE ek3ariepOanuu (IpoJieT), HO MOXKe J]a UMa U LEJIOTOIUIIIHA CUMITTOMH.

IIaTorenesa
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Kacae ce 3a cmeceno IQE memuupano u we-IgE Menuupano Bp3nanenue. OnucBa ce MOBUIICH Opoi
CD4+ Th2 kierku, 3acHiieHa SKCIIPECHs] HA MHOYKECTBO [IUTOKUHH, KOMTO MHIYLMPAT HPOJYKIHS Ha
IgE. AnTepHaTuBeH IbT 32 MHULIMUPAHE Ha peakius 6e3 Hannuue Ha crienuduana IgE cencubunmzanus
€ ype3 IMPEKTHA aKTUBALUs Ha ajepreH-crnennGuyau T KJIeTKH OT aHTUT€HU WM IUPEKTHA aKTUBALIUS
Ha JICHAPUTHU KJIETKUA. XHUCTOJIOTHYHUTE MPOMEHH BKIIOYBAT JAHHU 3a ajlepruyHa MHPUITpALUs Ha
MacTOLIMTH U €03MHO(UIM B KOHIOHKTHBAJIHA JIMTABUILIA, KbJIETO HOPMAIHO HE CE OTKPUBAT.

Kinunnyna kapTuHa

CuieH cbpbex u poTodobus ca rIaBHUTE CUMITOMH Ha 3a00isiBaHeTo. [IpyrH MPOSIBH ca YyBCTBO 3a
TyIKJI0 TSII0, ThCT MYKO3€H CeKpeT, Oedapocmazbm. [1aTonornyHuTe MPOMEHH 3acsraT KOHIOHKTHBATA
u KopHesita. Kokara Ha kienadyuTe u Kienadnus pb0 ca HezacerHartu 3a pasnuka or AKK. Tunmunu ca
Tap3aJHUTE NAlWIK C pa3Mep Hall | MM B IMaMEThp € IUIOCHK BPBX, M3BECTHU KaTo TUI ,,cobblestone”
(xanaspbM). [IpoMeHHTE O KOPHEATA MOBHUIIIABAT PHCKA 32 YBPEXKIAHE HA 3PEHUETO.

4. Konmakmen onepapoKkoHIOHKmMueum

KonTakthust 6nedapoxontoHkTuBUT (KBK) e T kineTpyHO Menuupana XUnepceH3uTUBHA PEAKIIHs OT
3a0aBeH THI MPU KOHTAKT Ha KJIeTadya WU KOHIOHKTUBATA C XalTCHH (HEITBJIHHU aJepreHu, KOUTO Ce
MpEeBpHIIAT B UMYHONATOTCHH CJeJl CBbp3BaHe ¢ ThKaHHHU MpoTeuHH). [IpoTHda cbe chpOEx, OTOK
3auepBsBaHe, €K3eMa WA JTUXCHU(UKAIUS, MHEKIIUS Ha KOHIOHKTHBATA.

5. l'uzanmcku nanunapen KOHIOHKMUGUM
Enuaemuosiorus

Kacae ce 3a Bp3nanmTeneH mpoiec, Boaen| 10 (popMupaHe Ha TUTAHTCKH MANMIM BbPXY Tap3alHaTa
KOHIOHKTHBA T10 TOpHUSA Kiienad. Haii-uecto e cBbp3aH ¢ HOCEHE Ha MEKM KOHTAKTHHU Jienu. /loka3aH e
ob0aue u Tpu HOCceUu APYTrH BUAoOBeE Jienu. 3acsra 10 20 % oT HocemuTe Jen KaTo MalueHTUTe ¢
MEKH KOHTAKTHH JIeIU ca U3JI0KeHH Ha 10 mMbTH MO-BUCOK PUCK OT U3IOJ3BAIIUTE PUTUIHU. PUCKBT
HapacTBa TPUKPATHO 3a OHE3M, KOWTO Ha CBAJIAT JICHIUTE CH IO BpeMe Ha ChH. [lamueHtuTe ¢ acTMa,
aJIepTUYEH PUHUT M CEHCUOMIN3AINS KbM JOMAITHU JTFOOUMITU TI0-4€CTO pa3BUBAT 3200 ISIBAHETO.

IlaTorenesa

IIpomenuTe, npean3BUKBAIM TUraHTCKUs nanuiaapeH KoHHKTUBUT (I'TIK) morat na ca B pesynTar Ha
MCXaHWYHA TpaBMa WM XPOHUYHO APAa3HCHC Ha TOpPHHA KIICIIad. leyra, IMO-BE€POATHA NPpUYHHA €
HaJM4ue Ha ,,JIPOTEMH’ Ha MOBBPXHOCTTa HAa KOHTAKTHATa JIEIIA, BOJEII /0 aJepruyHa peaklys.
Jloka3aHOTO HaMalieHO OTAeNsAHe Ha cbhi3u npu nanuentute ¢ ['TIK gonpuHacsa 3a mpoabipkuTeneH

KOHTAKT C Bb3MOKHOCT 3a pCaKIU.

Kiannnyna kapTuna
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HavanHuTe KIMHUYHM NpPOSIBU MOraT Ja 3alo4HaT clie[ MEecel WIM J0pU TOAMHHM HOCEHE Ha
KOHTakTHU Jiemu. CUMOTOMUTE ca ChpOEX Ha OYUTE CJell CBAJIIHE Ha JICIIUTE, 3aYepBsBaHe Ha
KOHIOHKTHBHTE, YYBCTBO 32 MapeHe, MOBUIIIEHA CYyTpelIHa cekperus, ¢orododus, HaMarieH ToJIepaHc
KbM JICIIH, HESCHO BHK/IaHE B PE3YJITAT HA OTJIAraHUs BbPXY KOHTAKTHUTE JICIIU WM JAUCIOKAIMs Ha
JenaTa BTOPUYHO, TOPAaAn XUIIepTpodus Ha MANMIUTE Ha Kiienayva. [Ipu 00eKTUBHO H3CIeIBaHEe eIUH
OT paHHMTE Oelle3n Ha 3a00JsBaHETO € 3ayepBsiBaHe Ha TropHHUs kienad. Karo kpaiiHa ¢aza Ha
PEeLMINBUPAIIOTO Apa3HeHe € popMUpaHe Ha YBEINYCHHU MAlUIN ChC 3aCUIICHA CEKPEIHSL.

IV. lnarnoctuka Ha ajiepruyHuTe 3200/1IBAHUSA HA OKOTO
1. Auamuesa

JleraitiHata aHaMHE3a € MbpBaTa CTHIKA B JUATHOCTHUIIMPAHETO HA alleprUYHUTE 3a00JsBaHUS Ha
OKOoTO u B judepeHIMaTHATa JUarHo3a Ha ,3a4epBEHOTO OKO~ — €OHO OT Haif-yecTure
o TaTIMOJIOTUYHY CHCTOSIHHS. BakHO € J1a ce YCTAaHOBH Al CHMIITOMHUTE Ca OCTPH, IMOJOCTPH HITU
XPOHUYHH, Jaji CTaBa BBIIPOC 3a €AHOCTPAHHO WIIU JIBYCTPAHHO 3acAraHe U Jalu Bb3HUKBAT MpU
KOHTAaKT C ONPENEICHH TPUTECPH WU B orpeaeicHu ce3oHru. Chi3eHe, MapeHe Ha OYUTE WU HESICHO
BIDKIAaHE ca Hecneu(pUIHA O4HU cuMnToMu. KbM anepruyHo 3abosiBaHe HACOUBA aHAMHE3a 32 OYEH
ChpOCK; MBYCTPAHHO, CHMETPUYHO 3acsraHe; JIMYHA WK (aMUIHA aHAMHe3a 3a aJepPTHYeH PUHUT
(cenna xpema), actMa, aronuycH aepmarut (Tabmuna 1).

2. Kinnnuyen nperyen (Tabauma 1)
Ta6auna 1. OUYHM CUMIITOMH, YCTAHOBEHH NMPHU KJIMHUYEH NperjeNn

Cumnrom beaner 3a BepositHoct | Tunm Ha AO Judepennuaina
TEKECT 3a AO AHATHO32
Cumnmomu, 00cmvnHU 34 OYEHKA Om Hecneyuaiucm
KoHronktuBanHa He + Benuku Heaneprununm
MHEKLINA KOHIOHKTHUBHTH,
(emu)cknepuTy,
KEpaTUTH, YBEUTH
['uranTckum namumu Ha | [a ++++ BKK, AKK I'TIK
KOHIOHKTHBATa
Bo3nanen numo6 Ja ++++ BKK, AKK Tymop Ha mumba
XeMo3a, OTOK Ha He + Benukn Heaneprununm
KJienaqa KOHIOHKTHBUTH
Cekper He ++ Benukn Wudekuun, ,,cyxo oko”,
I'TIK
Ex3ema Ha kiemnaya He ++++ BKK, AKK, Cebopest, mcopuasuc,
KBK MOJIYCKH
bnedapur He Camo nipu Benukn Pozarea, cebopeen
AKK JIEPMATUT
Cumnmomu, 00cmvnHU 34 OYEHKA Om 0hmanmosnoz
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KoHronkTHBaIHU He +++ Benuku bakrepuannu

ManuiIn KOHIOHKTHBHTH,
po3area, ,,CyX0 OK0”

Konronktuannu He Bceunukn, Bupycuu n

bonukynu ocobero KbBK XJIAMUTUHHA
KOHIOHKTUBUTH

Keparonarus, nanyc Ha BKK, AKK Heanepruynu xepatutu

VYuepauuu u miaku Ha ++++ BKK, AKK Hama

Ha pOroBuIIaTa

Cyxora Ha okoto (tear | He IHAK>BKK, Po3zanea, Heasiernuana

instability) AKK CITb3HA HECTAOMITHOCT

AO - anepruunu 3a0omnsBanus Ha okoto; BKK - Bepnanen kepatokontoHkTHBUT; AKK - aTonnuen

KCPAaTOKOHIOHKTUBHUT, HAK - OCJIOTOAMIICH aJICPIUICH KOHIOHKTHUBUT, I'TIK — ruradaTcku nannujaapeH KOHIOHKTUBUT

3. AJ1eproJiorn4Hy U3cJieBaHusl
3.1. loxazeane na \QE meouupana xunepcenzumuenocm

Ko:xken Tect (skin prick test). I[Ipuema ce 3a cranaapT v bpBH METO Ha W300p 3a HAECHTH(DHUIUPAHE
Ha IgE menuupana ceHcuOwinsauus, Thi Kato € edukaceH, 6e3omaceH M AOCTbIIeH. PyTuHHO ce
U3CIIeIBAT MOJICHH, MUKPOKBPIICKH B JOMAIIHU Mpax, AoMainHu JrobumMim u Alternaria. Pemmenuero
3a OIEHKA Ha APYrd anepreHu (xiaeOapku, IUIECEHH, JATEKC, XPaHH) € WHAUBHIYATHO CIIOPE.
SKCIIO3UIIUATA U aHAMHE3aTa.

N3cnensane Ha cnemupuunn IgE (SIQE). Tosa e in vitro metos 3a qoka3BaHe Ha CEHCHOMITH3AIIMSL.
OtkpuBa IgE cencubunmszanus > 0.1 IU/ml, Benpexu e npu mucku Huea (<0.35 1U/ml) knuanuHara
3HAYMMOCT € T10-MaJIKo BeposiTHA. [Ipy chbMHEHHE 3a JIOKaIHA CCHCHOMIM3AIHs MOXKE J1a CC U3CIIeIBAT
SIQE B cbi3m.

NzcnenBane Ha HuBOTO Ha 0011 IJE B cepym He ce mpenopbuBa 3a qokazBaHe Ha AO. ChIIOCTaBIHETO
Ha HUBaTa Ha o0mu IgE B cepyM u ChJI3u MOXKe Ja ce CuMTa 3a UHIUPEKTEH METOJ 3a JI0Ka3BaHe Ha
JIOKaJTHa aneprusi. MoJlekysipHaTa TMarHOCTHKA € MOJIe3Ha TIPH MOJIMCEHCUOMITN3NPAHH TTallEHTH.

Konronkrupajien nposokanuoned tect (KIIT). IIposexna ce cbc cTaHAapTU3UpPAHU aJIEpreHHU
exctpaktu. KIIT e ocobeHo LieHeH MpH MalMeHTH C MOJOXKHUTEJIHAa aHaMHe3a 3a alieprus, HO
OTpHUIIaTeIeH KOKEH TeCcT W/uiu otpunarensu SIQE, kakTo u 3a orneHka Ha eheKTa OT aHTHATIEPTUIHO
JIeueHHe U ajeprenHa uMyHoTtepamnus. LleHeH TuarHocTiueH MeTo P NOJIMCEHCHOMIU3UpaHH OOJTHH.
TecTbT MOXKe 1a onpeeNy Wi NOTBbPAH aJlepreHUTe, KOUTO ca TPUrepy HAa OYHUTE CUMIITOMH.

3.2. /loxazeane na ne-1gE meouupana xunecenzumusnocm
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[IpoBexxgar ce enMKyTaHHH TECTOBE CbhC CcTaHaapTHa (0a3oBa) eBpoIeiicKa Cepusl allepreHy,
CHelHaM3UpaHu CEPUU CIIOPE]] EKCIIO3UIIMATA, KAaKTO U ChC COOCTBEH MOAO03MpaH MaTepuai (Harmp.
KO3METHUYEH MPOAYKT, MEIUKAMEHTH).

3.3. Cneyuanuzupanu u3zcie0eanus

[IpoBexxaar ce mpu OTPULIATEIHU PE3YJITaTH OT AJEProJOTMYHUTE U3CIEABAHUS — KOHIOHKTHBAJIHA
HUTONMATHOCTHKA (M3Clie/IBaHe HAa €O03MHOMWIM B CBHJI3UTE, JMIICATa HE M3KIIOYBA ajepruvHa
etrosorus), odomm IgE (moBuileHM IpU anepruyeH KOHIOHKTHBUT), €03MHO(HJIEeH KAaTHOHEH
npoTeuH (TOHsKOTa € equHCcTBeHa Haxoaka mpu BKK).

V. IloBeneHue npu ajiepruyHu 3a60/15IBAaHUS HA OKOTO

1. Konmpon évpxy cpeoama (npyu uaeHTHDUIPAHNA TPUTEPH)

2. ®apmaxkomepanus

2.1. Jlokanua tepanus (Tabnuma 2)

Tab6uanna 2. Jlokanna repanus Ha AO

Kaac Menukamentu | losupane | [lokaszanus | OcobeHocTH
AHTUXHUCTAMHUHA Levocabastine 4 x naeBHo | OOnexkyaBa - Kpatko neiictBue
(HeceTaTUBHH) Emedastine chpOexa - YecTo CaMOCTOATEITHOTO
ObnekuaBa NPUIOKEHUE HE €
CHUMIITOMHTE | IOCTATHYHO 32 JICUCHHE
Ha BCUYKU CHMITTOMHU
Crabunuzaropu Ha | Cromolyn 4 x mueBHo | O6nexyaBa - [lpoabiokuTenHa
MacTOLUTHATA Nedocromil CHMIITOMHTE | yrmoTpeba
MeMOpaHa Lodoxamide - baBHO Havano Ha
NAAGA JefcTBHE
- [IpodunakTuuno
MIPUIIOKEHUE
- YecTo caMOCTOSATETHOTO
MIPUIIOKEHUE HE €
JOCTAaThYHO 32 JICUCHUE
HAa BCUYKU CHMITTOMHU
JBoiiHO- Alcaftadine 2 x maeBHO | OOnekyaBa - F'opuus BKyc
nefcTBam Azelastine chpOexa (Azelastine)
cpencTBa Bepotastine Ob6nexvaBa - bes cepnosnu
(aHTHXUCTAMUHU/ Epinastine CUMIITOMHTE | CTPAaHUYHH €(EeKTH
MaCTOIIMTHU Ketotifen - YecTo caMOCTOSTEITHOTO
crabunuzaropu Olopatadine MIPUJIOKECHUE HE €
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JOCTaThYHO 32 JICUYCHUE
Ha BCUYKU CHMITTOMU
Basokoncrpukrop/ | Naphazoline/ 2-4 x bwp30 - Kparko neiictBue
KOMOUHHUpaH Pheniramine JTHEBHO Hayajo Ha - Taxudunakcus
BA30KOHCTPUKTOP- JIEHCTBHE - Munpuasa
AHTUXHCTaMUH Enmzonuuen | - JIpa3HeHe Ha OKOTO
CBhpOEK U - XunepceH3uTHBHH
3a4epBsBaHE | pPEaKIUH
- XunepTroHus
Koprukocrepounu | Hydrocortisone | Cropen Jleuenue Ha | - Puck ot HexXenaHu
(KOC) Loteprednol HYKJUTE QJIEPrUYHOTO | peakuuu
Fluorometholone BB3NaJCHUE | - be3 edekT Bbpxy
Desonide JleyeHue Ha | MacTOIIMTHATA
Rimexolone YMEPEHO JIeTPCHYJIAIHSI
Prednisolone TEXKHU/TeXKH | - Hyxma ot
Dexamethasone dhopmu MOHUTOpPHUPAHE
Betamethasone
Kamuuespunou | Cyclosporine A KC-mazasmo | Cyclosporine A 0.1% 3a
UHXUOUTOPHU Tacrolimus neuenne Ha | TeXBK BKK
TEXKH,
3aBUCHMH OT
KC cinyuan
Ha AKK u
BKK
NAAGA — N-anernn-acnapTHI-TTyTAMHHOBA KUCEITMHA

2.2. CucreMHa/apyra Tepanus

2.2.1. HecenaruBuu H1-anTtuxucramunm. M3nonssar ce npu Hanuyue Ha KOMOPOUIHU 3a00J11BaHUS
(Hamp. anepruyeH puHUT).

JlekapcTBeHHM NPOAYKTH:

- Cetirizine — ATC: RO6AEQ7 — punmupanu tabnetku (10 mg), mepopasieH pa3TBop

- Loratadine — ATC: RO6AX13 — tabnerku (10 mg), cupon

- Levocetirizine — ATC: RO6AEQ9 — punmupanu tabaetku (5 mg), mepopaieH pa3TBop, CHPOIT

- Desloratadine — ATC: RO6AX27 — ¢punmupanu TabneTku (5 mg), CUpOII, OPOAUCIIEPCHU TaOIETKU
(2,5 mg)

- Fexofenadine — ATC: RO6AX26 — punmupanu Tadnetku (120 mg u 180 mg)

- Rupatadine — ATC: RO6AX28 — tabaerku (10 mg), cuporn

- Bilastine — ATC: RO6AX29 — tadnetku (20 mg), cupomn, opoaucnepcan Tadbnetku (10 mg)

2.2.2. KopTtukocrepouan (0CBeH OYHHM KANKH)
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e HuTpaHa3a/iHM KOPTHKOCTEPOHIH

IloBnusiBaT OYHHUTE CUMITOMH upe3 I/IHXI/I6I/IpaHe Ha OYHO-Ha3aJIHUA pe(bneKc. Hsama JaHHHU, 4€ IIPU
IMPOABIIKUTCIIHA yHOTpe6a OT HAKOJIKO MECC1la NOBHUIIABAT PUCKA OT KaTapaKkTa, IOBUIICHO BbPTCOYHO
HaJIATraHe U riiayKkoma, THH KaToO ca ¢ JIMIICBAIllA UJIN HE3HAYUTCIIHA CUCTECMHA a6cop6u1/151 (mometasone
u fluticasone).

JlekapcTBeHH MPOIAYKTH:

- Mometasone furoate — ATC: ROLADO9 — cripeii 3a HOC, CycCIieH3uUs

- Fluticasone propionate — ATC: RO1ADO08 — cripeii 3a HOC, CyCIICH3HSI
- Fluticasone furoate — ATC: RO1AD12 — cripeii 3a HOC, CyCIIEH3HUs

- Beclomethasone — ATC: RO1ADO01 — cripeii 3a HOC, CyCIICH3HSI

- Kombunupanu npenaparu: Azelastine/Fluticasone propionate — ATC: RO1AD58 — nazainen cripei;
- Olopatadine hydrochloride/Mometasone furoate — ATC: RO1LAD59 — nasanen crpeii

e JlepMaTOJIOTHYHO MPUJIOKEHNE HA JIOKAJIEH KOPTHKOCTEOH]]

ITpunarar ce npu AKK u KBK B octpara (ha3a Ha ex3ema Ha kienada. [IpernopbuBa ce aa ce U3I0JI3BaT
cimabu mo moraocT KC.

JlekapcTBeHM MPOAYKTH:

Hydrocortisone — ATC: DO7AC16 — kpeM, Ma3, JJOCHOH, Tell, CIIpeit
Desonide — ATC: DO7AC15 — kpem, Ma3, JJOCHOH, Tel, TsIHA
Fluocinolone acetonide — ATC: DO7AC04 — kpem, pa3TBop
Alclometasone dipropionate - ATC: DO7AB10 — kpewm, ma3

L4 CynpaTapanmo NHIKCKITUOHHO NMPUIOKCHHE HA KOPTUKOCTEPOUIN

[Tpunara ce B onpenenenu caydan Ha BKK u AKK. M3BbpiiBa ce camo 0oT crenuamiuct o(raiMoor.

JlekapcTBeH NPOAYKTH:

Dexamethasone — ATC: S02BA06 — nHXEKIIHOHEH Pa3TBOP
Triamcinolone acetonide — ATC: A0LACO01 — uHXeKIMOHEH Pa3TBOP
Hydrocortisone — ATC: S02BA01 — uHXEKIIHOHEH Pa3TBOP

e CucreMHHM KOPTHKOCTEPOUIH
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Jlormyckat ce KpaTKu KypcOBe B OIIPeIeICHH TeKKH ciiydau Ha ex3anepOanust Ha BKK u AKK, 3acsramu
KaKTO KO)KaTa Ha KJIeNadynTe, Taka U pOroBULATA.

3. Anezenna umynomepanus (noseue nHGopMaus B pazuena AjleprudeH puHuT)

Aneprennara umynorepanus (AWUT) ce npuara npu jiena u Bb3pacTHH ChC CE30HHO M LIEJIOTOAUIITHO
IgE Mmenuupano 3abonsBane. [lokasana e mpu MAMEHTH ¢ YMEPEHO TEXKKH/TEKKHU CITydau Ha alepriuucH
KOHIOHKTHBHUT/PUHOKOHIOHKTHBHUT C HapyllIeHa JHEBHAa aKTUBHOCT W CBhH BBIPEKU aJIeKBaTHATa
dapmakoTepanusi W/WIM MEPKH 3a KOHTPOJ HA Cpelara W YCTaHOBEHA 4pe3 KOXKEH TEeCT WU
cnenupuynu IQE anTHTENA KIMHIYHO 3HAaUMMa ceHcHOmm3anus. J[iarocpodeH eekT ce mocTura npu
MHWHUMAJIHO ITPUIIOKCHUC OT TPU I'OAHWHU.

AUT ce npoBexaa caMo CbC CTAHAAPTU3UPAHU AJIEPTEHHU EKCTPAKTH 110 1BA OCHOBHU HAYUHA!

CyOxyranna umyHotepanusi. Knacuuecka ¢popMma, pu KOSITO aJIepreHHUTE EKCTPAKTU CE BbBEXKAAT B
OpraHM3Ma 4pe3 IMOJAKOKHU HHXeKiuuu. [IpoBeknaa ce B aBe a3 — HadanHa (M3rpaxkiainia) u
MOAIBbPIKAIIA, CIIOPE IPOTOKOJIa HA POU3BOAUTEIS.

CyOauHrBajHa UMyHOTepanusi. AJEpreHHUTe eKCTPaKTU Ce BbBEXAT Mo opMara Ha KAk WUIH
TabyieTka, MpUJIOKEeHHU 1o e3uka. [IpoBexaa ce copesa MpoToKoia Ha MPOU3BOAUTEIIS.

JlekapcTBEeHH NPOAYKTH:
Allergen extract — ATC: V01AA20
4. Hehapmaxonocuunu mepxu

BximtouBa oOyueHue Ha NalMeHTa 3a aJepruyHoTo 3a0o0JsBaHe, MPOTHO3aTa M BBH3MOXKHHUTE
YCIIOKHEHHs, KAKTO ¥ TIO3HABAHE HA 3HAYMMMUS aJIepreH U KOHTPOJI Ha cpenata. [Ipu nzoctpsne Ha BKK
— HaMaJIsIBaHE Ha EKCIO3MLUATa HAa HECHelM(PUUHM TPUTepH KaTo CIbHLE, BATHD, COJIEHA BOAA;
CTYJIEHH KOMIIPECH; U3KYCTBEHH ChJI3H; nicuxonorndecka noakpena npu BKK n AKK.

V. Ouenka Ha edeKTa OT JieUeHUETO NMPH AJIePrUYHU 3200 I5IBAHUS HA OKOTO

W3mon3Bar ce pa3nuyHyA BHIIPOCHUIIH 32 OIICHKA HA JICYEHUETO U MPOCIIE/sIBaHE HA ChCTOSHUETO:
1. lneBen cumnTomeH ckop (dSS) - cbpOex HAa HOCA, KUXAHE, PUHOPEs], 3aIlyIIeH HOC,
chpOex/3auepBsIBaHe HA OUUTE, CHII3CHE

2. lneBeH MequkaMeHTo3eH ckop (dMS) — ynorpeba Ha o0iekuaBaiia Teparnwsi

3. KomOMHHpaH cMMIITOMEeH M MenkamMeHTo3eH ckop (CSMS)
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XPAHUTEJIHA AJIEPTUS (MKB: L13.0, L20, L23.6, L27.2, L29.8, L50.0, L50.6, L53.8,
K52.2, T78.0, T78.1, T78.3)

1. BLBenenue

XpaHI/ITeJ'IHaTa aJIeprus Cc€ nposBsBa CbC CUMIITOMH OT CTpaHa Ha pas3/JIM4YHU OpraHu U CUCTEMHU U MOXKE
Ja € 1 Haﬁ-paHHaTa un3sABa Ha T.H. ,,aTOIIMYCH Mapm”, BKJIFOYBAII pa3BUTHUC HA aTONMUYCH ACPMATUT U
XpaHUTECIIHA aJICpTrusd B KbpMad€CKa M paHHaA ACTCKA BB3PACT, IMOCICABAHH OT IIOsBA Ha aJICPpTUYCH
PHUHUT U aCTMa. YcraHoBsSBaHETO HA KIIMHHMYHO 3HAYHMa CGHCI/IGI/IJII/ISaI_[I/Iﬂ IMO3BOJIIBa MPOBCKAAHC HA
CJIMMHHallMOHHA JUECTA, KOETO € OCHOBCH TCPAIICBTHYCH IIOAXO/.

Il. Onpenenenne

XpaHuTenHaTa ajJeprus NpeicTaBIsABa HeXellaHa peaklus, KOSTO Bb3HUKBA B PE3yJITaT Ha crielu(puieH
MMYHEH OTIOBOP CJi€Jl KOHTAKT € oIlpeieieHa XpaHa. Ta3u neuHuIus BKIOYBA JBa OCHOBHU acIeKTa:

1. Hammmume Ha nmomicKal MMYHCH MCXaHU3bM
2. Pa3Butune Ha peaKiusd IIPpH BCAKA CKCIIO3HUIIKA Ha KOHKPETHATA XpaHa

Hanuumero Ha HUMYHCH MCXAHU3BM IIPU XPAHUTCIIHATA AJICPTUs 51 OTIINYaBa OT HCUMYHHHUTC HCKCIIAHU
pC€aKkuuu KbM XpaHH, KOUTO Ca MHOT'O IMO-4YE€CTHU.

I1l. EnnaeMuooruyiy JanHu

XpaHUTEIHATA ajleprus € 3[paBeH Npo0JIeM ¢ HapacTBallla YeCTOTa, 3HaYUM OTPULIATENIEH €(PEKT BbPXY
Ka4yecTBOTO Ha HBOT, BUCOKH Pa3X0JH U MOXKe J1a Ob/ie )KHBOTO3aCTpaIlIaBalllo ChbCTOSIHUE. 3acsira 10
10% oT HaceneHUETO U MO-YeCTO Ce cpella npu jaeua. T4 e Hali-uectaTa MpUYMHA 332 aHAPUIIAKCHs B
M3BBHOOIHNYHA cpefia. JJombIHNTEeNHO, XpaHUTEIIHATA aleprus € mpudyrHa 3a okoso 20% ot ciyyaurte
Ha OCTpa ypTHUKapHs.

IV. ETnonorus

Borpeku ye Bcsika xpaHa MoOxe Ja ObJie ajlepreH, ajJeprusita KbM HIKOU XPaHU, HApEUeHH ,,fOJIEMUTE
oceM”, € MHOTO T0-4ecTa — KpaBe MIISIKO, siIa, AbPBECHU SIKU (OpexH, Kamry, 0ajeMu, JICIIHULH,
Opasuicku opex, mamMpbCcThK), 0000BU XpaHu (PbCTHIM, COs, Tpax, Jella, HaxyT), NIIeHuIa, puda u
Mopcku Aapose. HabmogaBar ce M KpbCTOCAaHU PEAKIIMU — IIPU aleprusi KbM €Ha ONpesesieHa XpaHa
MOJK€ Jia Bb3HUKHE aJIepriyHa peakliys U KbM Jpyra Nopajau Haluuue Ha CPOJIHU POTEHHH.

V. Kinacupukanus cnopex THIIA MMYHEH MEXaHU3bM

1. Umynorno6ynun E (IgE) mequupana peaxnusi. Fima octpo Havasio OT HIKOJIKO MUHYTH JI0 2 Yaca
ClleZl KOHTAaKT ¢ ajepreHa. M3saBsBa ce ¢ KOKHU (YPTUKApHs M aHTHOeNIeM), opodapuHTeanHu (XpaHa-

59



MOJICH CHHAPOM), PECHHUPATOPHU (PUHOKOHIOHKTUBUT W OpOHXOCHAa3bM) CHMITOMH, KAKTO H C
aHa(uIaKCHs — alepruyeH oK.

2. Cmecena IgE u wHe-IgE menumpana peaxums. IIposiBsiBa ce KaTo aromwueH JACpPMATHT,
eo3uHoduieH ezodarut u ractpoeHTepuT. [Ipu Te3u cirydau cieq KOHCyMalus Ha ONpe/ieJIieHH XPaHH,
ocBeH kinacuueckuar IQE menuupan orroBop ot 6bp3 THI, ce HabMOaBa U KbcHA He-IQE Menuupana
peaxuus.

3. He-IgE mequnpana peakuus. [IposiBsiBa ce Karo MpOTEHH-UHIAYIIUPAH EHTEPOKOIUTEH CHHIIPOM,
MPOTEHH-UHIYLIMpaHa eHTeponaTtus U npokTut. Tyk nuncsar cnenuduynu IgE koM xpanu. OcHoBHa €
poisita Ha eo3uHOGWIM U T TUMPOIUTH B TACTPOMHTECTUHAIHUS TPAKT.

4. KiierbuHO-Meqnupana peakuus. [IposiBaBa ce KaTo ajgepruvyeH KOHTAKTEH AEPMATUT MIPH KOHTAKT
Ha KO»KaTa C OIpejesieHa XpaHa (Meco, puda, II0/10B€ U 3eJICHYYIIH ).

VI. KiiuHu4Ha KapTHHA
1. Ocmpu anepeuunu peaxyuu u anagpunaxcus (noBeue nHGoOpMaIKs B paznen AHadumakcus)

Octpute peakmuy KbM XpaHU BapHpaT IO TEXKECT OT JIeKH, JIOKATHH peakmud 10 OcTpa
’KMBOTO3aCTpallaBaiia peakiuus — aHa(uiIakcuss ¥ HAaCThIBAaT MUHYTH 1O 2 4aca ClieJl KOHTaKT C
aneprera. B 20% ot cnyyante anadunakcusTa Moxe 1a Ob/ie ITbpBa U3sBa HA XPAHUTEIIHA aJIePTHsL.

Hauunu Ha MmpoTuvaHe:

1.1. Octpo Havano chC 3acsiraHe Ha KOXka W JWraBulld (ypTUKapHalieH 0OpuB, 3aUuepBsiBaHE, ChPOCIK,
aQHTUOEJIeM) U TTOHE €HO OT CJIeIHUTE:

- Peciupatopau cumnromu (OpoHXocnazbM, TUCIHES, CTPUAOD)

- Cnamane Ha aprepuanHoTo Hamsrane (AH) ¢ pa3BuTue Ha CUMITOMH (XUTIOTOHUS C KOJIATIC, CHHKOII,

WHKOHTUHEHIHS)

1.2. JIBe unu rnoBeye OT CIAEAHUTE, MUHYTH WIIHM HAKOJIKO Yaca cje/l KOHTaKT C BEpOsITEH aJlepreH:
- 3acsraHe Ha KOKa W JINTaBULU

- Peciupatopau cumnromu (0poHXocna3zbM, TUCIHES, CTPUAOD)

- Cnamane na AH

- [lepcuctupamu racTpOMHTECTUHAIHY CUMIITOMHU (00JIKa, MOBPbHILAHE)

1.3. Cnanane Ha AH cnex KOHTaKT ¢ M3BECTEH 3a MalleHTa ajepred (MUHYTH J0 4acoBe)

B 20% ot cnydante ce HabmomaBa T.Hap OudasHa peakiusi — BTOPH MUK HA CHUMIITOMHUTE CIIE[T
I'bPBOHAYAITHO CTA0MIIN3UPAHE HA CHCTOSHUETO.

2. /lepmamonozuunu npossu na xpanumenna anepeus (Tadbnuua 1)

Tab6anna 1. KokHu POsIBM HA XPAHUTETHA aJIePrus Cropel MeXaHM3Ma Ha Bb3HMKBaHe
‘ IgE menuupanu KiieTbuHO-MeIMupaHu ‘ CMeceHH
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- [Ipypuryc/3auepBsiBane - AnepruueH KOHTaKTeH - ATOnM4YEH AepMaTUT

- Octpa yprukapus JepMaTUT
- AHruoenem - OukcupaHa XpaHUTEIHA
- KonTaktHa yprukapus epynuus

- XepreTuopMeH AepMaTUuT
- CucreMeH KOHTaKTeH
JepMaTHT

2.1. Ilpypuryc/3auepBsiBaHe

[IpeacraBnsgBar OCTpU CUMITOMM, KOUTO MOTaT Ja BB3HUKHAT CAMOCTOSATENIHO WM J1a IPEAXO0KIAT
ypTHKapus ¥ aHTHoeeM win aHaduiaakcus. Morar 1a 6b1at ¥ IposiBa Ha XpaHUTEJIHA HETOHOCUMOCT,
HAarp. pH MPUEM Ha BUHO MTOPAJIN YyBCTBHTEIHOCT KbM CyJI(UTH.

2.2. AjiepruvHa ypTuKapusi ¥ aHruoeaeM

ToBa e Hail-uecTaTa KO’KHA TPOSIBA HAa XpaHUTEIHA ajeprus. CUMIITOMUTE MPOABIIKABAT HAKOJIKO Yaca,
KaTo 3aJbP)KaHETO MM C JIHU WJIM CEJAMHIM JI0 TOJsIMa CTEIEH M3KII0YBAa aJepruyHa €THOJIOTHA.
Bb3MOXHO € pa3BuUTHE HA aHTHOENEM, KOWTO HE MPOTHYA M30JUPAHO, & € CHIPOBOJEH OT KOXHHU
nposiu. [lpu u3onmupan aHruoeneMm TpsOBa na ce THPCAT APYTM NPUYUHU (HAmp. HACTIEACTBEH
AQHTHOEIEM).

2.3. KonrakTHa ypTUKapus

EpynuuuTte ca Ha MecTaTa Ha KOHTaKT, HO MOTaT J1a 00XBaHAT U MO-TOJIEMH y4acThIIM OT Kokarta. Haii-
4ecTo ce Kacae 3a MpodecruoHaNIHa eKCIO3UIHs Ha CYpOBO Meco, OpalliHo, TUI0J0BE WU 3eIEHUYIH C
aKTUBUPAHE HA KOKHUTE MACTOIUTH OT CbOTBETHUTE crienuuanan IgE.

2.4. AnlepruyeH KOHTAKTEH AePMATHT OT XPAHM IPH KOHTAKTA UM C KOKATa

KHeTLqHO-Me}IHHpaHa aJICpruuydHa peaxkuusd KbM XallTCHU OT XPAaHUTCJICH IIPOU3XOU. PeaKum{Ta €
OorpaHn4cHa B o0JlacTTa Ha KOHTaKTa 0e3 PHUCK OT CUCTCMHO 3acsraHe.

2.5. CucreMeH KOHTAKTEH AepMaTHT
Bb3HuKBa B pe3yiTar Ha MOTJTbILIaHE HA XPAaHU, ChAbPIKAIIM METATN WM KOMIIOHEHTH, TPUYUHSBALIN
KOHTaKTeH JEepMaTUT — aJIKOXOJ, IIOKOJIaJA, TypuiuH, mnonanpaBku. I[Ipotnua c¢ Temmeparypa,

FJIaBO60JII/IC, PUHUT U TAaCTPOUHTCCTUHAJIHA CUMIITOMMU.

2.6. PuKkcupaHa XpaHUTETHA epyNnUHus
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Cpema ce psaak0, Hail-4yecTo IpU Bb3pacTHU. OrpaHHyeHa KOXKHA €pUTEMHA JIe3Usl C yCEllaHe 3a
napeHe, JOKaJu3upaHa 1o KpaiHuIM, yCTHHU, €3UK. Tpae HAKOJIKO CEIMUIU U MPEMUHABA C OCTaThYHA
xunepnurmMentanus. [lpu nmociaeaBaiia eKCo3uiys Ha aJIEpTreH ce MOsBSIBA HA €HO U ChIIO MACTO.

2.7. XepnetudopmeH 1epMaTHT

KoxHa n3sBa Ha TIIyTEHOBA CHTEPOIIATHS U IIOJIMAKKS, IPOSIBSBAIIIA ce 0] opMaTa Ha CAMETPUIHH,
ounaTepaiHu, ChbpOSAIIM NaNMyI0-Be3UKYI03HU €pYIIIHUU 0 €KCTEH30PHUTE TOBbPXHOCTH HA KPaHULIN
U ce/laiuile, KOUTO IPEMUHABAT IPU O€3MIIyTEHOBA JUETA.

2.8. ATonu4eH 1epMaTuTt

Moxe na Obae mbpBa M3sBa HA ,,aTONMYEH Mapul’, MPEIX0XAall aJepruueH PUHUT U OpOHXHATHA
actMa. B panna gercka Bwp3pacT 40% OT ciayyauTe ce acoluMpar ¢ aneprus KbM IIOHE €IMH OT
,TOIIEMUTE OCeM”’ XpaHUTEITHH ajepTreHa. Ko)KHUTE MpOsSBU BKIIOYBAT CHPOSK W EPYNIHUU C
BbH3PacTOBO-3aBUCHMA JIOKATU3ALIHS.

3. F'acTpouHTEeCTMHAJIHM MPOSIBU HA XPAHUTE/HA aJlepPrus

CromaiiHO4peBHUTE MPOSIBU — KOpeMHa Ooyka, rajeHe, ractpoesodareaneH pediykc, aucdarus,
TUapusi MOraT Jla ce pPa3BUAT B PAMKHUTE Ha KOMIUIEKCHHUTE CHUMITOMH TMPH CHUCTEMHA MpOsBa Ha
aneprusi. XpaHUTEIHATa ajeprusi MOXKE Ja Ce€ MpOosiBU MU KaTo M30JMPAHO 3acsiraHe Ha
raCTPOMHTECTUHAIIHUS TPAKT.

3.1. XpanuTesiHa ajieprus, aconuupana c nojenu (food-pollen syndrom)

BxurouBa nosiBa Ha CUMIITOMH OT CTpaHa Ha yCTHaTa KyxXMHa cje/l KOHCyMallusl Ha ONpeiesieHU CypOBU
IUIOJIOBE, AJKM MU 3€JIEHYYLW IPH MalUEHTH C MoJjeHoBa aneprus. lIpuunHsaBa ce OT KpbCTOCaHO-
pearvpaiiy MpoTenHU C TOJISIMO CXOJICTBO, HApEUEHHU NaH-aJIepreHu, KOUTO CE CpeliaT MOBCEMECTHO B
pacTUTENHUS U )KUBOTUHCKH CBAT. Mexay 50% u 90% ot narueHTuTe ¢ aneprusi KbM Ope30B MOJIEH
pa3BHUBaT YYBCTBUTEIHOCT KbM ILIOJIOBE OT ceMmelicTBO Rosaceae (Hamp. SOBIKHM), HO U MOPKOBH,
JEIHNLY, 1enuHa u ap. B bearapus Hali-uectata mojeHOBa ajleprus € KbM TPEBEH IOJIEH, KOWTO
MposBsIBA KPBCTOCAHA PEAKTUBHOCT C JWHS, MBI, MOPTOKad, JaomaT, Kapropu U (GBCTHLU.
XpaHUTEIHUTE allepreHd, KOUTO IMPEeIU3BUKBAT CHHAPOMA OOMKHOBEHO C€ pasrpaxaar u
HEyTpaJIU3UpaT OT CTOMAUIHUTE €H3UMH U 3aTOBa CUMIITOMHUTE CE€ OTpaHHYaBaT B yCTHaTa KyxuHa —
U3TpBIIBaHe, CbpOeXk, OTOK HA YCTHH, ChbPOEXK U Ipa3HEHE B I'bPJIOTO, HEOLIETO U BEHIIUTE, 3aUepBsBaHe
Ha juiero. [Tpu koHcymanus Ha rojaeMu KOJUYeCTBa OT JaJieH BHJI IUIOJIOBE U 3€JIEHUYLM Morar Ja
BB3HMKHAT U T€HEPAIIM3UPAHU CUMIITOMHU C PUHUT, KOHIOHKTUBUT, aCTMAaTHYEH IIPUCTBII.

3.2. Eo3unoduiieH esoparut

Eosunodpumuusar e3oparur (EoE) e Th2 wmenuupano 3abonsBaHe C XPOHHUYHO €O3WHOMDUIHO
BB3NaicHUe M e3o(dareanHa OapuepHa nucyskius. JlepuHupa ce Karo XpPOHUYHO, JIOKAITHO,
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MMYHOMEMHPAHO 3a00JsiBaHe HA XPAHOIPOBO/A, KOETO KIMHUYHO C€ XapaKTepU3Upa ChC CUMITOMH
Ha e3o(dareamHa IUCHYHKIHMSA, a XHUCTOJOTMYHO — C MPEeo0JiafaBamio €03WHO(MIHO Bh3NaAJICHHE.
[Toeuero (50-80%) OT mMaMEHTUTE ca C aTOMUs. Y CTAHOBSIBA CE CEHCUOWMIN3ANNS WIH AICPTUS KbM
XpaHu w/uian aepoaneprenn. ChIbTCTBAIINTE 3a00BaHETO ChCTOSIHUS BKIOUBaT actMa (14-70%),
anepruueH puHUT (40-75%), xpanurenna aneprus (15-43%), unayiupana ot xpanu aHaduiakcus (5,7-
24%), aronmuen aepmartut (4-60%), nepudepna cosunoduus (40-50%), moBHIICHH CEPYMHHU HUBA Ha
IgE (50-60%). EoE moxe ma Obae KbCHa MposiBa Ha ajepruuHus Mmapiil. KIMHUYHUTE HM3SBH ca
pasHo00Opa3Hu U 3aBUCAT OT Bh3pacrtra (Tabmuma 2).

Tadauua 2. KNIMHUYHH CUMIITOMH HA e03MHO(UIIeH e30()aruT crnopea Bb3pacrra

Jeua IHoapacTBaluy ¥ Bb3PACTHH
Tagene HNucdarus

[ToBpbiane 3acsiaHe Ha TBbPJIa XpaHa
Perypruranus ITapene B repauTe

Kopemna 6onka bonka B repaute

bonka B repaute
Otka3 ot xpaHa
Hesupeene

3.3. AllepruveH v aJJMMEHTAPEH raCTPOEHTEPUT U KOJIUT
3.3.1. Uuayuupan oT XpaHHTEJHH NPOTENHH eHTepoKkoanTeH cunapom (FPIES)

Haii-uecto ce cpema B paHHa aeTcka Bb3pacT. [Ipotnya ¢ ocTpo HacThIBaIo, Npody3HO, MOBTAPSIIO0
ce MOBPBIIIAHE U MOHAKOTa AUapusi. YecTo CUMIITOMUTE ca TEKKHM M MOTraT Ja I0BeAar 10 JeXuapaTanus
u xunotonus. IlpuumnHsBa ce riaaBHO OT OenTbka Ha KpPaBETO MJSIKO M OT COEBUSI NPOTEUH BbB
(dbopMynnTe 3a XpaHEHE, KAKTO U OT HAKOU TBBPAU XpaHU (Meco, 3bpHEHU XpaHu). Clie] eTMMUHUpPaHe
Ha ajJiepreHa HacThIIBA Bb3CTAHOBSIBAHE B PAMKHUTE Ha 10 72 yaca. Ta3u nposiBa Ha XpaHUTEIHA aJIeprus
Hal-4ecTo ce MPeoI0NIsABa MOCTENEHHO 10 18-24-MecedHa Bb3pacT, HO MOXKe 1a MPOABIIKH H TTO-JIBJITO.
JloToraBa XpaHEHETO C€ U3BBPILBA C XUIIOAIEPTE€HHN MJIEKA, KaTO HaIlP. EKCTEH3UBHO XUIPOJIU3UPAHA

dhopmyna.
3.3.2. Uuayuupana oT XpaHUTEJIHH NMPOTEMHU EHTePonaTus

Knuaruecku npoTuda ¢ quapusi, MoBphIIaHe, MaTadCOpOIIHs U JIONI TETIIOBEH MPHUPACT. 3a pa3iiuKa OT
FPIES, npu xoiiTo MOBPBIIAHETO € MACUBHO, NPH Ta3u (popMa Ha EHTEPONATUs TO HE € TaKa U3Pa3eHO
U W3XOXKIaHUATA HEe ca KbpBaBW. J[pyra KIMHWYHA HM35Ba € KOpeMHaTa Ooyika. YCTaHOBSIBA c€ W
XHUITOMPOTENHEMHUS, KOSATO BOAM JI0 mepudepHu otouu. Haif-uecto ce cperma mpes3 mbpBaTa roguHa ot
KMBOTA, KATO CHMIITOMHTE 3all0YBaT JHU JI0 CEIMHUITH CIIe/l KOHTAKT C aJlepreHa — OOMKHOBEHO KpaBe
MIISIKO, COsl, sIiIa, )KUTHU NMpoayKTH. CUMITOMUTE MPEMUHABAT 10 72 yaca ciejl eTUMHHHUpaHe Ha
allepreHa, a eHTeponaTuaTa ce m3pacTBa KbM 12-24-mMecedHa BB3pacT MpPU CTPOTra eTMMHHAIMOHHA
JHeTa.
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3.3.3. AjlepruyeH NpOKTOKOJIUT

Bwnpeku ve ca omucaHW ciiyd4ad W TpH Jiella Ha €CTECTBEHO XpaHEHe, IM0-YeCTO C€ Cpella Mpu
M3KYCTBEHO XpaHEHHU KbpMaueTa, KaTo TPUIepU ca KPaBeTO MIIKO M cosita. [Ipotnya ¢ pekroparus,
IIPH 3aIM1a3eHO O0II0 ChCTOSIHUE U 0€3 TOBPBIaHe. XPaHEHETO ¢ XUIPOIU3UPAHHA MJICKa € CPEKTHBHO
W BOJIM JI0 3a3/paBsiBaHe HAa MyKo3HuTe Je3uu. lIpeomonsiBa ce ciex 6-12 mecenma mpu crpora
SIIMMUHAIIMOHHA JINETA.

4. Pecnupamopnu nposaeu na Xpanumenna anepeus

W3onupanuTe pecrivpaTopHU MpOSIBU B pe3ysTaT Ha XpaHUTENHA aneprusi ca peaku. Hail-uectara
MposiBa € OpOHXHMAIHA acTMa. XpaHUTETHATA AJIEPTUsl MOXKE J1a IPEAX0XKAa acTMaTa (aTOMUYEH Mapiil)
U ce cuuTa 3a PUCKOB (hakTop, 0coOEHO IpU ajeprusi KbM sifia. XpaHUTE, KOUTO MPEIU3BUKBAT
pecrupaTopHu MPOSBH NPU TOTIIbINAHE WIM WHXAJIMpaHE ca: siflia, KpaBe MIIAKO, (BCTHIH, puda,
MOpCKH JapoBe, snku. Hamuunero Ha acTMma e puckoB ¢akTop 3a ¢aTanHa, HHAYIUPAHA OT XpaHU
aHa(UITaKCHSL.

VII. luarnocTuka Ha XpaHUTEJTHATA aJleprus
1. AnamHe3a

[Ipu cHemane Ha aHamMHe3a TPsIOBa /1a ce UMa MPEABUI, Y€ XPAHUTEITHUTE aJIEPTeHH MOTaT Jia ACCTBAT
KaKTO TIpU TOTTbIIaHe, TaKa U MPHU KOHTAKT U uHXanupane. [logpobHara aHaMHe3a MOKe J1a HAaCOYU
KbM BEPOSTHA TMarHo3a u aainu ce kacae 3a |gE wim ne-1gE menuupana aneprus. Knuauunara oreHka
BKJIIOUBA M XPAHUTEIHUS CTATyC, pacTeXka M Pa3BUTHUETO, OCOOEHO MpH Jela, KaKTO U acOIUUpPaHU
ATOMMYHU 3a00JIIBaHMS KATO aTOMUYEH JEPMATUT, aJIeprUYeH PUHHUT U acTMa.

2. J/lokazBaHe Ha CEHCHOMJIU3ALIMSI

OmnpenensiHETO Ha CEHCUOMIIN3ALNATA € HACOYEHO KbM MO0JJ03UpaHaTa XpaHa, HO TpsiOBa /1a BKJIIOUBA U
OLIEHKa 3a ChII'BTCTBAIlA M KPbCTOCAHA CEHCHOMIM3ALMs KbM JAPYrM XpaHU M aepoajepreHu.
W3cnenBanero TpsiOBa Aa ce U3BBpIIBA C XPAHUTEIHU allepreHd, KOMTO HMMaT OTHOILIEHHE KbM
KOHKPETHUS TMAalMeHT, HeroBaTa Bb3pacT M HAuMH Ha XpaHeHe. HayuyHo BanuauMpaHuTe METOJIU Ha
u3cieiBale ca onpezaessae Ha cnenuduunu IgE (SIgE) B cepym u koxen Tect. M nBata HaunHa ca
METOJ Ha U300p Crope]l TEXHUYECKUTE U (PMHAHCOBU BH3MOKHOCTH M €BEHTYaJIHU IPOTUBONOKA3aHUS
(Hamp. TpueM Ha HSKOM MeAnKaMmeHTH). /[BaTa HaumHa ca ¢ BUcoka uyBctBHTENHOCT (70-100%) u
cpenna crierupuyaHoct (40-70%) criopen Buna Ha uzcneaBanara xpana. Oco0eHo MOKa3aTeTHH ca Te3U
TECTOBE C aJlepreHu KaTo QbCThIIM, Silla, MIISIKO, JICIIHUK, prba, CKApUAH U ITO-MaJIKO 3a COS U KUTHHU.
KoxHusaT Tect ¢ yOokgaHe MOXe Ja Cce HU3BBpIIBa BbB BCSKAa BB3pAcT. 3a M3CIEABAHE Ha
CEeHCHOMIM3ausl KbM HSIKOM XpaHU (HaIp. IJI0J0BE, 3€JEHUYIH) CE NMPOBEX/]Ia HATUBEH MPHUK TECT C
npsicHa xpana (prick-to-prick).

C uznensane Ha oOmu IgE He Moxe fa ce mocTaBu IuarHo3a xpanutenHa ajgeprus. He ce mpenopbsuBa
IIPOBEXJaHE Ha MHTPAJCpPMalIHUM KOXXHM TECTOBE IOpaau TAXHATa HHUCKA CIEeUU(UYHOCT, rojsma
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BEPOSITHOCT OT MPUTATUBHU PEAKIMHM M BHCOK PUCK OT CHCTEMHHU peakiuu. V3KioueHue ca HIKOU
KOHKpeTHH ciaydan (Hamp. alpha-gal cunapom). He ce mpemopbuBa mpoBexIaHe Ha CMUKYTaHHO
u3cieBaHe 3a JI0Ka3BaHE HAa XPAaHUTENHA ajeprusl MOpajy JIMICAa Ha CTaHAAPTU3UPAHU TECTOBE U
JIUIICBAIIM JOKA3aTEJICTBA 3a MIPEIUMCTBO Mpe] MPUK TeCcTa U u3ciieBane Ha crienudpuyn IgE.

3. ExnMuHanoHHa auera

EnnMuHanmoHHata nueTa ¢ AMAarHOCTHYHA II€J €€ ChCTOHM B ITBJIIHO HM3KIIFOUBAHE HA IMOJIO3UpPAHUS
TpUrep, ONpeesieH Ype3 aHaMHE3a U aIeprojIoTHYHO u3cieaBane. [IpobKUTETHOCTTa He TpsOBa 1a
HaJIBHIIaBa BPEMETO, HEOOXOAMMO 3a OBJIA/IIBaHE HA CHMIITOMHUTE — Haii-uecto 2-4 cenmuiu 3a IgE
MEIUHMpPaHUTE U NO-IbJro 3a He-IgE MequupanuTe cumnromu (Hanp. 1o 6 ceamuuu 3a EOE). /Tuerata
TpsiOBa Ja Ob/ie CTPOrO MOHUTOPHPAHA, a PE3yJITATUTE BHUMATEIHO OLICHEHH, 32 J]a C€ MOTBBPIN WK
OTXBBPJIM JMAarHO3aTa M Jia HE CE JOMyCHE HEHY)XHAa XpaHUTelHa pecTpukiusa. Korato mpaBuiHO
MpOBEJICHATa CJIMMUHAIMOHHA UEeTa HE BOJM JI0 MOJOOpSIBaHE HA CHCTOSHUETO, BEPOSITHOCTTA 3a
ajieprusi KbM eTMMUHHUpaHaTa xpaHa ¢ manka. Cien ga3zara Ha eTMMUHAIIMA CJIe/IBAa 3aXpaHBaHe. AKO
HSIMA PUCK OT TeXKKHU PEaKI[UK, TOBA MOXE JIa CE€ U3BBPIIH B JOMAIIIHUA YCIOBHUSI.

4. OpaJien npoBokanuoHeH tect ¢ xpanu (OII'TX)

OIITX ce u3BbpiIBa 32 TOTBBPKAABAaHE HAa JMArHO3aTa, MOHUTOPHPAHE HAa ChbCTOSHUETO U IOKAa3BaHEe
Ha OpaJieH TOJIepaHC KbM ChOoTBeTHA XpaHa (Tabmuna 3).

Tabaunna 3. Uuankanuu 3a opajHa NPOBOKAIUS ¢ XPaHH

HNuaukanuu O0ocHOBKA:

Jloka3BaHe Ha aJleprus - HecurypHu naHHM BBIPEKH ACTAMIHATA aHAMHE3a U
tecToBe 3a IQE cencubmmm3anus

- CbMHEHHE 3a XpaHUTEJIHA aJeprusl IpU HEsICEH
MPUYMHUTEN BBIPEKU aJIeproJOrMyHUTE TECTOBE (IpU
KOMILJIEKCHO XPaHEHE)

Jloka3BaHe Ha XpaHUTEJEH TojepaHc | - OnpenaesnsHe Ha Mparosarta J103a 3a XpaHUTEIeH
ajieprex

- Koraro aneproiornuiure TeCTOBE JOKa3BaT
TOJIEpaHC, HO XpaHaTa HUKOra He € KOHCyMUpaHa U
MAIUEHT/POAUTEN U3MUTBA CTPaX OT CAMOCTOSITEIIHO
BBBEXXJIaHE B JOMa

- OyakBaHa HEKJIMHUYHO 3HAaYMMa KpbCTOCaHa
peakTuBHOCT (Hamp. naueHT ¢ SIQE kbpm nenauk npu
CWJIHO M3pa3eHa CeHCHOMIN3aIus KbM Ope30B IMOJIEH).
- OrpannyeHus B [ueTaTa mpH MoI03pEHUE, Y€ eHa
WJIM TIOBEYE XPaHU MPEIM3BUKBAT OABEH THUII
aJiepruyHa peakius

MounuTopupaHe Ha JEYEHUETO - O1eHKa Ha OYaKBaH MPUIO0OUT TOJIEpPaHC
- Knuanunu npoyuBanus
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OIITX moe aa ce mpoBe/ie O OTBOPEH WIIM CIISAI METO — €AMHUYHO- WIIK IBOMHO-CJISIT TecT. B MHOTO
CIIy4al OTBOPEHHUAT TECT € JOCTAThYCH 3a IMOCTaBsSHE Ha AWarHo3ata. J[BoWHO-cienusT ramebo-
KOHTpoJsipaH npoBokarmonad tect ¢ xpana (JICITKTX) ce cunTa 3a 371aTeH cTaHIapT 3a OCTaBsSHE Ha
JarHosara.

[Topanu ectecTBeHaTa TEHACHIINS 3a TPUA0OMBAaHE HA TOJIEPAHC KbM OIPENICIIEHU XpaHH € HeoOXxoauma
NepUOIMYHA NIPEOLICHKA Ha HYX/1aTa OT eIMMUHALMOHHA aueTta. [Ipu aneprust KbM KpaBe MIISIKO MJIU
Aiia MHTepBalbT 3a nposexaane Ha OIITX e npe3 6-12 mecena, g0KaTo MpH GPBCTHLUU U SAKH — IIPE3
2 TOOUHMU.

5. HoBu mMeToau 3a quarnoctuka Ha |gE meanupana xpanuresiHa ajeprus

5.1. MoJexyJsIpHH JAHATHOCTHYHM TecTOBe — u3MepBaHe Ha SIQE anTHTena cpemy oTaenHu
aJepreHHd MOJIEKYJIM OT JajJeHu xpaHu. MMar mnoreHnuana 3a MO-BHCOKA CHEHU(DUUHOCT U
CeJIeKTUBHOCT OT cepymHuTe IgE TectoBe.

5.2. bazoduien akTuBaunoHeH Tect. Mima mo-Bucoka cnenuduvnoct (75-100%) u orpunarenHa
NpPEAUKTUBHA CTOWHOCT B CpaBHEHHUE ¢ KOXKHUS TecT U SIQE, kakTo U Bucoka 4yBcTBUTEIHOCT (77-98%)
Y TIO3UTUBHA MTPESIUKTUBHA CTOWHOCT. M3KCKBa ce crienuain3upano 1abopaTopHO 000pyIBaHE.

6. /lmarHocTHKA HA TACTPOMHTECTHHAJHY He-|JE MequupaHnu NposiBU Ha XPaHUTEJHA aJleprusi

[Ipy Te3u mposiBU Ha aneprus pe3ynTaTUTe OT u3cienBaHero Ha SIJE u kokHHTE TecToBe ca
oTpuuarenHu. Jluarsosara ce 6a3upa Ha XapakTepHaTa aHaMHe3a, KIIMHUYHA KapTUHA, €TUMUHAIIIOHHA
nueta 10 3 ceamuuy U OIIXT. EHI0CKONCKOTO M3ciaeBaHe MOKE /1a JOKa)Ke HAIMUKE Ha Bb3IMaJICHHUE.
Bceku nanuenT TpsiOBa a ObJe HACOYEH KbM aJleproJior 3a YCTAHOBSBAHE Ha TPUrepa U ONpeessiHe
Ha MpaBUJIHA EIMMHHAIIMOHHA JUeTa, 3a Ja ce M30erHAT HEeHY)XHU MO BUI U MPOABIHKUTEITHOCT
PECTPUKIINH.

7. Juarnoctuuupade Ha EoE

W3pwpmiBa ce B Koaboparus ¢ racTpoeHTpeosIor. BKiTouBa cietHuTe 3aIbJKUTEITHA KPUTEPHH:

- CUMIITOMH Ha e3o¢areanHa nucHyHKIus

- e3o¢areanna eozunoduaus > 15 Eo Ha mone (Eo/hpf)

- M3KJIFOYBAHE HA IPYTy MIPUYHHM 3a e30(arearHa €03uHOPIITH

AneproyioruyHaTa KOHCYJTAIHS € Heo0X0auMa Mopaan 3HaYnMara acornuanus Mexay EoE u aTomus.
JlaBa BB3MOXKHOCT 32 HHTEpIpETaIMs U OIIeHKa 33 KJIMHUYHO 3HAYUMa CEHCUOMIIN3aIUs U OTIpeIeIIsiHe

Ha MpPaBUJICH XPAHUTCIICH PCXKUM.

VIII. [loBeneHue npu XpaHUTeIHA aJleprusi
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JledeHneTo Ha XpaHHUTEIHATA AJIEPTHs BKIIIOUBA IIPHUJIaraHe Ha KPaTKOCPOYHH HHTCPBEHIINU, HACOUCHU
KbM TIOBIIMSIBAHE Ha OCTpaTa peakius M IBITOCPOYHA CTPATETHs 32 MHUHUMAJIM3UPAHE HA PHUCKA OT
ObJICIIN TIPOSIBH.

1. KparkocpoyHu MHTEPBEHIIUM 32 OBJIAIIBAHE HA OCTPA peaKkIus

1.1. Anaduaakcusi — nopeue napopmanus B pazaen AHadrrakcusi.
1.2. OcTpo HACTHIIUIU HEKMBOTO3ACTPALIABAIIM CUMIITOMM:

H1-anTuxucramunu
JlekapcTBeHM IPOAYKTH:

- Cetirizine — ATC: RO6AEQ7 — punmupanu tadbnetku (10 mg), mepopaiieH pa3TBop

- Loratadine — ATC: RO6AX13 — tabnetku (10 mg), cuporn

- Levocetirizine — ATC: RO6AEQ9 — punmupanu tadbaetku (5 mg), mepopajieH pa3TBop, CHPOIT

- Desloratadine — ATC: RO6AX27 — ¢punmupanu TabieTku (5 mg), CUHpOII, OPOAUCIIEPCHU TabICTKU
(2,5 mg)

- Fexofenadine — ATC: RO6AX26 — punmupanu Tadnetku (120 mg u 180 mg)

- Rupatadine — ATC: RO6AX28 — tabaerku (10 mg), cuporn

- Bilastine — ATC: RO6AX29 — tabnetku (20 mg), cupor, opoaucnepcHu Tadnetku (10 mg)

- Chloropyramine — ATC: RO6ACO03 — ammynu 2 ml 1%

CHucTeMHH KOPTHKOCTEPOUIN
JlekapcTBeHH NPOAYKTH:
- Methylprednisolone — ATC: HO2AB04 — nuodunusar (6,31, 15,78, 40, 125, 250 mg) + 7 pa3rBopuTen

3a TMO(WIN3aNOHEH HHXEKIIMOHEH pa3TBop, TabneTku (4, 16 mg)
- Prednisolone — ATC: HO2ABO06 — tabnetku (5 mg).

2. IbaArocpo4yHa crparerus
2.1. ExmMuHanuoHHa quera

N36srBaHeT0 Ha KOHCyMalMsTa Ha KOHKpETHATa XpaHa € OT KIIOYOBO 3HAYEHWE 3a MOCTUTaHE Ha
KOHTPOJ MPHU XpaHUTEIHA AJEePTUsi U BOAU A0 IBIHO WJIM MOYTH MBIHO BH3CTAHOBSIBAHE M JIUIICA HA
cUMIITOMHU. JlueTuyHaTta peCcTpUKIUS Kacae KOHKPETHAaTa XpaHa, ONMpelesieHa 4upe3 ajieprojornyHa
JMArHOCTHKA U CE MPOBEKa CIIOpe]] XPAHUTEITHUTE HYKIU Ha ChbOTBETHUS ManueHT. Heooxoaumo e
CHUCTEMHO MOHHTOpPHpPAHE Ha ChbCTOSIHUETO C OTJIe]] YCTAaHOBSIBAHE HA IMTOCTUTHAT TOJIEPAHC.

2.2. XpaHeHe ¢ AUeTUYHHU XPaHH 32 CHIeHAJIHU MeJUIIUHCKHU LeJIH
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H360p’bT Ha (bopMyna IIpu Acna ¢ XpaHUTCIIHA aJICPTUa UJIM HEIIOHOCUMOCT 3aBUCH OT CBCTOAHHUETO!:

- @opmy./u Ha MJiedHa ocHOBa. OcurypsiBaT IIBJIHOIEHHO XpaHEHEe, HO MMa PHUCK 3a pa3BUTHE Ha
aJIeprys WM HEIOHOCUMOCT KbM ChIBPIKAIOTO CE B TSAX KpaBe Miisiko. He ce nmpenopbuBar 3a zgeuna ¢
JTMAarHOCTHUIIMPAHA ajeprus KbM OenThka Ha KpaBeTo Misiko (ABKM).

- CoeBu popmysin. Gopmynute Ha OCHOBATA Ha COsI ca ChINO anepruzupamiu. 8-14% ot kbpmayerara
¢ ABKM pearupat Ha cos. Te3u popmynu He ce MpenopbuBar U 3a Jela ¢ AUarHoCTULIMpaHa ajneprus
KbM cos. [Ipu aneprudeH npoKTOKOIUT WM EHTEPOKOJIUT, UMa BEPOATHOCT OT 25 10 60% 3a peakuus
Ha GopMylId OT cOs, MOpagl KOETO COEBHTE MJIeKa HE Ce MpernopbuBaT IpU HAIWYUE HaA
raCTPOMHTECTUHAIIHU TPOSIBU, HE3aBUCUMO OT Bb3pacTTa, KaKTO M J0 HaBbpIIBaHE Ha 6-MeceyHa
BB3pAacCT.

- YacTHYHO XUAPOJAU3MPAHU (popMyJH. B TAX npoTeMHUTE HAa KpaBETO MIIIKO (CypOBaTKa, Ka3eHH)
ca pa3rpaicHH Ha O-MaJiKu eJeMeHTU. Hsxou popmMynu chabpKaT CMEC OT CypOBaTKa M Ka3eHH, KOSITO
€ YaCTUYHO XUAPOJIM3UpPaHa, I0KaTo Apyru MoraT Aa cbabpxar 100% cypoBarbueH NpOTEUH, KOUTO €
xuaponusupat. Tezu dopmynu HE ce uznonzear npu 6ed6era ¢ ABKM.

- ExcreH3uBHO xuapoJym3upanu popmyau. Te ca nbpBa JIMHMA Ha jedeHue nmpu neua ¢ AbBKM. B
TAX Ka3eMHbBT (YecTa MPUYMHA 3a CHMIITOMHTE Ha QJEprHs) € pa3rpajJcHH Ha MO-MaJKH CJIEMEHTH.
Oxo1o 90% ot 6e6erata ¢ ABKM nonacst te3u ¢popmyiu.

- @opMyJIM HA OCHOBATA HA AMHHOKHCeJIUHHU. Te OCUTypsBaT MBIHOLEHHO XpaHEHE Ha KbpMayeTa,
MaJIK{ Jlella M MO-TOJIEMH Jiel[a, KOUTO C€ HYXKJAsAT OT JIONbJIHUTENIHA XpaHWTeIHa rpuxka. Te3u
(bopMyiH ca MOAXOAINIH 32 JIel1a, KOUTO HE ca B CbCTOSHUE Ja TOJIEpUPAT €KCTEH3UBHO XUAPOIU3UPAHH
¢opmynu. Twit kato Te3u GopMynH HE ChABPKAT UHTAKTHU NPOTEHHH, T€ CE MOHACIT OT MOBEYETO
nena. GopMysuTe Ha OCHOBAaTa HA AMUHOKHCEIIMHH ca U3BECTHH M Kato enemeHTHH (elemental) mieka.

IX. O0y4yenne u onieHKa Ha pUCKa

OOyueHnero Ha HalMEHT/POAUTENIM U IEPCOHaja, OTTOBOPEH 3a OTIUIEK/AHE Ha JETETO BKIIIOYBA
MpeloCcTaBsiHE Ha MH(GOpMaIUsl OTHOCHO AMETUYEH IJIaH, U3TOYHMIIM Ha aJepreHH, pa3lo3HaBaHE Ha
CHUMIITOMM M TIOKa3aHHUsS 3a BKJIIOYBAHE HAa ChOTBETEH MEIMKAMEHT, BKJ. ajJpeHanuH. TpsoOBa na ce
MO3HaBaT U KO(AKTOpPUTE, KOUTO MOTraT Ja yBelnyaT TEeKECTTa Ha HAKOM MHAYLUUPAHU OT XpaHu
peakiMu — (U3NYECKO HATOBAapBaHE, HECTEPOMJHH MPOTHBOBB3MAIUTEIHU CPEACTBA, AIKOXOJM,
MOBUIIIEHA TEMIIEpATypa U OCTPU UHDEKIIUH.

X. Aneprenna umyHotepanusi (AUT)

Opannara umynotepanusi (OUT) mo3BomsiBa neceHcHOnMIN3Npane Ha MAIUEHTUTE KbM XPaHHUTE, KbM
KOUTO Ca aJIeprUYHU IOCPEACTBOM IIPHEM HAa MAJIKM KOJIMUYECTBA OT XPAHUTEIHUS allepreH BCEKU JIEH
U MOCTETIEHHO U3rpaXkJ1aHe Ha TOJIEpaHC Ha OpraHu3Ma KbM XpaHata. KbM MOMeHTa nMa o100peHa 3a
ynotpeba OUT, cpabpxkama ¢pbcThbu4eH NpOTeHH KaTo obOe3maciieH mpax oT Arachis hypogaea L.,
MOKa3aHa 3a JICYCHUE Ha MaIMeHTH Ha BB3PacT OT 4 10 17 roAuHM ¢ TOTBBPICHA alneprusi KbM (QbCTHIN
(JIeueHneTo MOJKe J1a POIBJIKH IIPU MallMeHTH Ha 18 1 moBeye rofiMHM ), KOSATO TpsOBa a ce U3MOoII3Ba
3ae/IHO ¢ AueTa 0e3 KOHCYaus Ha PbCThIHN.
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JlekapcTBeHM IPOAYKTH:

- OnerpueH anepred (Arachis hypogaea) — ATC: VO1AAO8 — mpax 3a mepopaiHO MPUIOKECHHE B
karcyiu 3a orBapsue (0.5, 1, 10, 20, 100 mg), npax 3a nepopainHo npuioxenue B caire (300 mg).

XI. Jleuenue Ha eosunoduiex ezoparut (EoE)

Tepanusita uma 3a 11e11 M0A00psSBaHE HA CUMITOMUTE M KA4€CTBOTO Ha KHBOT, KAKTO W KOHTPOJ Ha
BB3MAJICHUETO 3a TMPEeNOTBpaTsBaHE Ha e30(arcallHoTO YBPEXKJaHE B pe3yiaTaT Ha THKaAHHO
pemonenupane. [lpu neuara nedeHneTo ocUrypsisa HopMalieH pacTex u pa3Butue. [loBenenuero mpu
EoE BxirouBa papmakorepanus, eMTMMHUHAIMOHHA IMETa U €HIOCKOIICKA UIaTaIlHsL.

1. MeauKaMeHTO3HO JIeYeHUe

1.1. Auxubumopu na npomonHama NoMna — 0CU2ypsa8anm XucmoJio2udHa u KIUHUYHA PeMUCUsL NPU
50% om nayuenmume

JlekapcTBeHU NPOAYKTH:

- Omeprazole — ATC: A02BCO01 — nepopaiHa karcyia csc 3abaBeHo ocBodboxaaBane (10 mg; 20 mg;
40 mg), nepopaiHa TabdjaeTka chC 3a0aBeHO 0CBOOOX MaBaHe (20 mg), MepopajeH mpax 3a pa3TBOpP ChbC
3abaBeHo ocBoOokaaBane (10 mg; 2,5 mg), nepopanna cycnensus (2 mg/ml)

- Esomeprazole — ATC: A02BCO05 — nepopaita Karcysia ¢bc 3ad0aBeHo ocBoOOxaaBane (20 mg; 40
mg), nepopanHa TabineTka chc 3a0aBeHO ocBoOOXAaBaHe (20 mg), mepopaieH mpax 3a pa3TBOpP ChC
3abaBeHo ocBoOokaaBane (10 mg; 2,5 mg; 20 mg; 40 mg; 5 mg)

- Lansoprazole — ATC: A02BCO03 — karcyina cbe 3abaBeHo ocBoboxaasane (15 mg; 30 mg)

- Rabeprazole — ATC: A02BC04 — nepopaina karncyna c¢bc 3a0aBeHo ocBoOoxkaaBane (10 mg; 5 mg),
nepopainHa TabjaeTka cbe 3a0aBeHo ocBoOok1aBaHe (20 mg)

- Pantoprazole — ATC: A02BC02 — tabietka cbe 3a0aBeHO ocBoOokaaBane (20 mg; 40 mg), mepopanna
CyCIIeH3Hs ChC 3a0aBeHO ocBoOOXk MaBane (40 mg)

- Dexlansoprazole — ATC: A02BCO06 — karicyia cbe 3a0aBeHo ocBoOok1aBane (30 mg; 60 mg),
nepopaiHa Ae3uHTerpupaiia tTabierka cbe 3abaBeHo ocBoboxkaaBane (30 mg)

1.2. Kopmuxocmepouou

Jlokanau crepounu 3a moribiiane (swallowed topical steroids, STS). Haii-uecTto ce u3mon3Bar
budesonide wu fluticasone (uma mnpoBeaeHn mnpoyuBaHHs W C Mometasone, ciclesonide wu
beclomethasone). Morar na ce mpuiarar upe3 go3upain uaxainarop (metered-dose inhaler, MDI) — ¢
MperIbIliaHe Clie]] HHXaJupaHe, HO ca pa3paboTeHu U HOBH (opmu. budesonide — Bucko3eH pa3TBOD,
opoaucnepcan Ttabnerku, fluticasone — mpax, BHCKO3eH pa3TBOp, AE3MHTETPUPAIIN TaOJICTKH.
W3cnensaT ce M HOBM METONIM 3a JAOCTaBsIHE Ha JISKAPCTBEHUTE MPOAYKTH, KOUTO BKIouBaT EsoCap
System (mocraBsiHe Ha JIEKapCTBOTO C MUTEHHA BOJa), HUIIKA, oTAessma fluticasone u 3D npuHTHpaH
npwcTeH ¢ fluticasone.
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JlexapcTBeHM MPOAYKTH:

- Budesonide — ATC: AO7EAQ06 — opomoaucneprupainu ce tadbaerku (1 mg)

1.3. Buonoeuuna mepanus

Dupilumab e u3nsaI0 4oBEHMIKO MOHOKIOHAJIHO aHTUTSIIO cpemry anda peunenrtopa Ha IL-4, koeto
naxuoupa IL-4/1L-13 curnanusanusra u € oqo0pen 3a aeuenue Ha EoE nmpu xopa Ha Be3pact 1 roauHa
Y TIOBEeUe KOUTO TeXaT Hail-manko 15 kg.

JlekapcTBeHM IPOAYKTH:

- Dupilumab — ATC: D11AH05 — 300 mg WHXEKIHOHEH Pa3TBOP B MPEIBAPUTEIIHO HAITbJIHCHA
CIIPHHIIOBKA

2. EjauMuHanuoHHa auera

2.1. EnemenTHa nueTta - IpHEeM Ha €JIEMEHTHU MJeKa (ChIbpiKallll aMHUHOKHCEIMHH) C MEPHOIUYHA
MIPOBOKAIIMS C HOBA XPaHa, MOcieIBaHa 0T (PHOPOracTPOCKOIICKO U3CIIC/IBAHE

2.2. TapreTHa eJMMHUHAIIMOHHA TUETA Bh3 OCHOBA HA PE3YJTATUTE OT aJICPrOJIOrHYHUTE TECTOBE

2.3. EMnupuuHa enuMUHAIIMOHHA queTta. Haii-uecto ce mpenopbuBa eIMMUHAIIMOHHA IIECTCEAMUIHA
JMeTa ¢ U3KIII0UBAHE Ha IIECT XPaHH: MIISKO, siifla, MIIeHNIIa, Cos, GBCTHIM U MOPCKU JapOBe.

2. Jlmnatanus Ha XpaHONPOBOJIA

OCLH.IGCTBHB& CC MOCPCACTBOM qUJIATallUA UPE3 6y>I(I/IpaHe NI CHJOCKOIICKA ITHCBMAaTHYHa JuJiaTalus.
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MEIUKAMEHTO3HA CBPBXYYBCTBUTEJHOCT (MKb: Z88; L27.0; L27.1;
L50.0; L51; L56.0; L56.1)

I. Onpenenenne

Peakiuure Ha MenumkaMeHTO3Ha CBpbXxuyBcTBUTENHOCT (drug hypersensitivity reactions, DHR)
[PEICTAaBIIABAT HEXKETAHU PEaKIK KbM (DapMalleBTUUHH MPOIYKTH (KAKTO KbM aKTUBHOTO, TaKa U KbM
MTOMOIIHUTE BEIIECTBA), KOUTO KIMHUYHO HAMO005BAT ajepruyHa peaKiiusl.

DHR npunannexar KbM HEKEIAHUTE JICKAPCTBEHUM pEAaKUUMU TUN B, KOUTO ca OIpeAciieHH OT
CaeroBHaTa 3/1paBHa OpraHu3alys KaTO HE3aBUCHUM OT J103aTa, HENPEABUIUM U BPEIEH OTIOBOP KbM
IpHeT B oOnyaifHaTa J103a JEKapCTBEH MPOAYKT. 3a pas3jivKa OT TAX, PEAKIUUTE TUIl A, BKIIOUUTEIHO
TE€31, KOUTO ce IbJIKAT Ha Mpe0o3upane U papMaKoIOrHuHu e(eKTH, ca J0303aBUCUMU U IPEABUIUMHU.
W3BectHa 3aBUCHMMOCT OT Jo3ara € JokazaHa u npu Hikou DHR (manp. Hectepounnu
npotuBoBb3nanutesnnu cpeacrsa — HCIIBC, antuenwienTuyHu MEIMKaMEHTH), a OT JIpyra cTpaHa
HSIKOM Cca IPEABUANMH TOPaIH HAJTHMYHO MpHUIpYyKaBamio 3adomsBane (Hamp. HIV uadexkuns/cuaapom
Ha npuaobutra umyHHa HepoctarbuHocT — CIIMH, undekuus ¢ Epstein-Barr Bupyc — EBV) wiu
no100Ha MpeIUIIIHA PeakIus KbM ChIOTO JIEKAPCTBO W/WIIN KJIac JIEKapCTBa.

EnuHCTBEHO HMYHOIOITMYHO MEAUUPAHUTE PEAKIMHU (HAIIp. Upe3 0OpazyBaHe Ha ceU(UIHH aHTUTENA
win T KIeTKH KbM MEIMKaMEHTa) MOraT Ja ce KiIacH(puIHpar KaTo MeJuKaMeHTo3Ha aneprus. Kato
I5U10, KOraTo ce II0/03Upa JIEKapCTBEHA aleprus, Ce€ MPEeANoYnuTa TEPMHUHBT MEJUKAMEHTO3HA
CBPBXYYBCTBUTEIHOCT, ThbiI KATO MHOI'0 4€CTO € TPYJHO J1a CE ONpPENEIN Y4acTUETO Ha OINpEAEIeH
MMYHOJIOTHYEH MEXaHU3bM Ha 0a3aTa €JMHCTBEHO HAa KJIMHUYHATa KapTHHA, OCOOEHO MpU OCTPUTE
CBCTOSIHUS.

II. KpaTku enuaeMuoJOrH4HA TaHHA

Hexenanurte nexapcrBenu peakuuu (HJIP) ca mpuumna 3a 3-6% OT XOCHHMTalIM3aLUUTE U C€
HabmonaBatr npu 10-15% ot xocnuranuszupanure nanmeHtd. DHR ca oTHocutenHno peaku, Kato
npenacrasiasgBaT no-mManko ot 10% or Becuuku HIJIP u ce cpemar npu 3-5% 0T XOoCHUTaIU3UpaHUTE
nanuentn. Mcruackara yectota Ha DHR, BkimrounTenHo u Ha MeauKaMeHTO3HaTa aHariakcusi B
o0Iiara momyianus, KakTo NpU Jella, Taka W NpU BB3pacTHH, € HeusBecTHa. [Ipubnmsurennarta
3a0oneBaeMocT oT cuHIpoM Ha CtuBbHC-/0HCHH (SJS) 1 TokcnuHa enuaepmanna Hekpoauza (TEN),
e cboTBeTHO OT 0,4 10 1,2 n ot 1,2 10 6 HA | MUITMOH AYIIM TOAMIIIHO.

1. Knacudpukxanus

Kmuanano DHR ce knacugunumpar xato peakiuu ot Obp3/He3adaBeH u 3a0aBeH THIT B 3aBUCHMOCT OT
BpPEMETO Ha HACTHIIBaHE COPSIMO IIpUE€Ma Ha MEeIMKaMEHTa.

bovp3ute DHR obukHoBeHO ca IgE Menuupanu u ce pa3BuBar B paMKuTe Ha 1-6 yaca cief mociaeaqHoTo
MpUJIOKEHUE Ha JekapcTBOTO. Hail-uecto ToBa ce ciiydBa B bpPBHS Yac Clie]] MbPBOTO MPUJIOKEHHUE HA
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HOB MEJIMKaMeHT. B romsiMa yact OT ciydauTe ce MpEeACTaBAT C U30JUPAHU CUMOTOMHU — YPTHUKAPHUS,
aHTHOENIeM, KOHIOHKTHBHT, PUHHUT, OPOHXOCIIa3bM, CTOMAIIHOYPEBHH CHMIITOMH (Ta/ieHe, TIOBPBILAHE,
auapusi, KopeMHa 0oJka) uiH 1o ¢popmara Ha aHapUIaKCcus WM aHa(QUIAKTUYCH HIOK.

3abaBerute DHR Mmorar na BB3HHMKHAT 1O BCSKO BpeMe cjell IMbPBUS Yac Ha ITbPBOHAYATHOTO
MpHIOKEeHHEe Ha MeArKaMeHTa. OOMKHOBEHO Ce MOsBSABAT CJIe HAKOJKO THU Ha JICUEHUE U YeCTO ca
CBBbp3aHU Che 3a0aBeH T-KIeThUHO 3aBUCHM THUII JIEPTUYHA peakiyst. MakyIomnamnya03HUTE eK3aHTEMHU
(MPE) u yprukapusTa ca Haii-uecTuTe KIMHUYHHU mposiBu Ha DHR ot 3a6aBex Tui.

Karo 1sm0, nekapcTBara Morar 1a HHIYIUPAT BCUYKM BHJIOBE UMYHOJIOTHYHHU PEAKIIMU, OMHCAHU OT
Gell u Coombs, Ho Hali-uecTo ce cpemart IgE- u T-kieTbuHO MeTMUpPaHU PEeaKIIUU — ChOTBETHO THUITOBE
| u IV (Tabmuna 1). Haxon MeuKaMeHTH — aHTHETIAJICTITUYHH JIEKApPCTBA M aJIOMyPHHOI, TIPUIUHSIBAT
riaBHO T-KIeThUHOMEIUMPAHH PEaKIUH, a IPYTU — HepBHOMYCKYIHU Ookepn (NMBA), nmpoBokupar
npenqumHao |QE-mMenuupanu peakiuu, JOKaTo Oera-JIakTaMHUTE MOTaT Ja MPOBOKUpPAT M JABaTa BUA
peaxiuu.

Tadauua 1. Kinacudpukanusi Ha MeINKaMEHTO3HA aJIepPrus

Tun Tun umyHeH IHaropusunosorus Kiananyuu Tunnyuna
0TroBOp CUMIITOMU XPOHOJIOTHS HA
peaknusTa
| IgE Herpanynanus Ha AnadunaktuiyeH B pamkuTe Ha 1-
MacCTOITUTH U 10K, YPTUKapUs, 6 yaca cien
6azodunu AHTHOE]IEM, MOCJIETHUS
OpoHXocHa3zbM IpHeM
1] IgG u IgG u kommIeMeHT LuTonenus 5-15 guu cuen
KOMIUIEMEHT 3aBHCHMa I'BPBHSI IPUEM
IIUTOTOKCUYHOCT
11 IgM i IgG un Otnarane Ha umynHu | CepymHa 6onect, | /-8 1HU 3a
KOMIUIEMEHT WM | KOMIUIEKCH ypTUKapus, cepyMHa Ooiect
FcR BACKYJIAT /ypTukapus
7-21 nuu cuen
II'BPBUS IPUEM 32
BaCKYJIUT
IVa Thl (IFN-y) MoHouTHO Exzema 1-21 nam cnen
BB3MAJICHUE I'BPBHSI IPUEM
1VVb Th2 (IL-4 u IL-5) | Eo3unoduiHo MPE, DRESS 1 10 HAKOIKO
BB3IMAJICHUE JTHU CITC]] ITbPBUS
npuem 3a MPE;
2-6 cenMuIM 3a
DRESS
Ve [urotokcnunu T | PaspymraBane Ha MPE, SJS/TEN, 1-2 nau ciuen
KIIETKU KEepaTHUHOLIUTH, MyCTYJO3€H I'BPBUSI IPUEM 32
(mepdopuH, meauupano ot CD4 eK3aHTEM FDE; 4-28 nuu
i CD8 3a SJIS/TEN
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rpansum B,

FasL)
Ivd T kneTku Heyrpodwumao AGEP O6ukHOBEHO 1-2
(IL8/CXCLS8) Bb3IAJICHUE JIHH CJIe]T IIbPBHUS
npuem (Moxe 1
M10-JTBJITO)

AGEP - octpa renepanusupana ek3eHTeMaTo3Ha myctyiiosa; DRESS - MenukaMeHTO3HA peakiust ¢ €O3MHO(DIHS U
cucremMuu cumnromu; FDE - ¢pukcupana menukamenTos3na epynmust; MPE - makynomamynosen exzantem; SJS - cuEapoM

Ha CtuBbHC-/I)x0HCHH, TEN - TokcHYHA emuaepMaTHa HEKPOIK3a.
IV. IlaTorenesa
1. Anepruunu DHR ot 0bp3 THI

bwp3ure anepruunn DHR ce pa3BuBar B pe3ynrat Ha mpou3BoacTBoTo Ha IgE ot anTuren-cnennpuann
B mumdbonutu crnen cencubunmzanusi. IgE anTtutenata ce cBbp3Bar ¢ BucokoaduuutetHute FCRI
peIenToOpy, pa3MoJOKEHH BBPXY MOBBPXHOCTTA HA MACTONMTH H 0a3odwmiu, Cch3gaBaiku
MYJTHBAJIEHTHO MACTO 3a CBbp3BaHE Ha JieKapcTBeHUs aHTUreH. [Ipu mocnenBamia ekcno3uuus Ha
JIEKapCTBOTO, AaHTUTEHHT — OOMKHOBEHO XaINTEH-TTPOTENHOB KOMILJIEKC, BOJIU 10 KPBCTOCAHO CBbP3BaHE
c IgE, xoeTo ctumynupa 0cBOOOXIaBaHETO Ha MPEIBAPUTEIIHO 00pa3yBaHU MEAHATOPH (XUCTaAMHH,
TpUIITa3a, HAKOU IMUTOKMHU Karo TNF-a) u mpou3BOACTBOTO Ha HOBU MeAMATOpPU (JIEBKOTPUEHH,
MpoCTarfaHAWHU, KUHUHU, IPYrd HUTOKUHK). [IpedopMupanutTe MeauaTopu CTUMYyIUpPAT Peakius B
pPaMKHTE Ha MUHYTH, IOKATO MOCIEBAIIATA Bb3MAIIUTEIIHA KOMIIOHEHTA CE pa3BUBa CJIE]l HIKOJIKO Yaca
— BpEMeTO, HeOOXOJUMO 3a MPOTEHMHOB CHHTE3 W IMPUBJIMYAHE HAa MMYHHU KIETKHU. beTra-makram-
MeauupaHaTa aHaduIakcus € Hail-noope nedunupanara anepruyda DHR ot 6bp3 Tur.

2. Anepruunu DHR ot 3a6aBen Tun

[ToBeuero 3ab6aBenu anepruuynu DHR ce mequupar ot T numdonuture. [lpu 11X Hali-uecTo ce 3acsra
KO)KaTa, HO MOXKe Jla ObJe aHTraXMpaH BCEKU opraH. EMHO M ChIIO JeKapcTBO MOXKE Jla JIOBEJIE 10
Pa3IMYHU KIMHUYHA CUMIITOMHU U MIPOSIBU MPH Pa3IUYHUTE UHIUBUIM, TOPH Ja C€ IpUJlara B €IHaKBa
71032 ¥ 10 €AWH U CbIIM MbT. KbM MOMEHTa Bce OLIE JIMICBAT TOYHM JAaHHM OTHOCHO TOBA Kak ce
npepa0oTBa MEeAMKAMEHTa, HO Bb3 OCHOBA HAa HMMYHHOTO IENTUAHO pa3llO3HaBaHE, MOXKE Ja ce
MPENOI0KH, Y€ JEHJIPUTHUTE KIETKU IMbPBOHAYAIHO 00pabOTBaT JIEKapCTBOTO, KATO AHTUTEHBT CE
WHTEpHATN3Upa U TPAHCIOPTUpA A0 pPEruoHAJHUTE JUMQPHU BB3MU. CreaBa NMpeACTBSIHETO MY Ha
HauBHHUTE T KieTku. AHTUTEH-cienupuuHuTe T KIETKM MUTPUPAT KbM TapreTHUTE OpPraHu U NpHU
MocJieiBallla eKCIO3UIMS Ce aKTUBUPAT U CEKPeTHpPaT LUTOKUHH, KOMTO DPEryaupar OTroBopa u
IUTOTOKCUHU (TIeppOpHH, TPAH3UMHU U TPaHYJIM3UHHU), KOUTO BOJAT J0 ThKaHHO yBpexnaaHe. Hsikou
JIEKapCTBEHU aHTUT'€HU MOTaT JTUPEKTHO Ja CTUMYyIUpaT naToreH-cneuuduunute T KIETKH, KaTo MO
TO3HM HAUMH Cce N305ArBa HE0OX0AUMOCTTA OT I'bPBOHAYAIIHA MPEPAOOTKA OT JIEHAPUTHUTE KIIETKH.

3. Heaneprumunu DHR
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Hpe):[nonar ACMUTC IIaTOMCXaHHN3MHM BKIIIOYBAT:

- HecnmenmupUYHO OCBOOOXKIaBaHE HAa XHCTaMHUH OT MACTOIUTH WiH ©Oa3zoduin (onwmaru,
PaIMOKOHTPACTHH BEIIECTBA, BAHKOMHIIMH)

- HaTpynBaHe Ha OpaJIuKMHUH (MHXUOUTOPU HA aHTMOTEH3MHKOHBEPTHPAIIHS CH3UM)

- aKTUBHpaHE Ha KOMILIEMEHTa (TIPOTaMHUH)

- MOBJIMSIBAHE Ha apaxuoHOBHs MeTabonu3bM (actupud u HCIIBC)

- (hapmakoIOrMYHO JCHCTBHE HA HAKOU BEIECTBA, MHIYIMPAI OpOHX0Cma3bM (OeTa-010kepu, cepeH
JTMOKCHJI, 0CBOOOJIEH OT (hapMalleBTUYHHU ChCTABKH, ChABPIKAIIN CYIPUTH).

4. PuckoBHu (aKkTOpH 32 pa3BUTHE HA MeIMKAMEHTO3HA aJleprus
Pa3Butnero Ha DHR € HeBb3MOKHO Ja ce peACKaxke C ONpeaeseHa CUTYPHOCT, HO ChLIECTBYBAT HIKOU
(bakTopH, CBBP3aHU C MEAMKAMEHTa WM C MHJIMBHJA, KOUTO yBEJIMYaBAT BEPOATHOCTTA OT IOsIBA Ha

TakaBa peakuus (Tabnuia 2).

Tabauua 2. PuckoBu ¢paktopu 3a pa3BUTHE HA MeIMKAMEHTO3HA aJleprusi

@aKTOpH, CBbP3aHU € MeIHMKAMEHTA

. Bup Ha nexapctBoTO

J CreneH Ha ekcrio3uLys (103a, MPOIBIDKUTEIIHOCT, YECTOTA)
. Hauun Ha npunoxenue

o Kpbcrocana cencuOunmsanus

dakTopH, CBbP3aHH ¢ MHAUBHIA

. Br3pacr u non

. I'enetnunu dakropu (tun HLA, ¢penotun Ha anerunarop)
. CeowrerBamio 3abomsBane (EBV, HIV, actma)

J [IpenuuiHa nekapcTBeHa peakuus

o CHHIpOM Ha MHOXKECTBEHA AJIEPIHsI

4.1. dakTopH, CBbP3aHH C MeIMKAMEHTA

Buo na nexkapcmeomo

Ha npakTtuka Bcsiko 1ekapcTBO MOXke Ja oBee 1o pa3utue Ha DHR, karo Hali-uectuTe mpuunHuTENN
ca TCHUIWJIWHHU, aCIUpUH M CyadoHAMUIX, KOUTO ca mpuumHa 3a Haj 80% OT aneprudHuTe
nekapcTBenu peaknuu (Tabnuma 3). [Mpubnusurtentno 1-3% OT malMeHTUTE, JIEKYBaHU C MIEHHUIIUIIMH,

posiBsiBaT HIKakbB B DHR.

Ta6auna 3. MegukamenT, npuyuHsaBamm yecto DHR

- AClMpUH U Ipyru - CegaTUBHU Cpe/iCTBa - ﬁon-cumpxcanm
HCIIBC - AHTUKOHBYJICAHTH KOHTPACTHU BEILIECTBA

- Ilenunununu n - Anecreruiy (JIOKajaHU U - AHTHCEpYMU U BaKCUHU
nedanocnopuan 00mmn)
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- Cyndonamuau - ®enondranenH - AIpEHOKOPTUKOTPOIIEH

- AHTUTYOEPKYIIO3HI - AHTUNICUXOTUYHHU xopmoH (ACTH), uncynux

CpeacTBa TPaHKBWIM3aHTU - Texxku metanu (311a10)

- Hutpodypanrtoun - AHTUXUIIEPTEH3UBHU - AJonypUHOJI

- AHTUMaJIapUitHU CPEACTBA | CPEICTBA - IlennnunamMun

- I'puzeodynBun - AHTHAPUTMHUYHU CPEICTBA - Tupeocratunu
(XMHM]JIMH, TPOKAaUHAMUT)

Cmenen na excnozuyus (003a, RPOObANCUMETHOCH, YeCHLOMA)

[lepuonuyHuTe KypcoBe C yMEPEHH JJO3M Ha JIaJI€HO JEKapCTBO B Hall-rojsiMa CTEIEH Ipeapasnoiarar
KBbM CEHCHOWIN3ALMS, a IPOIBIDKUTEIHOTO JieueHre 06e3 CBOOOAHN UHTEPBAIU € I10-MaJIKO BEPOSITHO
na nposokupa DHR. Yecrorara Ha anepruyHure peakuuy KbM NEHULWIMH IPU MAaLUEHTH Ha
IBITOCpOYHa NMpo(dUIaKTHKA, € U3KIYUTENHO HUCKA. Ilo BpeMe Ha equHHuYEH Kypc Ha JIeYeHHE,
BEPOATHOCTTA OT peaKkLys € MOo-TojsiMa Mpe3 IbPBUTE JBE WIN TPU CEAMUILM OT TEpAIUITA.

Hauun na npujiosricenue

TonukanHOTO MPUIIOKEHHUE € CBBP3aHO C BUCOKA YECTOTA Ha CEHCHOMIM3anus 1 TpsiOBa aa ce n30srea
[pU OTPEIe/ICHH MEIUKAMEHTH, 0COOEHO BbPXY Bb3MajeHa Koka (MCHUIMIMH U Cyl1(OHAMHIN Beue
HE Ce M3MO0J3BaT JOKaHO). [lepopaHusiT nmprueM 0OMKHOBEHO € 1M0-0e301aceH OT MapeHTEePATHUS ITbT,
HO ca HaO0/IaBaHU TEXKKH PEaKIUU U cle/l TaKbB HAUMH Ha MpuiiokeHue. IHTpaBEeHO3HUSAT MBT Ce
CYHTa 3a Hail-ciabo ceHcuOumu3upaniaTa gopmMa Ha TapeHTEPATHO MPUIIOKEHUE, BBITPEKU Y€ MOXKE Ja
€ CBbP3aH C MHOTO TEXXKHU aHA(PWIAKTUYHU PEaKIIUu.

Kpvcmocana cencudounuzayusn

[Tpu HanuyHa ceHCHOMMM3aIUs KbM J1aJIeHO JIEKAPCTBO CHIIECTBYBA BEPOSITHOCT 32 PEAKTUBHOCT WM
KbM MEIUKAMEHTH C MHOTO OJHM3Ka XUMHUYHA CTPYKTypa, WIW KbM HMMYHOXUMHUYHO TOJOO0HHU
MeTtabonutu. BepoATHOCTTa 3a KpbCcTOCaHa CEHCHUOWIM3AlUS BapHpa 3HAYUTETHO MPHU OTIETHHUTE
MHIUBUAM U YECTO € HEBB3MOXKHO Jla c€ IPEIBUIH.

4.2. ®akTopH, CBbP3aHM C MHAUBHIA

Bw3pacm u non

Hsaxon DHR ca mo-penku mpu fe1ia 1 MalueHTH B HaMlpeaHalIa Bb3PacT, BEPOSITHO TIOPAIN HE3PSIIOCT
WJIY WHBOJIIOLMS HA UMYHHHUS OTroBOp. KOXKHHTE JIeKapCTBEHU pEaKIMM ca MO-4eCTO CpEllaHu MpHU
KEHHUTE, HO JIUTICBA 3aBUCHUMOCT OT Bb3pacTTa. Pa3iukuTe 1o OTHOIIEHHE HAa Bbh3pacTTa U 1oJja He ca

ChIICCTBCHHU U HC CJICABA Aa Ca OIPCACIIAIIN (baKTOpI/I npu 1/1360pa Ha Teparus.

TI'enemuunu pakmopu (mun HLA, gpenomun na ayemunamop)
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DHR ce nabmronaBar caMo IpH MalbK NPOLIEHT OT NALMEHTUTE, JEKYBaHW C JAJEHO JIEKApCTBO.
MHuosecTBO (akTopu, KAKTO F€HEeTHUYHH, Taka U OT OKOJIHATa cpelia, Mpearnpasnoiarat onpeaeieHu
uHauBUAM 112 pa3BusaT DHR kbM chOTBETHOTO JIekapcTBO. HanmuneTo Ha aTomnwst HE € PUCKOB (HaKTOp
3a JIeKapCTBEHA ajeprusi, BbIPEKH Y€ MAallMeHTUTE C HEKOHTPOJIMpPaHa acTMa MOKeE JIa ca MO-CKJIOHHU
KbM TeXKH peakunu. DHR BkiItoyBaT KakTo MMYHO-, Taka U HEUMYHOMEAUUPAHU MEXAHU3MH, ChC
CHJTHO TeHETUYHO B3auMoeicTBre npu Hiakou anepruayad DHR ot 3a6asen tumn. [1pu 66p3us Tum DHR
¢ HabOmogaBana cinaba aconuanus ¢ MOTUMOPGU3MHTE HA HAKOW IIUTOKWHOBH T€HU M OETa-JTaKTam-
UHIyIUpaHaTa aHapUIaKCHsl.

Convmcmeawu 3aoonaeanusn (nanp. EBV, HIV, acmma)

ChIbTCTBAIIUTE CHCTOSIHUS MOTaT Jla MOBJIMAAT Ha pasBuTHero Ha DHR, Thil karto mpomeHsT
MeETa0OIUTHUTE IIbTHUIIA U MMPCAU3BUKBAT BapHallUM B UMYHOJIOTUYHUTEC OTTOBOPH KBM JICKAPCTBATA.
Taka Hampumep, OT €JJHa CTpaHa BUPYCHUTE WHQEKIUK Ca €HAa OT HAi-4eCTUTE MPUYUHH 332 KOKHU
00puBH, a OT Ipyra — BUPYCUTE MOTaT Ja B3aMMOJICHCTBAT C JIEKapCTBA, KOETO J1a TPOBOKHpPA TOsBaTA
Ha eK3aHTeM, Hamp. npu npueM Ha amnunuiuH U EBV uHdeknus, kakTo M TEXKH peakius mpu
JICKaApCTBEHO CBBbp3aHa eo3uHoduins cbe cucreMuu cumntomu (DRESS).

Ilpeoxoona excnozuyusn

[Tanmenture, xouto umar aHamHe3a 3a DHR B muHanoro, ca mo-CKJIOHHM KbM pa3BUTHE Ha
YyBCTBUTEITHOCT KbM HOBH JIEKapCTBa, KaTo 0COOCHO BHUMaHUE TPpsIOBa Ja ce 00bpHE Ha Bh3MOXKHATA
KpBbCTOCaHA CCHCUOMIIN3AIUS U PEAaKTUBHOCT.

V. KiiuHu4YHa KapTHHA

Bbup3nte DHR 00uKHOBEHO ce mposBsBaT 1oj ¢popMaTa Ha U30JUpaHa YPTUKAPUsL, aHTUOEIEM, PUHUT,
KOHIOHKTHBHT, OpPOHXOCMAa3bM, CTOMALIHOYPEBHH CUMNTOMH (TajZieHe, MOBpbBIIAHE, AUAPHs) HIU
aHaguakcus (aHaUIaKTUYEH IOK).

Ypmuxapus, ancuoedoem u anagpunaxcusn

VYprukapusara ce XxapakTepusupa ¢ BHE3alHa MosiBa Ha 0OpUBH, ChC MU 0€3 aHTrMoeneM, KOUTO ca C
MIPEXOJICH XapaKkTep, KaTo OOpUBUTE M34€3BaT OOMKHOBEHO B paMKHTE Ha 24 yaca, HO € XapaKTepHa
pelnyuauBHpaiaTa UM nosBa. AHTHOEIEMbT YECTO 3acAra JIMIETO (YCTHH, KJIeNaul) U MOJIOBUTE OPraHy,
HO CBIIO M OyKaJHaTa MyKO3a, €3UK, JIApUHKC U (papuHKc. Moxe na ce mpuapyxkaBa OT 0OJKa U
3aToIuIsiHe, BMecTo chpOex. [IpemuHaBaHeTo My € mo-0aBHO, OTKOJIKOTO TOBA Ha YPTUKHUTE U MOKE Ja
NPOABIKU HAKOJKO HU. EMHOBpeMeHHaTa rosiBa Ha ypTHKapus U aHTHOEeM ce HabJro1aBa B OKOJIO
MOJIOBMHATA OT CllydyauTe. YPTUKApHUATa U aHTHOEAEMbT MoraT Ja ObJaT NpUIPYKEHH OT CUCTEMHU
nposiBu (OOMKHOBEHO OT CTpaHa Ha ChPJCUYHOCHAOBATA HIIM pEClUpaTopHaTa CHCTEMa), KOETO ce
orpezens Kato aHaduiIakcus U MOXKe J1a JOBeJIe 10 PECIIUPATOPeH KoJjarc, HoK U cMbpT. CBbp3aHUTe
C MEJMKAaMEHTH YPTUKApHs, aHTHOEIeM WU aHaduIakcus OOMKHOBEHO 3aroy4BaT B paMKuTe Ha | yac
cllel IpUeMa Ha CbOTBETHOTO JIEKApCTBO. BBIIpeku ToBa, CaMOCTOSATETHOTO Pa3BUTHE HA aHTMOEIEM
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(6e3 ypTukapusi), Kato cTpaHHueH e(heKT Ha MHXUOUTOPUTE HA AaHTHOTECH3UH-KOHBEPTUPALIHS €H3UM
MOX€E Ja MOSBU CleJ] Meceud WIM TOJUHM Ha IIpUeM, BBIPEKM Y€ TOBa HE € HCTHHCKA
,»XUIIEPCEH3UTUBHA PEAKLIMS ‘.

bapuutre DHR Haii-uecTo 3acarar kokaTa W ce MposBABAaT oA (Qopmara Ha YpTHUKapHusi,
MakyJonanyno3eH ek3anreMm (MPE), dbukcupana menukamentosna epynius (FDE), Backynur, Oyino3Hu
CbCTOSIHUSL — TOoKcuuHa enuuepmanHa Hekpoiuza (TEN), cunnpom Ha CrubbHC-JxoHCBH (SIS),
reHepanu3upanu Oylio3Hu (GuKkcupaHu MenukameHTo3Hu epynuuu, DRESS, octpa renepanmsupana
ex3anTemaro3Ha mycryno3a (AGEP), cumerpuueH MHTEPTPUTHHO3EH U (IIEKCYpaleH EK3aHTEM,
cebp3aH ¢ meaukameHT (SDRIFE). BweTpemnnure opranu morat ga ObJaT 3aCETHATH CaAMOCTOSTEITHO
wi enHoBpemeHHo ¢ koxkara (DRESS, Backynut, SJS/TEN), ¢ BB3MOXHO pa3BUTHE Ha XEIMATHT,
O0bOpeyHa HeIOCTaThYHOCT, THEBMOHUT, AHEMHUSI, HEYTPOIICHUS U TPOMOOIIUTONICHUS.

Byﬂ03ﬂu €K3aHmemu

Masnku “301MpaHy BE3UKYJIH U MyCTYJIU Morat Jia ce pa3Buar npu Bceku MPE. Ilo-texxkure 0yno3Hu
cberosHus BkItouBat SJS u TEN, kouTo ce cuurtart 3a pa3javyHM 110 TeXKECT BAPUAHTH Ha €THO U ChILO
ChCTOSIHUE — EMUIepMalIHa UK enuTenuanta Hekpoausa (EN) u tpsOBa na 0baaT pasrpaHMyaBaHu OT
erythema multiforme major (EMM). SJIS/TEN ca Haii-uecTO MEAMKaMEHTO3HO HHIYI[MPAHU, KaTo
OOMKHOBEHO 3aI104BaT ¢ MAJIKU OJUCTEPH, MOSABSABALIM CE BbPXY JIMBUIHU MAKyJIU U aTUIIMYHU TUIOCKH
TapreTUpaHy JIe3uu, KOUTO ca HIMPOKO pa3lpOCTpaHEHW M OOMKHOBEHO IpeoliagaBaT B 00JIacTTa Ha
TpyHKyca. B HauanoTo koxxkata Moxke 1a Obae Oone3HeHa. byno3Hure ne3un ce pa3BuBat 6bp30, 4ECTO
B pamKuTe Ha 12 yaca, KakTO IO KO)KaTa, Taka W 0 MYKO3HHUTE MeMOpaHu (OpajliHa, HOCHA,
KOHIOHKTHBAJIHA, T€HUTaHa, aHaiHa). ChCTOSHUETO € C TEeKKO MPOTHYaHE, MAllUeHTHTE YecTo ca
¢bebpuiiHu. 30HaTa Ha CIIMBALIM ce OyJIn, BOJEIIM /10 CBIMYaHe Ha Koxkata € <10% (kKakTo ce u34ucisiBa
IIPU U3rapsHus) oT oduiara TenecHa nopbpxHoct npu SJS, 10-30% npu npunokpusane Ha SJS/TEN u
>30% npu TEN. CumntoMbT Ha Nikolsky e monosxxurenex (Ipu JIeKO CTpaHUYHO pa3TsIraHe Ha Koxkarta
oKoJ10 OyJia WJIM BE3UMKYJIa ce Habro/1aBa cBIM4aHe Ha enuaepmuca). CMbpTHOCTTA € BUcoKa (9% npu
SIS, 29% nipu npunokpuBane Ha SJS/TEN, 48% npu TEN) u 3aBucH I1aBHO OT Bb3pacTTa Ha MalMeHTa
U CTENEeHTa Ha CBJIMYaHe Ha Kokara. OOMuYallHUAT MEpUoj OT BpeMe MeXAy I'bpBara J03a Ha
MmeaukamenTa 1 HadaoTo Ha SJS/TEN e 4 nuu 1o 4 cegMHIIA, HO MOKE 1a Obae U A0 8 CeAMHIIH 3a
JIeKapcTBaTa C JBIBI MONYKUBOT. MeIUKaMeHTHUTE, KOUTO Hal-uecTo ca MpUYMHA 33 Pa3BUTHE Ha
SIS/TEN ca amonmypuHOJ, aHTHOAKTEpPHATHU CYJI(POHAMHIM, BKIIOUUTETHO cyidacana3uH, HIKOH
aHTHEeNWJIENTUYHU  cpeAcTBa  (kapOaMasenuH, JaMOTPHXKHUH, (QeHobapOuTan,  (PEeHUTOUH),
aHTupeTpoBUpycHU cpenctpa (Hesupanun) u HCIIBC (okcukamu).

Ocmpa zenepanusupana exzanmemamosna nycmynosa (AGEP)

AGEP ce xapakTepusupa ¢ BHe3allHa 1OSBa Ha JHCEMUHHUpPAHH, HEQOIHUKYIAPHH, MAJIKH CTCPUITHU
NyCcTyiau, Ha (OHAa Ha IIMPOKO pa3mpocTpaHeH KoHpayupanl ex3aHteM. Haii-uecto 3acernaru ca
o0racTiTEe Ha KOKHU T'BbHKH M TPYHKYC. MoOke J1a ce HaOJltojaBa CIIMBaHEe Ha ITYCTYJIMTE, HA MeCTa C
MOBBPXHOCTHO CBJIMYAaHE Ha KOXKaTa, KOETO TOTPEIIHO Ja Ce AMArHOCTHLHpPA KaTO MPOTPecusi KbM
SJS/TEN. INanuenTute ca ¢ peOPUIUTET, ICBKOIKUTO3a C HEYTPODHIINS U TIO-PSIKO JeKa CO3HHOPIIUS
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B nnepudepHara KpbB. OOMKHOBEHO JIMTICBA 3aCsATaHe HA BTPEITHUTE OPTaHU, HO TIOHSKOTA € Bh3MOXKHO
IIpU MO-BB3PACTHU NaleHTH. Pe3onronusata Ha oOpUBUTE € CBbp3aHa C TUIHMYHA MOCTIYCTYJIO3HA
JIECKBaMaIlvsl U TIOHSKOTa MHTCH3UBHO U3MomBaHe. CMBPTHOCTTA € 0KOJI0 4% U 3acsira OCHOBHO I10-
BB3pacTHH manueHTH. JIekapcTBa ¢ BHCOK puck 3a AGEP ca amuHoOnmenumwimam, 1edanocnopyuHu,
MaKpOJUIN U IPYTH aHTHOMOTHUIIM, HO CHINO Taka TepOMHAPUH, XUIPOKCUXIOPOKBUH M TUITHA3EM.
Peakuusita 0oOMKHOBEHO ce pa3BuBa 1-2 [HH cjell HA4YajJOoTO Ha CHCTEMHO NpPUIIOKEHUE Ha
AHTHOUOTHIIM, HO 32 HSIKOM MEIUKaMEHTH € HeoOxomumo moBeue Bpeme (mo 11 mrm), Hampumep
TVIITHA3EM.

Meoukamenmosna peaxuus c eozunopunus u cucmemnu cumnmomu (DRESS)

DRESS mpexacraBisiBa TEXKO CHCTOSHHE, KOETO 4YecTo 3amouBa ¢ pa3Butre Ha MPE wm 3acsra
BbTpemHuTe opranu. Tunmyen 3a DRESS e eputemaro3nust nentpasnen nunes otok. [loutn BuHarun
ce HabOmonaBa ¢GeOpUIMTET, Hepa3NojdokeHue U JuMpaaeHonarus. B nepudepnata kKpbB yecto ce
OTKpUBAT €03WHO(DMINS, JEBKOIMTO3a M ATHIWYHH JTUMQOUUTH. BB3MOkHO € ma ce HabmromaBat
arpaHyJIOLIMTO3a M aHeMUs. 3acsraHeTO Ha BBTPEIIHUTE OpraHu Hal-4ecTo ce MpOosBSBA C XEMaTHT,
He(ppPUT, THEBMOHUT, KOJIUT, MAHKPEATUT WK apTpuT. OOpUBHT OOMKHOBEHO CE MOSIBSIBA OTHOCHTEITHO
KBCHO cJIe]l I'bpBaTa 103a Ha jekapcTBoTo (2-12 ceqmuuu). DRESS 00ukHOBEHO BB3HMKBA 110 BpeMe
Ha IbPBUS NPOABIHKUTENIECH IPUEM Ha 3aro03psaHOTO JekapcTBO. CMbpTHOCTTA (2%) OOMKHOBEHO €
CBbp3aHa C 4epHOApoOHa HenocTtaTbuHOCT. JlekapcTBa ¢ BHCOK puck 3a pa3zButue Ha DRESS ca
aHTHENWJIENTHYHHU cpecTBa (KapOaMasenuH, JIaMOTpuXKuH, peHobapouTan, (GeHUTOUH), MUHOLIMKIIVH,
aJIOIYPUHOJ U JarcoH. ANOnypHuHOI U kapbamasenuH ca npuyrHa 3a DRESS B 38% ot ciyuaure.

Cumempuuen unmepmpuzunosen u iexcypaien exzanmem, cévpzan ¢ meouxamenm (SDRIFE)

SDRIFE e cnenuduven nonsun Ha MPE ¢ xapaktepeH Moien Ha pasmpeesieHHe, BKIFOYBAIL
(dJIeKCypalHUTE W WHTEPTPUTHHO3HU OO0JIacTH. XapaKTepusupa ce C PI3KO OTpaHHYEH CePUTEM B
MEePUTeHUTATHUTE U TIEpUaHaTHU 00JaCTH, KaKTO U B aKCWJIMTE M JPYTU TEJIeCHU I'bHKU. MBXKeTe ca
MO-YECTO 3aCETHATH OT JKCHUTE. BH3MOXKHO € HaM4Ke Ha SAMHWYHU MYCTYJIU U TPUITOKPUBAHE ChC
cumntomute Ha AGEP. [anuenTture oOMKHOBEHO ca 0e3 cucTeMHH cuMOTOMU. [IpemuHaBaHEeTO Ha
eK3aHTeMa 4YecTo ce rmocieaBa oT wu3momBaHe. OcHoBHuTe npuumHuTenn Ha SDRIFE ca
aAMHUHOIIEHUIIUINHHTE.

Makxynonanynosen exzanmem (MPE)

MPE e enna ot Haii-uectute nposisu Ha DHR. MPE o0OukHoBeHO ce pa3BuBa Mexny 4 u 14 quu cien
3alouBaHe Ha HOB MEIMKaMEHT, HO MOXE JIa c€ TOSIBH B PaMKHTE Ha HSIKOJIKO 4Yaca Ciie]] HayajoTo,
KaKTO U HSKOJIKO JTHM CJIe/l CIMpaHe Ha MpHeMa Ha MeJuKaMeHTa. JlesunTe ca mpeacTaBeHH OCHOBHO
OT ePUTEMATO3HN MaKYJIH M MHPHUITPATHBHH ATy TH. TPYHKYCHT ¥ IPOKCUMAITHUTE KPAWHUIIH ca Hali-
YeCTO 3aCErHAaTH ChC CUMETPUYHO pasnpenaeieHue. OOMUPHUAT €K3aHTEM MOJKE /1a TeHepaau3upa u
KoH(paynpa mnon ¢opmara Ha epurpoiepmus. Jlokato B HadanHuTe ¢a3d OOMKHOBEHO JIMIICBA
JIeCKBaMallysi, U3JIOIIBAHETO € YECTO B MO-KbCHUS CTAIMi Ha M34yrcTBaHe. JIuraBunuTe 0OMKHOBEHO
He ca 3acerHati. ChrpOSXKBT € THIHYEeH cuMnToM. [ToHsIKOTa MOXKe /1a ce HaOmoAaBa U GeOpUIUTET U
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CHCTEMHO 3acsirane (MHOTO Jiekd). EK3aHTEMbT ¢ MaKyJli U MaIyJjid MOKe Ja Ob/ie HayaliHa IposiBa Ha
texxkn DHR (DRESS, SJIS/TEN), konto 0OMKHOBEHO CE pa3BUBAT B paMKHUTE Ha 48 Jaca.

CHHOp0M HA MHOJICECMEBEHA JICKAPCMBEHA C6PBXUYECMBUME/IHOCM

XapakTepusupa ce ¢ HEIOHOCUMOCT KbM TPH UJIM [OBEYE HUTO CTPYKTYpPHO, HUTO (HhapMaKoJIOTUYHO
CBBpP3aHM JIeKapcTBa 0€3 MOTBBPXKACHHE 3a BPH3KAa HA OIUIAKBAHUATA C JACHUS MEAMKAMEHT IMPHU
MIPOBEXKIaHE HA TECTOBE, BKIIOYUTEIHO U IPOBOKALIMOHHH MPOOH.

IMpu3snanu 3a noreHuMaaHo pa3sutue Ha Texxku DHR
[ToBenenuero npu namueHt ¢ npeanoigaraeMa DHR B octpa ¢a3a BkItouBa ClIeTHUTE CTHIIKU:

- [Ip1Ha anaMHe3a 3a mpueTuTe JekapeTsa (BUA, 1032, MPOIBIIKUTEITHOCT)

- [etaiinHo onucaHue Ha CUMOTOMUTE (BUJI, HA4aJIo, JJOKAJIU3aLUs U €BOJIIOLIKSA)

- [TogpoGen mperien Ha KOKaTa M TUTABUIUTE (BKIIOYUTEIIHO YCTA, OUYM U T€HUTAINHN)

- AxTUBHO HAOIOJIEHHE 3a MPHU3HALM 32 MOTCHIIMAIHO pa3BuTHe Ha Texku DHR upe3 xknmmnuuno
MpocieisBaHe U JIabopaTOpHU MmapaMeTpu. AKO ca HaJlMIle CHMIITOMH, HACOUBAIIM KbM Pa3BUTHUETO Ha
texku DHR, 3anono3penure nexkapcTsa TpsiOBa 1a Obaat cripeHu BenHara (Purypa 1).

C[)urypa 1. CI/IMHTOMI/I, npeanojgaramuv pa3BuTuETO HA TEKKH KOKHHU /NN CHCTEMHH PE€aKIuu

AJ'IapMI/IpaH.[I/I CHUTHaJIN Hezabasuo Ja Ce MOThPCAT CICAHUTE CUMIITOMU

Cumnromu, pe3yJTaTu Juarno3a

- BHe3anmna mosiBa Ha

CHUMIITOMHU OT IloHnkeHO apTepuanHO HAJIATaHe AHadUIaKTHYEH TI0K
MHOKECTBO CHCTEMH
(peciupaTopHa, KoXa,

JIMTABUIIN)

- MHcniuparopHa

AUCITHES HapI/IHFeaﬂCH OTOK

- Jucdonus

- Cuanopest

- Bojie3nena koxka - Ko>xuu Be3ukynu, Oynu

- ATHIIMYHH | - Cumrrom Ha Hukoickn

TapreTUpaHu Jie3nu - KpbBHa kapTuHa (JIeBKOTICHHS, SJS/TEN
- JIuraBu4HH €po3uH TPOMOOITUTOTICHFIS)
- brOpeuna GyHkHs (MOBULICHH

KpEaTUHUH H ypes)
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- ®edpuanrer >38.5 C

- 3acgraHe Ha KoKaTa

- JIumdanenonaTus (=2 J0Kaunm)

- KppBHa KapTHHa (€03UHOGMINS,

>50% ATHIUYHY JICBKOIUTH) DRESS
- IlenTpaenn Juuen - YUeproapoOHa GyHKIHS (TIOBUIICHI
O0TOK TpaHCaMHHa3H)
- [Iporennypus
- llypnypuu - KppBHa KapTHHa (M3KIIOYBaHE HA
HHPUWITPATHBHHA TPOMOOIUTOTICHH ) Backynut
namnyJim - brOpeuna QyHKIHS (MOBUIICHA
- Hekpo3sa KpEaTHHHUH U ypesl, IPOTEHHYPHsT)

VI. luaruo3a

Huarnoctunupanero Ha DHR ce ocHoBaBa Ha 3aab100ueHa KIMHUYHA aHAMHE3a, KIIMHUYHU MIPOSIBH,
CTaHJAPTU3UPAHU KOKHU TECTOBE, TECTOBE In Vitro M NPOBOKALMOHHU TECTOBE C MEAMKAMEHTH

(®Purypa 2). OxoHuUaTeIHATA JUArHO3a € HEOOXOAMMa C I1eJT BbBEXK/IaHEe Ha IMOAXO/IAIIN TPEBAHTUBHH

MCPKHU. HeraBI/IJ'IHaTa JAUarHo3a MOXXE Ja uMa IOCIICOUIHN IIpU H36opa Ha TCpaliud 3a CbOTBCTHHA
IalMuEHT, KOCTO Ja 6’[)[{6 MHOI'0 IO-0IaCHO, OTKOJIKOTO IMPOBCKIAHCTO Ha BCHYKHU JUAIrHOCTUYHH
TecToBe B Hacoka DHR. CKpI/IHI/IpaHeTO Ha INalucHTH 0e3 aHaMHe3a 3a AJICPTUIHU PCAKIIMU KbM

MCIUKaMCHTHU HE CC IMPEIIOpbHUBA.

®urypa 2. Aaropursm 3a onenka Ha DHR
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ChAEeHEE 38 MEJEXAMEHTOIES
C(EPEIMYECTEHTRIEOCT

OmeEka Hi KIHHHYHATA HCTODHA

MMNCES MEgHEEMEHTIZHE
CEPBNYYECTEMTENHOCT
I
JA
BniMosHE IH (&
E0EHH TeCToEE*T
P HeratneHu
E3VITATH
v HE
I1 HE BraMOEeH IH & ’1{
a OpOBOKANEOHEE TecT*?
3
H
T
H
B
H
H IpoeokanHOEEE TECT™*
Peayararm
Heratneen
IlosuTHBEH
Jowazans MEJEKAMENTOIEA TepanesTH4eH Oruzupaesa n S
AAEPTHE moaxom=** - i ere
CEDEITVECTERTETHOCT CEPRITVECTEHTETEOCT

*HanuaHnTe KHM MOMEHTA OMOJIOTHYHU TecTOBE 3a auarHoctuka Ha DHR ca ¢ Hucka wyBcTBUTENHOCT. **TIpu murnca Ha
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KOoHTpauHauKauuu. ***[Ipu nunca Ha antepHarusu (NMBA, XuMuoTepaneBTHIIN ), TOBTOPHOTO IPHJIOKEHHE Ha

MeINKaMeHTa € Bb3MO)KHO IIPH BHUMATEITHO HAOIIOICHNE, CIIe]T IPEeMEeIUKAINS W/ AIH AeCEHCHOMIN3aINs
IIpenopbuBa ce MpoBekIaHe HA TMATHOCTHKA NPH:

- Anamuesa 3a npeauirHa DHR, npu Heo0X0AMMOCT OT jieueHue ¢ AaJeHusl MEJUKaMeHT U JIMIICa Ha
e(eKTUBEH aHAJIOT OT JIpyra, CTPYKTYpHO HECBBbp3aHa Tpyla U TPU TMOJOKHUTEIHO CHOTHOIICHUE
PHUCK/BB3MOXKHA MOI34!

- AnamHue3a 3a npegumnu Te:xxku DHR kbM apyru nexkapcersa

He ce npenopnb4yBa NMPOBEKIAHEC HA JUATHOCTHKA IPH:

- Jlunca Ha TNPUYMHHO-CIEACTBEHA Bpb3Ka: HECHbBMECTHMA CHUMITOMAaTHKa, HEChbBMECTUMA
XPOHOJIOT S, TP NIPUEM Ha ChIIUS MEIMKaMEHT cJe]l 1aJieHaTa peakius, 6e3 pa3BUTHE Ha CUMIITOMH,
IIpU peakuusi, 6e3 npueM Ha MEeJJMKaMeHTa, aJITepHAaTUBHA AMAarHo3a (XpOHUYHA YPTUKAPHSL)

- IIpoBokallMOHHM TECTOBE C MeIMKaMEHTa He ce MPOBEXKAAT IPU aHaMHE3a 3a TeXKKa pPeaKIus
(HEKOHTPOJIUPYEMHU UJITU KUBOTO3ACTPAILIABAIINA PEAKIIIH)

Cneyuguunama anepzonozuuna ouazHocmuka mpadea oa ce uzevpuiu 4-6 ceomuyu cied NbJaIHOMO
npeMuHaeane Ha 6CUYKU KIUHUYHU CUMNHOMU.

1. Koxxuu TecroBe

JlnarHocTMYHAaTa CTOMHOCT Ha KOXKHUTE TECTOBE BCE OIlle He € HambiHO u3sicHeHa nmpu DHR. Tpsoaa
na 6paaT cho0pa3eHu ¢ MpearoIaraeMus MaToreHeTHYeH MeXxaHn3bM. KOKHUTE TecToBe ¢ yOOXKIaHe
(prick test) u uaTpagepmMamHUTE IPOOH Ca 0COOEHO BaXKHHU 32 PEAKTUBHHUTE XalITEHH, Thil KATO JOKa3BaT
IgE-3aBucuM MmexanuzbsMm. llpu Obp3 Tunm DHR, mpux TecThT ce mpenopbuBa 3a NMbpPBOHAYAIEH
ckpuHHHT. [Ipu oTpuiiaTeneHn pe3ynTaT ce MpeMUHABAa KbM HWHTpPaJIEepMaTHU MPOOH, KOUTO UMAT TO-
BHCOKA YyBCTBUTEIHOCT. Te TpsiOBa Ja ce MpOBeX1aT C MHTPABEHO3HATA MM HHXEKIIMOHHA (hopMa Ha
naneHus meaukaMmeHT. Mimat nobpa auarnoctuyHa cTodHOCT npu 0bp3 Tin DHR, mpoBokupanu ot b-
JAaKTaMHU aHTUOMOTHUIM, HEBpOMYCKYIHH Osokepu (NMBA), nmnaTuHOBH conM M XeNMapuHH, HO
yMepeHa JI0 HHCKa 3a TIOBEYETO JPYru JieKapcTBa. 3a Jla ce JAEeMOHCTpHupa T-KIeThYHO-3aBUCUM
MexaHu3bM npu 3abaBenust T DHR ce npoBeskaa enukyranHo TectyBane (patch test) u/mmu mo-xscHO
OTYUTAHE HAa UHTPAJEPMaTHUTE TECTOBE.

2. IIpoBOKaIMOHHM TECTOBE

[TpoBokanmonHuTe TecToBe ¢ MemukameHTtn (drug provocation test, DPT) ca 3mareH cranmapt B
nuarnoctukaTa Ha DHR. Te ca mocneanara cThika B JUArHOCTHYHUS aJITOPUTHM TTOPAJIH BE3MOXKHHUTE
PHUCKOBE U C€ MpHIaraT OCHOBHO, 3a Aa ce oTXBbpiu DHR mpu narueHTu, mpyu KOUTO BCHUKH OCTaHAIH
TECTOBE Ca OTPHUIATEIHH. | psiOBa 1a ce u3BbpIIBAT Haii-pano 1 mecern cien DHR, kato ce u3monssa
CBILIOTO JICKAPCTBO, KAKTO IIPU IIbPBOHAYAJIHATA PEaKLMs WM aITepHAaTUBEH MeaukaMmeHT. DPT e ¢
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Hali-BHCOKa YYBCTBUTCIIHOCT, HO TpSI6Ba Ja C€ U3BbHpUIBA IIOA Ha6JIIOI[eHI/Ie 1 TOTOBHOCT 3a pCaKnus
IIp1 HACTHIIBAHE HA CCPUO3HU PCAKIHH.

3. buojoruunu TecroBe

KbM MomeHTa numncBar OHOJIOTMYHM TECTOBE C BHCOKAa YYBCTBUTEIHOCT 3a JMArHOCTHKA Ha
MeJIMKaMEHTO3Ha ajieprus (C U3KII0YEHUE Ha TJIaBHUTE U MAJIKU JETEPMUHAHTH Ha NEeHUIWINH G).

B cnyuau Ha ocTpu peakiuu, U3MEpBaHETO HAa HUBOTO HAa XMCTaMHH WIM TPUITa3a B KPbBTa MOXeE Ja
MOTBBPIM Y4acTUETO HAa 0a30(WIM W MACTOIUTH, HE3aBHUCHMO OT MPUYHMHATA 33 JeTrpaHyjalusTa.
bazounuuaT akTUBAaLMOHEH TecT - (PIOYHUTOMETPUYHO OINpeAeNissiHe Ha WH BUTPO ajepreH-
crierpUIHA aKTUBALIUS/ IETpaHyIaus Ha 0a30win € BaTuaupaH 3a HIKOW METUKAMEHTH.

Merton 3a quarHoctuka e u LTT - numdonut TpanchopMaoHeH TeCT.

3a noka3BaHe Ha umHAyuupaHu oT jekapctBa Tvn Il u Il anepruynu peakuuu B crnenuaaIu3upaHu
LIEHTPOBE MOrar Ja ce rnposenat Tect Ha KymoOc, in vitro TecT 3a XxeMoJu3a, onpeesie Ha (pakTopu Ha
KOMIUICMEHTA ¥ ITUPKYIUPALTA UMYHHH KOMIUIEKCH. V3clieIBaHETO HA TCHETUYHH MapKepy € YMECTHO,
THH KaTO ca yCTAHOBEHH HSAKOJIKO CHJIHU T€HETUYHHU acOlMaIlii MeX Iy eKcrpecus Ha onpeaeneH HLA
aJIeN ¥ CKJIIOHOCTTA 32 pa3BUTHE HA HsAKoH crieruduunu Gpopmu Ha DHR.

VII. [ludepenninaina Juaraosa

Tabauua 4. Indepenumaina nuarnoza Ha DHR

IgE Megunpana JiekapcTBeHa ajieprust He-l1gE mennupann peakuun
- Kapuunonnen cuanpom - CTtanII0KOKOB CHH/IPOM Ha U3rOpeHaTa
- YxanBaHe/ Y kujaBaHe OT HACEKOMU KO’Ka U CUHAPOM Ha TOKCUYEH IIOK
- Macrouurosa - Eputema myntudopme, OCHOBHO epuTeMa
- Actma Myntadopme manop
- XpaHuTenHa ajeprus - Muxomnna3smeHa HHQEKIus
- CKoOMOpOHJIeH CUHIPOM - BynoseH cucremen nynyc epuremMaTo3/iec
- Jlatekc aneprus - [TapaneoruactTiueH nemguryc
- Uadexuun ( EBV, xenarur A, B, C, - [Icopmasuc
napa3uTo3H) - bonecr Ha Still
- bonect na Kawasaki
- Bupycuu nndexunu
- YxanBane/ Y kujaBaHe OT HACEKOMU

VIII. AiiroputsMm Ha Jie4eHHue
OcTpu JeKapCcTBEeHU peaKkiun

AHnadumakcusTa TpsiOBa J1a ce JIeKyBa CIOpe MPUETUTE MpaBmiia (TOCOYEHN B CHOTBETHHS pa3/iel)n
BCHUYKHU TIOJIO3UPAHM JIEKapcTBa TpsiOBa na ObaaT cipeHu. Korato ca Hamuile peakiuu, pa3jindHu OT
aHaduIakcusaTa, TMPEANOJIaTaeMUTe JIeKapcTBa TpsOBa aa OBJAT COPEHH, aKO PHCKOBETE OT
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MMpOoABJIKAaBAHC HA IMTPHUJIOKCHUCTO UM HAABUIIABAT IMOJIBUTC U BUHAI'W ITPU CUMIITOMU HACOYBAIllU KbM
Pa3BUTHUETO HA ITOTCHIUAIHO OINACHHU MU TEXKH PCAKIIHUH.

NuauBuayaIHU PEBAHTUBHU MEPKHU

HeoOxonuMo e BIUCBaHETO Ha ajeprusita KbM JaJieH MEIUKAMEHT B MEIULHUHCKUTE JOKYMEHTH Ha
MAIMEeHTa, M3TOTBSIHETO HA CIIMCHK C JIGKAPCTBA, KOUTO Ja ce U30sArBar, KakTo U TaKHUBa, KOUTO MOTaT
Jla ce M3MOJ3BaT Karo antepHaruBa. [Ipenu m3maBaHeTo Ha pelenTa 3a AajieH MEAUKAMEHT, KaKTo U
MpeI ONepaTHBHU MHTEPBEHIINH, € HE00X0AuMa MOoAPOOHO 0OCHKAAHE.

[IpeBaHTHBHM MEpKU uYpe3 MpeMeAuKanus (Hamp. 0aBHO MHKEKTHUpaHE Ha MEIMKaMEHTa C OrJel
HaOmoeHne 3a peakmmu Ha DHR w mpenBapurenHo JiedeHUE ¢ TIIFOKOKOpTUKOCTepowau u Hl-
AHTUXMCTAMUHM) ca TMOJE3HU TMaBHO 3a Heajepruunu DHR (Hampumep KbM BaHKOMHUIIUH, HSKOU
NMBA, #ioa-cbabpkaiiyu KOHTPACTHU CpeacTBa U xumuorepaneBtunn). Koprtukocrepounure u H1-
AaHTUXUCTAMUHHUTE HE TPOUIAKTHPAT HaleXKAHO pa3BuTHeTo Ha IgE-3aBucuma anadunakcus.
OcBeH npekpaTsiBaHe Ha IpUeMa Ha [PEAINoNIaraeMoTo JIEKapcTBo, JjeueHneTo Ha DHR BxitouBa:

Jleuenue Ha IgE-mequnpann peakuum:

JlekH, KOKHM PeaKUMH: aHTUXUCTAMUHU

Cepuo3nn peakunu (aHapuiaakcusi): TEpamnusTa BKIOYBA BCUYKU CTHIIKKA KAaKTO MPHU JICUEHUE HA
aHa(UJIAKTHYCH IIOK (OMHMCAaHO B pa3jena)

Jleuenune Ha He-1gE-Mequupann peaknun

Jlexku peakuMu: aHTUXUCTAMUHH, TOMUKAITHU KOPTHKOCTEPOH TN

Texku peakuum:

SJS/TEN: OOWKHOBEHO JICYCHHETO C€ MPOBESKIA B MHTEH3WBHO OT/CIICHHUEC WM B KJIMHHKA IO
U3rapsHUS U HaJlara MyJaTHIMCHMITIMHAPEH Noaxo/1. TepaneBTHYHOTO MOBEACHUE BKIIOYBA!
-Ilognbpkane Ha TenecHaTa TeMIieparypa-Heo0Xo1uMo € IpeduBaBaHe B cTas ¢ Temneparypa 30-32 C,
Mopajii HapylleHaTta peryjaius Ha TeJlecHaTa TeMIepaTypa

-3aMecTBaHE C MHTPABEHO3HU TEYHOCTH (KPUCTATIOUIN) U XPAaHUTEIIHU BEIIECTBA

-bonkoycnkosBany MeaAMKaMEHTH

-CrepuiHa 00paboTKa U MOAPHKKA HA 3aCETHATUTE KOXKHU U JINTABUYHU MTOBBPXHOCTH, KaTO MOTaT Ja
ce MpujiaraT TOMUKAJIHU aHTUCETITUIIH.

-PenoBHO mpocneasBaHe 3a pa3BUTHE Ha OakTepuanHa WH(DEKIHs, 0COOeHO CTahUIOKOKOBA M TpaM
HEeraTHUBHA; MPO(UIAKTUYHOTO MPUIOKEHHE Ha aHTUOMOTHUIIM HE ce IPEenopbyBa

Kopruxocreponau: Ponsita Ha MpUIOKEHHETO HA CHCTEMHH KOPUTKOCTEOPHIIU TPH JICYEHUETO Ha
SJS/TEN Bce omie e npotuBopeunBa. Hsxon aBTopu HazHauaBat BUcoku 103 KC 3a KpaTbk mepuo/ B
Ha4yaJIOTO Ha peaklusITa, OOMKHOBEHO MPETHU30J0H 1-2 Mr/kr/mHeBHO 3a 3-5 nuu. UHTpaBeHO3eH
umyHora00yaun (IVI1G): Criopen HsiKkou npoy4YBaHus, TOBA € Hali-ueCcTO MPUIIAraHusl MEAMKAMEHT 3a
neuenne Ha SJS/TEN; OOukHOBEHO ce mpuiiara B 703a 1-3 I/KI/IHEBHO W MMa TOOpH pe3yiTaTH,
oco0eHO mpu MmojmoOpsiBaHe Ha peenuTeNnu3anuaTra Ha koxarta. JlokasarencrBata o0ade ocTaBaT
MPOTHBOPEUYNBH, KaTO HE BIIMAE BHPXY CMBPTHOCTTA.
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Hukjaocnopun: Manku cepud OT cioydau C UUKIOCHOPHH MpHWJaraH B J103a 3 MI/KI/JHEBHO,
JEMHOCTpUpAT HaMajeHa CMbBbPTHOCT I[IpoTHMBOmMOKazaHHs 3a HPUIOKEHHETO My € ObOpeuHara
HeocTaTbuHOCT. HeoOxoaumu ca moBede 1aHHU.

Hpyrm: Iuxnodochamun, mnazmadepesa, antu-TNF-o0 MoHOKIOHanHM aHTUTena (etanercept,
infliximab), rpanynouunt-kononus crumynupany pakrop (G-CSF), untpaBeno3en N-aleTHIIMCTHH ca
MpWIaraHu B €IUHUYHU CIydyau WM CEPUH C MajKO Ha Opoi MalueHTH C pa3Iu4yHHU pPe3yITaTH.
Heo6xoaumu ca mo-roseMu npoy4BaHusl.

DRESS: CucreMHHTE KOPTHKOCTEPOUIM OOMKHOBEHO C€ ITpUIIarat mpu Mo-TeKKH cirydau, lMima nanuaw,
4ye MUKJIOCTIOPUHBT MOXKE Ja ¢ edeKTHBHA antepHaThBa 3a JiedeHune Ha DRESS. Jlompnautennara
Tepanusi MOXe Ja BKJIIOYBA MHTPABEHO3EH HMMYHOIJIOOYIUH, Iuia3madepe3a, UMyHOMOAYIATOPHU
JekapcTBa Kato mmkiodochamun, MukopeHonar u puTykcumad. JledeHmero Ha KOXKHHS OOpHUB
OOMKHOBEHO BKJIIOYBA TOINUKAIHU KOPTUKOCTEPOUAM, E€MOJIMEHTH, AaHTHUXUCTamMuHH. [lpu
HEOOXOUMOCT - 3aMECTBAHE C €JIEKTPOJIMTH, TEUHOCTH, XPAaHUTEIHH BEIIECTBA, a NMPH HAINYHE HA
BTOpUYHA HH(EKIHUS, CIIEABA J1a CE MPUIIOKAT AaHTUOMOTHUIIH.

JleceHcnOuIM3aAUA

JlecencubunuzanusaTa ¢ MEAMKAMEHT C€ OMpefeNiss KaTo HHAYKIUS Ha BPEMEHHO CHCTOSHHUE Ha
KJIMHUYHA TOJIEPAHTHOCT KbM ChEAMHEHHE OTroBOpHO 3a pa3ButHero Ha DHR. TpsabBa na ce uma
MpeIBUJl KOTaTO MEIUKaMEHTHT € OT ChHIIECTBEHO 3HAUEHUE, HE CHIIECTBYBAT aJlTEPHATHUBU WIIU
JICYCHHETO C TSIX € HEe3aJOBOJIMTENHO, KAaKTO MpH ClIeAHHWTE ciydan : cyndoHamumu npu XHWB-
MH(EKTUpPaHU MALUEHTH, aJeprusi KbM XMHOJOHHU MPU HSKOW MAIMEHTH C MYKOBHCIHI03a, TEKKH
MH()EKIMH U aneprusi KbM b-JIakTamMH, aHTUTYOEpKYyJIO3HU JIEKapCTBa, ajleprusi KbM BaKCHHA Cpelry
TEeTaHyC, XeMoxpomaro3a ¢ ajeprus KbM JecpepoKcaMuH, ajeprusi KbM TaKCaHU U
XMUMHOTEPANEBTUYHN CPEJICTBA Oa3MpaHy Ha TUTATUHOBH COJIM, MOHOKJIOHAIHU aHTHUTEJa U3TIOJI3BaHU
IIPU HAKOM XEMAaTOJIOTMYHU M HEeXEMaTOJOIMYHH Heola3MH, cBpbxuyBcTBUTENHOCT KbM HCIIBC n
aCTIMPHH TIPH MAIMEHTH, KOUTO UMAT HEOOXOAUMOCT OT T€3H JIEKapCTBa C OTJIE ] TEpanusl Ha ChPICIHO
WA PEBMATOJIOTMYHU 3a00JIsBaHe.

Hsma o6mionpuery mpoTOKOIM 3a JeCeHCHOMIM3anus ¢ jJekapctBa mpopokupamu DHR.

IloBenenue npu Haii-uecrure DHR.

IlennunanH

[lennnunuHBT € Hail-uecTaTa JeKapcTBeHa ajneprus, 3acarama npuodauzutento 3-10% ot nanueHTuTe
JIEKYBaHU C HETro. 3a MAIMeHTH C ajeprus KbM NEHHLIMIMH JICYEHUETO cJe/Ba Jla C€ OTPaHu4H JI0
HETICHUIIWIINHOBH areHTH. KapOaneHemure (HanmpuMep UMHUIICHEM) HE TIPOSIBSIBAT 3HAUUTEITHA CTETICH
Ha KPbCTOCAHA PEAKTUBHOCT C MEHUIMIIMH M MOTarT Jia ce MpujaraT, HO C MOBUILIEHO BHUMAaHHE, Cle]
OTpHIIATENIEH KOXKEH TECT ChC CHOTBETHHUS KapOareHeM. MOHOOaKTaMHTE,KaTo a3TpEOHaM OOUKHOBEHO
ce MOHAcAT J00pe OT MAlMEHTH C ajJeprus KbM MEHUIMINH, C W3KIIOYEHHE Ha Te3U C MpeaxoaHa
alleprudHa peakius KpM HedrazumuM. [lpunoxenne Ha medarociOpmHH OT BTOPO MM TPETO
MOKOJICHHE CBIO MOXKE Jla ce MMa NpeABH], Thil KaTo € J0Ka3aHO, Y€ CTENeHTa Ha KPbhCTOCaHa
PEaKTHBHOCT MEX]y TSIX W TICHUITWINHA € TIO-HUCKA, OTKOJIKOTO C T€3H OT IIBPBO IMTOKOJICHHE.

[Ipu anamHe3a 3a aneprust KbM HNEHULMIMH € HEOOXOAMMO IPOBEXKIAHETO HA KOXKHU MPOOH. AKO
MEHUIWIMHBT CE CUMTA 32 aOCOIIOTHO HEOOXOIUM IpH TMAIMEeHT C aJeprus KbM Hero, TpsOBa ma ce
OOMUCITH IeCEeHCUOUM3allMs 1 Ipolielypara TpsioBa a ce U3BbpIIBa CaMo IO/ JIEKapCKO HaOIIo1eHue
B OOJIHMYHU YCIIOBHUS.
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Hedanocnopunu

Haii-uectute anepruuHud peakuud KbM LedaaocmopuHd ca MakKyJlIonamyjao3HUTe OOpHBU U
JIeKapCTBEHA TPECKa; ypTHKapusATa He € 4ecra, a aHauiakcusaTa € psaka. [logoxureaHure KOXXHA
TECTOBE 3a NEHULWIMH Ca CBBP3aHU C IMO-TOJSIMA BEPOSATHOCT OT AQJIEPIMYHHU PEAKIUU KbM
1edalloCIOpuHH OT IBPBO MOKOJIEHHE. Ta3u KpbCcTOCaHa peaKTUBHOCT 00ayue ce OCHOBABA HA PE3YJITaTH
OT KO)KHHUTE TECTOBE, a He Ha 0a3zara Ha nmpoBokanuu. OrpaHnueHa € KpbCTOCAHTA PEAKTUBHOCT MEXKIY
1e¢alloCiopuHI OT BTOPO U TPETO MOKOJIEHUE U IEHULMINHU, 0COOCHO aMUHOTICHUITMITHHU.
Cyadgonamuau

Cyndonamuanre gecto ca CBbp3aHu chc 3a0aBeH Tun peakiun karo MPE, SIS u TEN. [TanuenTure,
3apasenu ¢ HIV, ca n3nokeHu Ha MOBUIIEH PUCK OT Pa3BUTHE HAa KOKHU PEaKIUU KbM CylipoHAMUANTE,
KOETO BEPOSATHO € CBBP3aHO C UMYHOJIOTUYHU (aKTOPH M YECTHUS NMPHEM Ha Te3u aHTHOHOTHIH. [Ipu
HYXKJIa € € YMECTHO MPOBEXK/IaHETO Ha JECEHCUOMIU3AIIHSL.

Toii KaTO XUMHYHATA CTPYKTYpa Ha He-aHTHOAKTEepHaTHU CyI(poHaMHUIH (HAMp. THA3UIHU TUYPETHULIH,
Hsakou HCIIBC u aHTHKOHBYJICAHTH) € pa3jinyHa OT Ta3W Ha aHTUOAKTEpUATHHUTE,BEPOATHOCTTA 3a
KpBCTOCAHA PEAKTUBHOCT € MaJIkal OOMKHOBEHO MOrar 0e30macHO Ja ce NpuiaraT Mpu HNalUeHTH ¢
aHamMHe3a 3a aneprus KbM cyiapoHamuau. M3kimrodeHue mpaBu cyidacanasuHbT, KOWTO TMpHU
pasrpaxxaHe B CTOMAalIHO-YPEBHHUS TPAKT C€ MPEBPbBILA B CyApanupuIuH, NpUAoOMBaiiku apoMaTHa
MMYHOT€HHA CTPYKTYpa Kato cyidameToKkca3ona.

PaguoxoHnTpacTHM BemiecTBa

PannokoHTpacTHUTE BELIECTBA Ca CBbP3aHU KAKTO C AJIEPIrMYHU, TaKa U C NICEBOAIIEPIUYHH PEAKIUU.
YecroTara Ha peakMUTE, BKIIFOUNTEIHO TEXKKHU, )KUBOTO3aCTpalllaBall, U3IJIeK/a € I0-HUCKA ITPU He-
JMOHHMTE CHpsMO HOHHM areHTu. [IceBroanepruyHuTe peakiuy KbM paJUOKOHTPACTHUTE BEILECTBA
OOMKHOBEHO Morar ja ObAaT NpeJoTBpaTE€HU upe3 MpeMeauKalus, KOSTO BKIIOYBA OpaJlHU
koptukoctepouan M Hl-antuxucramunu. Ilpu takuBa oOcrosTencTBa TpsOBa Ja ce M3MOI3BAT
KOHTPACTH C HUCKA OCMOJIAPHOCT.

JlokajIHH aHeCcTeTHIIU

WcTuHCcKnTe anepruyHd peakiuu KbM JIOKAJTHUTE aHECTeTULM (Hamp. HOBOKaWH, JHUIOKaWH) ca
U3KIIIOYUTEIHO PEIKH; peakuuTe OOMKHOBEHO CE IBJDKAT Ha JIPYTH ChCTABKH B JICKApPCTBOTO, KAaTO
KOHCEpBaHTU. BbIpeku ToBa, ako CHMITOMAaTMKara € B CHOTBETCTBME C BBb3MOXHa Obp3a, IgE-
Meauupana (tun ) peakuus, € yMecTHO MPOBEKAAHETO Ha KOXKHU TECTOBE U IMPUJIOKEHUE HA JIOKATHU
aHEeCTETHUIM 0e3 ennHePpUH U/ uim 6€3 KOHCEPBAHTH.

Anerniacaanuniona k-ua (acnupun)/ HCIIBC

AueruncanuiioBata kucenuna (ASA) u HCIIBC morart na mpein3BUKaT KaKTO UCTUHCKU aJlepTUYHH,
Taka U MCeBA0AIEPTUYHHU PEAKIIMH, BKIIOUYUTEITHO 000CTpsIHE Ha TOIeXkKAI 3200 IsIBAaHUS KaTO acTMa,
yptukapus, auruoeneM. CenektuBHuTe COX-2 HHXUOUTOPH MTOYTH HUKOTA HE MTPEIM3BUKBAT PEAKIIUH
1 OOMKHOBEHO MOTar Jia ce MpueMaTr 0e30MacHO OT MAaLUEHTH ChC CBPBXUYBCTBUTEIHOCT KbM ASA /
HCIIBC. [lecencuOunuzanmsi ¢ acOUpUH MOXE Ja ce OOMHCIM W TpU acIUPHH-O000CTpeHaTa
pecniuparopHa 6omnect. Mctunckure anepruunu peakuuu kbM HCIIBC o0ukHOBEHO ca crieriuuyHu 3a
JIEKapCTBOTO ¥ MOPAJN TOBA MAIIMEHTHUTE, YECTO ca B cheTosinue na monacst apyru HCIIBC.
Peaknuu kbM MOHOKJIOHAJTHM aHTHUTe A (MAD)

mADbs ca IpOTENHH C IPHUCHIAa UMYHOT€HHOCT. PeakiiuuTe Ha CBpbX4yBCTBUTEIHOCT KbM MADbS, KOUTO
Morar Jia Bapupar I10 TEXKECT OT JIEKHU A0 KUBOTO3aCTPALaBAILIMIIPEACTABIIABAT €CKAIUPAL] KIMHUUEH
npo6sieM, Thid KaTo Te3W OMOJIOrMYHU MpenapaTy Bce MOBEYE Ce M3MOJ3BAT 3a JICYCHHE Ha Pa3IudHU
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BB3IMAINUTEIIHN, aBTOUMYHHHU U 3JI0KQYEeCTBEHM 3a00iisiBaHUS. PUCKBT OT pa3BuUTHE HAa PEaKUUU KbM
mAb 3aBucu 0T xymaHuzanusTa Ha mAb (T.e. HambJIHO YOBemKM MADbS ce CUMTaT 3a MO-MaJIKO
MMYHOTEHHH OT XYMaHU3HMPAHU WM XUMEPHH MADS, KOUTO ChIBpKAT NMPOMEHJIMBU KOJIUYECTBA
II0CJIeI0OBATEIHOCTH OT MUIIM IIPOU3XO0/), BUJIa HA IPOU3BEICHHSI B OTTOBOP UMYHOII00Y/MH (T.€. IgE
cpemy IgQG), akTHBHpaHETO Ha KOMIUIEMEHTa M HAJUYMETO HA AJIOBAaHTHU W IOMOIIHU BEIIECTBA.
JIoKaTo NOBEYETO peaKIMM Ha CBPbXUYBCTBUTEIHOCT KbM MADb ce Ib/DKaT Ha OCBOOOXKJaBaHE Ha
IUTOKMHYU, Ha (poHA Ha JMIICBalla UMyHHA CHEHM(PUUHOCT (HAmp. Tpecka, riaBodoiue, OOMKH B
I'PBAHUSA KOII /Tbp0Oa, MOBUIIEHO KPbBHO HAJISITaHE, CTOMALIHO-YPEBHU CUMIITOMH), Bb3HUKBAHETO Ha
UMYHOCTICHU(UYHU PEaKIIMA Ha CBPBXUYBCTBUTEIHOCT CHIIO € BB3MOXKHO, KaTO T€ MOTraT Ja ce
IPUIIOKPUAT ¢ HEMMYHHU MEXaHU3MHU, KOETO BOJM J0 KOMIUIEKCHU KJIMHUYHM IposiBU. TpsAbBa na ce
0TOeNeXH, 4e peaKIuuTe, IbJDKAIIN Ce Ha 0OCBOO0XK/1aBaHEe Ha IIMTOKUHH, OOMKHOBEHO CE MOSIBSIBAT MPH
I'BPBOTO NMPUIIOKEHNE HAa MAD 1 OOMKHOBEHO OT3BY4aBaT ObP30 C MOCIEABALY €KCIIO3ULIUH.

[Tpu IgE-menuupann peakinu KOKHUTE TECTOBE MOTAT Ja ObJAT MOJOXKHUTEIHU W /WM TPHUIITa3aTa
Mo’ke Ja ObJie MOBMILIEHA [0 BpeMe Ha peakuusaTa. [gG-menuupanu peakuuu ca HaOJIr0faBaHU IPU
MHOTOKpATHO M3J1arane Ha nHpmMkcuMad. KoskHUTE TECTOBE ca OTPHUIIATEIIHY.

Haii-uecrata nposiBa Ha GaBHUS THII peaklUMs HA CBPbXUYBCTBUTEIHOCT KbM mMADbs € mojgo0HaTa Ha
cepyMHa 0OJIECT peaKIys C BACKYJIUTHH MIPOSBYU (HAIpP. TPECKa, HEPA3MOIOKEHUE, apTpalTrus / apTpuT,
0oJIKa B YEIOCTTa, EpUTEMATO3€H WM YPTUKAapHaJieH OOpUB, MypIypa U KOHIOHKTUBAJIHA XUIIEPEMHUS).
OOuKHOBEHO ce NosIBsIBa 5-7 AU cien nHpy3uara. Madnukcumad n abunkcnmad MoraT 1a TpOBOKUPAT
nosiata Ha MPE. mAbs morat na ca npuunna 3a pazsutuero Ha SDRIFE, SJS u TEN.

[Ipu nosiBa Ha TEXKKHU PEaKIIMU HA CBPbXUYBCTBUTEIHOCT KbM MADbS, € HE00X0AMMO Ha3HAYaBaHETO Ha
aJITEpHATHBHO JIEKApCTBO, KOraro € BB3MOXHO. Hampumep, maHutymymad MoOXe Ja 3aMeCcTH
HeTykcumMal Tpu MalueHTH C JIePTUYHU peakiuu, mMenuupanu ot IgE anTurena xem anda-ran.
JleceHcuOmnu3anusaTa € nokasaHa caMo Korato mAb ce cuuTa 3a Tepanus OT I'bpBa JIMHUS U €
MPOTHBOIOKA3aHa TPU TEXKH OaBHH PEaKIWU HA CBPHXUYBCTBHUTEIHOCT, BKIIOUHTEIHO PEAKIIUH,
110JI00HU Ha cepyMHa 00JIeCT.

IX. 3akaouenne.

MenukaMeHTO3HaTa CBPBXIYBCTBUTEITHOCT € YECTO CPEIIaH KIMHUYCH MPOO0JIeM; KOHCY/ITAIHSITA C
aJIeproJior € BakHa C OrJie]] MPaBUWJIHOTO AMATHOCTUILIMPAHE W MOAXOMASIIO MoBeaeHue. Jluarnosara e
0a3upaHa Ha JeTaiiHaTa aHamHe3a, (PU3WYECKH TMperiiea, KOXHH TECTOBE W B HAKOW CIIydawu-
MIPOBOKAIIMOHHH TECTOBE.

OCHOBEH NMPUHITAII TIPH JICUSHUETO Ha JICKAPCTBEHA aJleprys € N30STBAHETO Ha JIaJICHOTO JICKAPCTBO U
3aMEHSIHETO MY C aJTepHATUBHU MEIUKAMEHTH, KOUTO HE ca CTPYKTYpHO CBBP3aHH, KOTaToO TOBA €
BB3MOXHO. [Ipn n300pa Ha aNTepHATHBHU JICKapCTBa TPsOBA J1a ce B3eMe MPEBU] Bh3MOXKHOCTTA 32
KpBCTOCAHATa PEaKTUBHOCT. AKO JaJ€HOTO JIEKAPCTBO, HSIMa MOAXOMSINA alTepHaTHBa, MOXKE J1a ce
0OMHCITH TIPOBEXKTAHETO HA JCCECHCUOMIIA3AITHS.
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AJIEPTUYEH KOHTAKTEH JEPMATHUT (MKE-10: L23)

|. Onpenenenne

Anepruunuar koHtakteH aepMatuT (AKJl) e ¢opma Ha KOHTaKTeH ACpMATHUT B pe3yiaTaT Ha
XUIEPCEH3UTUBHA KOKHA peaKius OT 3a0aBeH THUII, IPEAU3BUKAaHA OT KOHTAKT ChC CYOCTaHIIUU C HUCKO
MOJIEKYJIHO TETJIO.

II. Enugemuojiorus

Cnen upuraruBuus, AK/] € BTOpuAT 1o yectoTa BU KOHTaKTeH aepMaTuT. 20% OT HACEIIEHUETO Ha
EBpomna e 3acernato oT KOHTaKTHA aJIEPTUsl KbM €HA WK TIoBede OT 0,130 30-Te Hali-3HAYUMU U YECTH
CyOCTaHIINH, TPEeIM3BUKBAIIH 3a00JISIBAHETO.

111. Knacudpukanus

KonTakren nepmarur KonrtakTHa, momuMopQHa Bh3MAINUTEIHA PEaKIus, Bb3HUKHAIA
B PE3YNTAT OT KOHTAKT C XMMUYHHU, PU3UYHU UK OMOJIOTMYHU
areHTu OT OKOJIHATa cpesia

Wpuratus | Hait-uectara popma na K/I.

€H JlupekTHa yBpea Ha eNUAEpMHUCA OT APa3HEIUTE
cyOcTaHIUH.

Hsma npenBaputenHa ceHCHOMIN3aIHsL.
Knunu4HO ce nposiBsiBa B IbpBUTE HAKOJIKO Yaca
ClIe]l KOHTAKTa.

KnunnyHara kapTHHA 3aBUCH OT KOHILIEHTpAIUs U
KOJIMYECTBO Ha JAPA3HUTEINTE, MOTEHLUAI Ha
Jpa3HEHe Ha UPUTAHTA, aJIXE3Usl U OKITy3Hs Ha
MSICTOTO, BpEME Ha KOHTAKT, OKOJIHA CPeJa,
TEMIEPATYPA, BIAKHOCT, CE30H.

Anepruue | Bropusr no yecrora K/I.

H Bp3nanuTenna peakius Ha KoxaTa, KOsTO ce
pa3BHBa cJell KOHTaKT Ha KOYKaTa C Ja/IeH aJlepreH.
[IpenBapuTenHO CEHCUOMIN3UPAH MalUEHT.
[TpoTnua kato 3a0aBeHa peakiys Ha
CBBPXYYBCTBUTEIHOCT IV THI.

DOTOKOHTAKTEH Ex3eMHUSAT mpoliec € npeaAn3BUKaH WM arpaBUpaH OT
JepMaTUT CBETJIMHATA.

CucreMeH KOHTaKTEH IIpu cucremHo npuemane (epopajieH/BEHO3EH IbT) Ha
JepMaTUT ajyiepreHa, KbM KOMTO UHAUBUIBT € CBPbXUYBCTBUTEIIEH,

BB3HHUKBA CK3CMCH IIPOLCC.

IV. Mexauu3bsm

AKI[ ¢ 3a0aBeH THII XUNCPCCH3UTHBHA PCAKINA B OTTOBOP HAa KOHTAKTHH aJICPTCHU.
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AKJl e xmacuuecku |V Tun xunepcensutuBHa peakuus. Kacae ce 3a T-kierpuHo MenuupaHo
BB3IIAJIEHUE Ha KoxXaTa, IBJDKALIO0 Ce Ha MHOTOKpPaTHO H3JlaraHe Ha KoxXaTa Ha XalTeHU INpU
cencuOmnusupan naauBua. AKJl uma nse dasu:

1. ®a3aTa Ha ceHCHMOWIM3aLKsA, IPU KOATO B APEHUPALLUTE JUMGPHH BB3JIU C€ IPOU3BEKIAT aHTUICH-
cneun(uyHu epexTopHu T-KIeTKH, MHAYLMPAHO OT MUIPHPAIUTE OT KOXKaTa JEHAPUTHU KIIETKH,
ChIBPIKALIH (ParoUTHPaHU €K30TC€HHU AaHTUTEHHH MTEeNTHIH.

2. EdpexTopHa ¢aza ce peanusupa ciiesi pe-eKCIO3MIHs Ha ChIIUS MM KPBCTOCAHO pearupal ajJeprex,
KaTo KpalHUAT pe3ynaTtar € TunudHoTo 3a AKJl Bp3nanenue. [IppBoHayaiHUAT UMyHEH OTroBop € T
utotokcuueH (Tc)l wmu Thl. Benpeku ToBa Th2, Th17 u Th22 otroBopu ce oka3Ba, 4e UTPasiT PO,
B 3aBHCHUMOCT IOHSIKOTa OT aJiepreHa. Taka HampuMep HHKEIbT MMa MOTEHIMaNa Ja uHaynupa Thl,

Th2, Thl7.
V. KiunnyHa kapTuHa

K]l ce xapakrepusupa ¢ 1HOsBa Ha JIOKAIM3UPAHU KOXKHU IPOMEHHU (YECTO C I'€OMETPUYHHU HIIU
TuHEeapHH (GOpMH) Ha MSCTOTO Ha KOHTakT ¢ anepreHa. Kakro MKJ, taka m AKJl morar nma ce
IPEJCTABAT C TPH MOP(HOJIOTUYHU MOJieNna:

Octpa ¢a3a: epureM, 0TOK, 00pa3yBaHe Ha KPYCTH, YyBCTBHUTEITHOCT, BE3UKYIIU HIIU ITYCTYIIN
CybakyTHa (pa3a: KpycTH, JeCKBaMallis U XUIEPIUTMEHTALUS

XpouuyHa (a3za: JluxeHupukanus

Jlokanu3anusara Ha oOpHBa € pa3InyHa B 3aBUCUMOCT OT MSICTOTO Ha KOHTAKT C ajnepreHa. Haii-uecto
CE 3aCerHaTH JJaHUTE, MO-PSAIAKO CE CPEeIa — CKaJIIbT.

ITpu AK]I ocBeH Ha MSCTOTO Ha KOHTAKT, KOKHUTE IPOMEHHU MOTaT Ja Ce€ pa3NpOCTPaHAT U MO APYrU
yacTU Ha TsUJIOTO, T.Hap. aBTOceH3umOwnm3auusg. He cplnecTByBaT NaTOTHOMOHUYHU KIMHUYHU
IIPU3HALM, 10 KOUTO J1a CE pa3rpaHUyaT ajlepruuHus KOHTAKTEH JEPMaTUT U UPUTATUBHUSA KOHTAKTEH
JepMaTuT.

Octpara npuTaTUBHA peakIysi OOMKHOBEHO JIOCTUTA CBOS MK OBbP30, B pAMKUTE Ha MUHYTH /10 HIKOJIKO
yaca clie]] U3Jarase, 1 cjej ToBa 3aroy4sa Jja ce OTMHUHABA, JOKATO MPH aJepruiyeH KOHTAKTEH IEPMAaTUT
HayvajHata ¢a3a 3aBUCH OT XapaKTEPUCTHUKUTE HAa CEHCUOMIIN3aTOpa, MHTEH3UBHOCTTA HA €KCIIO3ULIHMSTA
U CTETEHTa Ha UyBCTBUTENIHOCT. Jle3unte 0OMKHOBEHO ce nosiBaBar 24 10 72 yaca ciejl u3jJaraHero Ha
NPUYMHUTENS U JOCTUTAT CBOS MUK NMPHOIM3UTENHO OT 72 10 96 yaca. AJleprUYHUAT KOHTAKTEH
JepMaTUT ce MoJo0psiBa M0-0aBHO OT UPUTATUBHUS KOHTAKTEH JAEPMATUT U PELUIUBUpPA MO-OBP30
(cnen HAKOJIKO JTHH), KOTATO €KCIO3ULIUATA C€ Bb3CTaHOBH.

VI. Aneprenu, NpuYHHABALLU aJleprudeH KOHTAKTEH AepMaTUT

1. MeTaju (HUKeT, XpoM, KOOANT U APyTH).

HukenbT e Hailf-uecTUAT KOHTaKTeH anepreH. Toil ce OTKpUBa B YaCOBHUILIU, OMKyTa, KOJIaHU, OpEeKeTH,
IIMHYA ¥ anaiHbpu. [IbpcuHT B 001acTTa HA YIIUTE € Cpe]l OCHOBHUTE NMPUYHMHU 32 CEHCUOUTU3AIUS
KbM HHUKEJ, KaTO PUCKBT 3a CEHCcHOWIM3alus ce yBennyaBa ¢ Opos Ha nubpcuHrure. bpekerw,
M3pabOTEeHN OT Pa3IUYHU METAHU CIUTAaBH, MOTAT Jla MPUYUHSAT MEpHOpalieH JePMATHT U JIE3UH B
obJyacTTa Ha OpajlHaTa MyKO3a. XpOMBT C€ M3IOJ3Ba 3a 00padoTBaHe HA KOKeHHU m3enusi. OCHOBHA
MPUYMHA 32 ceHcuOMIM3anus 1 nosisa Ha K/I o crbenanara, € HOceHETO Ha KOKEeHU 00yBKH Oe3 yopary,
0COOEHO Tpe3 JISATOTO.

2. KoncepBauntu (dpopmangexun/popmanaexu 0CBOOOKIaBaIU U HEPOPMATIEXUTHH).

Ko3meTrnunu npoayKTu ¥ NpoAyKTUTE 3a JIMYHA XUTHEHa KaTo AylI-TeJIoBe, HIaMIIOaH!, 1€30J0pPaHTH,
KakTo 1 Hen3MuBHHTE (“‘leave-on”) mpoaykTi kaTo KpeMoBe, JJOCHOHU, OajicaMK MOTaT Jia ChABbPXKAT
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pacTUTEIHU W XHMHYHH CHhCTaBKM C BHMCOK ajJepreHeH moTeHumuan. TakuBa ca  Quaternium-15,
Imidazolidinyl urea, 1,3-dimethylol-5,5-dimethyl hydantoin, 2-bromo-2-nitropropane-1,3-diol,
Methylchloroisothiazolinone, methylisothiazolinone, Parabens, Thimerosal.

3. Ilappromu

IMapdromen mukc 1 (cinnamic alcohol, cinnamic aldehyde, hydroxy citronellal, amyl cinnamaldehyde,
geraniol, eugenol, isoeugenol u 0akmoss)

[Mapdpromen mukc 2 (Lyral, Citral, citronellol, farnesol, coumarin, cinnamic aldehyde)

4. bou 3a Koca, TEKCTHJIHU 0OM, BpeMeHHH TATYHPOBKH ¢ KbHA
P-phenylenediamine, cpabpikariil ce B TAX, € YeCTa MPUYMHA 3a alCPrHUYCH KOHTAKTEH JAEPMATHUT II0
CKaJIIa, JIIETO U YIIUTE.

5. MeIlI/IKaMeHTl/I 34 JIOKAJHO IMPUJIOKEHUE

- Aunecreruiu (benzocaine, procaine, tetracaine)

- Autuburor (neomycin, gentamicin, tobramycin)
- Koptukoctepouau

6. lpyru (mpomnoJimuc, K0J10()OH, AKPUJIATH)

B npousBoacTBOTO Ha 00YBKHTE BCE IOBEYE CE M3I0JI3BA KayyyK, BCIEICTBUE HA KOETO C€ yBEJINYaBa
PUCKBT 3a ceHcuOMnu3anus KbM Tuypam u N-napadeHuneHanaMuH, KakTO W MapaTepluepHa
beHondpopmanexuaHa cMoIa.

Haii-uecTuTe MpUTaHTH Cca callyHU U JI€TEPreHTH, BBIIPEKU Y€ BoJlaTa cama 1o cede cu MOXKe ChIIO J1a
Obae uputaHT. B mpodecuonanHa cpena MpUTAHTH Morar jga ObJaT Macia; OXJAJUTeIH — KaTo
aHTU(PU3, aHTUKOPO3UBH; KUCEJIMHU; OCHOBHU; Pa3TBOPUTEIH.

VII. Inarnocruka

1. AnamHe3a

- aHaMHe3a 32 €K3eMa U JPYTI'H aTOIUYHU IPOSBU

- CyOEeKTHBHHU OIUIAKBAaHUS Ha MMallMeHTa

- BpEMETpaeHeTO Ha 3a00JIIBaHETO

- HaJIMYKUETO Ha PeLUIUBU

- (haMuIIHA aHaMHE3a 32 aTOMHS

- IOAPOOHOCTH 3a IPYT'H KOKHU 3a00JIs1BaHNs, MUHAIIM U HACTOSIIH
- U3BECTHU AJIEPTUU

- xo0uTa M pa3BlIeKaTEIHH IEHHOCTU

- U3M0JI3BAHHU JIOKAJIHU M CUCTEMHHU JIEKApCTBA

- U3MOJI3BAHETO UJTH M3JIaraHeTo Ha KO3METHUYHU NPOAYKTH 0€3 OTMUBAHE
2. ®u3uKajeH nperJesm

- JIOKaJIN3alMsl Ha OTJIaKBAHUATA

- CHMETPUYHOCT Ha 00OpHBa

- MOp(OJIOTHYHA XapaKTePUCTUKA

3. EnukyTaHHOTO (11a4) TeCTyBaHe
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IMoka3aHus 32 eNMKYTAHHO TECTYBaHe NMPH
aena

HacouBama anamHesa

HacoyBaio KTMHIYHO pa3npeaeseHue Ha
KOXKHUTE YBPEKIAHUS

Texxka exzeMa, 0COOCHO aKo He pearrpa Ha
JIOKaJTHA Teparus

Ex3ema Ha pblLieTe MM KpakaTa

Pe3ucrtenTen Ha Tepanus (aTONUYCH)
JIepMaTHT

AnamMHe3aTa ¥ (QU3MKAJIHMUAT Tperiie] Ha NalueHTa OOMKHOBEHO [aBaT HACOKM 3a BB3MOXKHHUTE
CEeHCHOMIN3aTOPHU U ClIeIBa Ja PHKOBOIAT M300pa Ha MaTepHalM 3a TeCTOBeTe. TecTyBaHe HE TpIOBa
71a ce U3BBPILBA IIPU OOCTOATEIICTBA, KOUTO MOTAT J1a IIOBIUSAT Ha pe3yaTatuTe. TakuBa ca Halmpumep,
HMHTCH3UBHO n3jgaraHe Ha YJIATPABUOJICTOBU JIb4YH, IIpueM Ha HMYHOCYIIPECUBHU 501041
UMYHOMOZYJIUPAIIN MEIUKAMEHTH, KaTO KOPTUKOCTEPOMJHH Npenapard, HUKIOCIIOPUH WIH OCTBHP
JIepMaTuT.

[To mpuHIMT ENUKYTaHUTE TECTOBE, aKO € Bh3MOXKHO, TPSAOBA /1a ce M30srBaT MPH BCEKU TUIT AEPMATHT
/HOBOTIOSIBIJI C€ MJIM CKOPOIIEH/, 32 1a c€ M30erHar (aiiBo MOJOKUTEITHH PEAKIMH U/UITA CHHIPOM
Ha HACTpbXHajaTa Koka. TecTyBaHETO € KOHTPaWHIUIMPAaHO IPH HA aHaMHe3a 3a CHCTEMHa
aHa(i)I/IJIaKTI/I‘IHa PCaKknusd KbM HAKOU OT IMPEAIIOTIaracMuTe aJJICpreuu. BpeMeHHOCTTa U KbpMCHCTO HC
IpeACTaBIsABaT a0COTIOTHU KOH- TPAHMHIUKALMK, HO € JKEJIaTeHO TeCTYBaHETO Jia Ce MPOBEXIa MpU
TE3H MAIMEHTH CaMo IPU aOCOIIOTHA HEOTJIOKHOCT.

Mopenun Ha 1epMaTHT, 32 KOUTO € 3anog03peHn ajepreHu

NMOKA3aHO TeCTYBaHe

JlepMaTuT Ha TULETO (BKJI. KJIETIA4yH) Ko3meTnyHu cbCcTaBKH: apomary,
KOHCEPBAHTH U MEANKAMEHTH

XPpOHUYEH BBHIIEH OTUT MenukameHTH

Xennur Ko3MmeTnuHu chCcTaBKM, apOMaTU3aHTU

drekcypu Ko3meTrnunu cbcTaBKH, TEKCTHIIHA 00N

Prue Ko3meTnunu cbCcTaBKH, KaydyKOBU
XUMHKAJIH, PACTUTEIHU MaTepUaIn

AHoreHuTajieH MenukaMeHTH U KO3METUYHH ChCTaBKH

Kpaxka Marepuanu 3a 00yBKH, BKIIOUUTEITHO
XpoMaT, KayqYyKOBU XUMHKAJIH

doronepmarosa CipHUE3aIIUTHY IPOAYKTH, KO3METUYHH
ChCTAaBKH, METUKAMEHTHU

“Airborne” nepmMatut JleTnuBY KO3METUYHU CHCTAaBKHU, PACTUTEIIHU
MaTepuaIu

Crmopen ICDRG (International contact allergy research group) aemara moraT aa ObIaT TECTYBaHH ChC
CTaHJIapTHATa KOHIICHTPAIIUs Ha aJIepTeHUTe, YIIoTpeOsBaHa 3a TECTyBaHE U IIPU BH3PACTHH MAIMCHTH.
[Ipenopbuntenno e wm3non3BaHeTo Ha EBpormeiicka crangapTHa cepus, chabpikama 30 aneprena.
JlemeHKUTE ce IOCTaBAT HA YMCTA KOXka B 00JIacTTa HA I'bpOa, HO MOXKE J1a CE CIIOKAT U BBPXY paMeHaTa,
Oenpara wim kopema. OTYMTAHETO ce U3BBPIIBA HA 4851, 7251 unu 965 yac. JlomMbIHUTETHO OTYUTAHE
MOXE J1a C€ HalpaBu Ha 7-s JIeH. 3a OTYMTAHE Ha May TECTOBETE € MPUETa MEXKIyHapOdHa CHCTEMa.
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3arpyAHeHusTa MpU pa3rpaHUdYaBaHe HA CladUTE aJepruyHH OT UPUTATHBHUTE PEAKIMH Ca YECTH.
OKOHYATETHOTO PELICHUE ITPU THIKYBAHETO HA MOJI0KUTEIHUTE PEaklMHu, TpsiOBa 1a Objie choOpa3eHo
C KJIMHUYHATa UCTOPUS.

OTtunTaHe Ha PE3YNTATUTE OT CMUKYTAHHOTO TECTyBaHE
CumBon | Peaknus XapakTeprucTUKa
- Otpunarenna JluncaT BUIUMU IPOMEHU
+ Cnabo monoxurenna | Judysen eputem, ciabo u3pazeHa HHPMITpaIus,
nanyau
++ Cumnno Hudysen eputem, u3pazena uHOUITpaLus, MaMyIH,
MIOJIOKUTEITHA BE3HKYIHU
+++ MHoro cuiHo Hudysen eputem, nuspazena nHGUATpaLus, BE3UKYIIH,
MIOJIOKUTETTHA KoH(urynpamu B Oyina
n.p. HUpuratusna JuckpeTeH eputeM, HeaHTaKupall 30HaTa Ha 1s71aTa
KaMmepa, HaMa UHGUITpanus
? CpMHHTEIIHA Cnab mudyseH eputem, 6e3 nHGUITpaNUs

EnukyraHHOTO TecTyBaHe CbC cTaHaapTHa (0Oa3ucHa, CKpUHHUpAIla) Cephsi HMa BHCOKa
YYBCTBUTEIHOCT, KaTO Taka ce pa3kpuBar okojiao 80% OT KOHTAaKTHUTE ajlepreHu. Bbp3MoxxHO € aa
HaIpaBU TECTYBAaHE U C MPOJYKTUTE Ha MallEHTa, KaTO aKo ca MPOU3BEACHU 3a AUPEKTHO HAHACSHE
BBbpPXY KOara (Heu3MHBHH, ‘leave-on”), te morar ma ce TectBar "Kakto e", T.e. 63 paspexaaHe.
[IponykTure, 0003Ha4eHH KaTo "MPOIYKTH 3a U3IUIAKBaHE", KaTO CAllyHU U JETEPIeHTHU CE pa3pex/iaT
¢ Boza 10 KoHueHTpanus 1-10%, nnm ce TecTBaT, KaTo OTJIEIHHU CbCTABKU B 3aBUCHMOCT OT QJIEPT€HUTE
BKJIIOUYEHU B IPOAYKTA.

4. Ipyru 1MarHOCTUYHH NpoueaypH
Crpun-nay tect

Ckpau-ueMOBp TECT

Tect ¢ yooxxnane

OTBOpEH TeCT Ha MHOTOKpaTHa yrnorpeda

5. XucronaroJsiorus.

Eo3uHO(MIHA CITOHTH03a ¥ €K301IMTO3a HA €03MHOMUIN U JIMM(OLIUTH ca KIIOUYOBUTE
xapaktepucTuku Ha AKJ[ u 1pyru ex3emMaTo3HU JEPMATUTH, HO TE3W U3MEHEHHUs MOraT J1a ce
HaOJII0AaBaT U MPH JPYTU KOKHH 3a00JIIBaHUSL.

VIll. Inpepenunanna 1uarnosa
ATonuYeH 1epMaTuT

CebopeeH nepMaTuT
Hucxunaposudopmena ekzema
IIcopuasuc

Crasuc npepmatur

AcTeaToTn4Ha eK3emMa
ABTO€EK3eMaTH3anusl

Muxo3suc ¢pyHrouzaec

I X. JIeuenue
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1. Jleuenne na UKJ]
BxurouBa enuMuHUpaHe Ha IPUUUHUTEINTE, 3AIIUTHU MEPKH (PHKAaBULIM) U 3aMEHSHE HAa HPUTAHTUTE
(M3M013BaHe HA HEUPUTHUPAIIU CYOCTaHIUN).

2. Jleuenne Ha AKJ|

Ontumannoto nedenue Ha AKJl u3nckBa MHOTOCTpaHEH MOAXOJ: HIEHTU(DUIIMpaHe U W30sATBaHE HA
ajiepreHa, JICYCHHE Ha KOXKHOTO BB3IMaJIeHHWE, BH3CTAHOBSBAHE HAa KOXKHATa Oapuepa W 3alluTa Ha
KOJKara.

2.1. OtcTpansBaHe Ha €TUOJOTUYHUS IPUUUHUTEIN
2.2. 3ammTHA MEpKH (TPEANa3Hu PhKAaBUIIM U 00JICKII0, OapHepHU KPEeMOBE 32 KOXKaTa)
2.3. CUMITOMAaTHUYHO JICUCHUE

2.3.1. JlokanHa Tepanus

- Koptuxoctepouau (mometasone furoate 0.1%, npunarar ce 1-2 mbTH THEBHO 32 2-4 CEIMHUIIN)

- KanmmuuespunoBu naxudurtopu (tacrolimus 0.1% ATC code D11AHO0L unu pimecrolimus 1% ATC
code D11AHO02 ce npuara 2 mbTH THEBHO)

- EmonnenTu

- [dpyru nokajiHu cpeacTsa

2.3.2. ®usnkanHa Tepanus
- dororepanus
- Monodopesa

2.3.3. CucreMHO JieueHue

- Kopruxoctrepoumu (prednisone (wim ekBuBaneHTHa no3a or japyr cuctemMen KC) B moza 0.5-1
mg/kg/nueBHo (Makc 60 MQ/nHEBHO) 3a 7 THU)

- Petunonau (amutperrnronn ATC code D11AHO04 30 mg caps x 1 karc/aHeBHO 3a 3 10 6 Mecerna).

- Auruxuctamunu (bilastine, cetirizine, levocetirizine, loratadine, desloratadine, rupatadine u apyrn)

- UmyHomoynatopu (IMKIOCTIOpUH A, METOTpPEKCAT, a3aTHONPUH, MUKO(EHOIAaT MO(ETHI)

2.3.4. I'proku 3a KoXKaTa U poTeKIus (0aprepHr KpeMOBe, EMOJIMEHTH, U3MHUBHU CPeICTBa O€3 CaryHH)

HpCHOp’LqI/ITCJIHO € JIJCUCHHUCTO Ha KI[ 10 BpEMC Ha 6peMCHHOCT, KbpPMCHEC, KaKTO U IIpU Ac€1a, 1a 6’bIle
OIrpaHUYCHO 0 NPUIIOKCHHUETO HA JIOKAJTHHU CTCPOUAN U EMOJIMCHTH.
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MACTOIIATO3A (MKE: Q82.2.)

l. Onpenenenue

MacromnuTo3ara ce OTHAcsA KbM Ipyna 3a00/1sBaHUs], XapaKTePU3UPAIIU CE ¢ MPEKOMEPHO HATPYIIBaHE
Ha MOPQOJIOTHYHO M (HEHOTHIHO aOHOPMHM MACTOIUTH B €IAWH WM TOBede opraHu. Haii-uecto
3aCeTHATH ca KOKa, KOCTEH MO3BK, CIe3Ka, YepeH Apo0, TUM(HHA B3I, TACTPOUHTECTHHAJICH TPAKT.
Knuanynata xapakTepucTUKa Ha 3a00sBaHETO BKIIOYBA ChpOEK, 3aUepBsiBaHe, TaJeHe, TIOBPBIIAHE,
nuapwusi, abomMuHaaHa 00JIKa U BacKyJlapHa HECTAOMITHOCT.

I1. Enugemuosorus

Macromnuro3ara ¢ psaako 3abonsBane. Uectorara i Bp3iam3a Ha 10-13/100000. ITpu nenata 80% ot
CIy4yauTe Ha MAacTOIMTO3a CE€ MPOSBSIBAT Mpe3 IbpBaTa TOJWHA OT XKHUBOTA U MO-TOJIsIMATa 4acT ca
orpaHuyeHu 10 Kokara. [loBeueTo ce momoOpsiBaT WM O3paBsABAT HAIBIHO JO FOHOIIECTBOTO.
BB3pacTHUTE, KOUTO Pa3BUBAT MACTOIIMTO3a MTO-YECTO MMAT CUCTEMHH (hOPMH Ha 3a00JSIBAHETO U TE3U
HapyLIeHUs. UMaT CKJIOHHOCT Ja nepcuctupat. Koxuure dhopMu Ha 3a00sBaHETO MPEICTaBIsIBAT <5
% OT cily4auTe IIpU Bb3PaCTHHU.

II1. Mexanu3som

Brrpeku KiIMHUYHUTE U EHOTUITHHU Pa3IuKU MEXAY JeTcKaTa (popMa Ha MaCTOLIMTO3a U Ta3H C Ha4ajIo
IIPU BB3PACTHH, U JIBETE ca KJIIOHAJTHU HapYIIEHUs, CBbP3aHU CbC COMAaTUYHU MyTauuu. Mytanuu B KIT
rédga BOJAT 1O aHOMAJIMU B pacTEkKa, I[I/I(l)epeHHI/IaIII/IflTa, arorTo3ara U aKTUBUPAHETO HA MAaCTOLUTUTEC
c HaTpynBaHe B paznuuHu opranu. IToBeue ot 80 % OT ciaydauTe Ha MacTOIMTO3a C Hayajao MpHU
BB3pacTHU ca cBbp3anu ¢ KIT myramus D816V B ex3on 17. [Ipu 3abonsBaHeTO ¢ HaYallo B JIETCKA
BB3pacT TakaBa MyTallls c€ YCTAHOBSBA CaMO B €JHA TPETa OT CIIydyauTe, HO Ce ONUCBAT JAPYTH, a UMa
u ciydau 6e3 KIT myranuu.

3a0osgBaHeTO ce ompeaens OT epekTa Ha KIMHUYHO 3HAYUMHUTE MEIUATOpH, MPOAYLUPAaHU OT
Mmacronutute. OcBOOOXKAaBaHETO UM MOXke Aa ObJe B pesyntar kakrto IgE-zaBucumo, taka u IgE-
HE3aBUCHMO MACTOIIUTHO aKTUBUpaHe. Hskom oT Memmaropute, CKIATUpaHH B TPaHYIUTe Ha
MacCTOIIUTUTE Ca XUCTAMUH, XEMapHH, TPUNTa3a, KapOOKCUIIENTHIa3a, XMMa3a, JTU3030MHU E€H3UMHU.
MacronuTuTe ca W3TOYHHK HAa MHOXXECTBO IIMTOKMHHM, XEMOKHHH W pacTexHu (akropu. [lpm
aKTHBHpPaHE, MacCTOIMTUTE Mpoayuupar de NOVO CUHTE3MpaHH MEAHaTOpHU KaTo MPOCTarJaHIvHU,
JIEBKOTPUEHHU, TpoMOouuT-akTuBUpall ¢akrop u churosun-1-bocdar. Haii-nobpe uszydena o
MOMEHTA € poJIsATa Ha XUCTaMHUHA, TPUIITA3aTa U MPOCTarjaHAnHUTE BbPXY CUMIITOMUTE Ha KOKHATa U
crcTeMHa MacTonuTo3a. KIIMHNYHNUTE TIPOsIBU, CBBP3aHU C BHE3AITHOTO M €KIIECHBHO OCBOOOXKIaBaHE
Ha MeAMaTOpHTe, ca MOJOOHU Ha TE3W, CBbP3aHU C AJEPTUYHUTE W aHAQWIAKTUYHU peakiuu. B
JOMBIIHEHHE KBM TE3W TIPOSIBH, HSIKOM CHUCTEMHH (POpMH HAa MacTOIMTO3a BKIOYBAT CHMITOMH,
MPOU3THYAIINA OT MACTOLMTHA ThKaHHA MHQUATpAIMs, eQeKTH OT JIOKATHUTE HATPYNBAaHUS HA TE3U
KJIETKA W HaJIMYMETO HA CBBbp3aHa XeMaToJornyHa Heorwtazma. OcBeH ToBa e ycraHoBeHO, 4e KIT
D816V-TpanchopmupaHiTe MAaCTOLUTH MPUTEKABAT 3HAUYUTEIIHO KOJMYECTBO OHKocTaTMH M, IL-8,
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xemokuHOB Juranyg 2 (CCL2) u CCL23. Te ctumynmpaT pacrexa Ha MHKPOBACKYJIAPHU €HIOTEIIHU
KIIETKH, ocTeo0nactu u pudpobiactu. Cuuta ce, ye Te3u (HaKkTOpH ca peryiaTopy Ha aHTHOTeHe3aTa U
THKAaHHOTO PEMO/JICJIMPAHE TIPU CUCTEMHA MacTOIIMTO3a.

IV. Kinacuduxanus

CaeroBHara 3paBHa opranusanus (C30) knacuduirpa mactorurosata B Tpu kateropuu (Tadmura 1):
e Koxna macronutosa (CM) — BiimouBa GopMH Ha MacTOIUTO3a, KOUTO Ca OIPAHUYCHHU JI0
KOoXaTa
e Cucremna macronuTosa (SM) — BkiIr0ouBa (JOPMHU Ha MACTOLUTO3a, IIPH KOUTO MATOJOTHIHUTE
MacToouTHu I/IH(I)I/UITpI/IpaT B MHOKCCTBO BHUCLCpAJIHU OpraHn
e MacrouureH capkom

Tabdauna 1. Knacudpukauusa na C30
Ko:xxna macTrouurosa Maxynonamyio3Ha koxxHa macrorutoza (MPCM;
M3BECTHA B MUHAJIOTO KaTO YPTUKAPHsI IUTMEHTO3a)
e Monomoden Tun
e [losmmopden tun
Judysna koxxHa Mactorutosa (DCM)
MacTtouromM
CucreMHa MaCTOLIMTO32 HuanonenTHa cucteMHa MacTOIIUTO3a
Tneemla cucTeMHa MacTOLIMTO3a
CucTtemMHa MacTOLIMTO3a ChC CBbpP3aHa
XEMaTOJIOTUYHA HEOTIJIA3HsI
ArpecuBHa CUCTEMHA MacTOIIMTO3a
MacTtonuTHa JIEBKEMUS

MacTolHMTEeH CAPKOM

V. KiuHH4YHA KapTHHA

[Ipy manmeHTHTE C KOXXKHA M CHCTEMHAa MAaCTOLIMTO3a HACTBHIBAT CBBP3aHHM C OCBOOOJECHUTE OT
MacTOLIUTUTE MEIUATOPU CUMITOMHU, KOUTO BKIIFOUBAT ChbpOEK, 3aUepBsIBaHe, EMU301 Ha XUIIOTOHMS,
aHaduakcus, KopeMHH OoNkH, nuapus. KIMHUYHMTE MPOSBU MPH MAacTOLMTO3aTa MOrar jga Obaar
rpynypaHu, KakTo clieBa:

e KoxHu nmpoMeHH (KOMTO MOTAT J1a MPUCHCTBAT KAKTO MIPH KOXKHH, TaKa U ITPH CUCTEMHH (HOpMH
Ha MacTOIIMTO3a)

e CHUMNTOMH, MPOU3THYANIN OT OCBOOOKIaBAHETO HA MEIUATOPH (KOMTO MOTAT Ja MPUCHCTBAT
KaKTO MPHU KOXXHU, TaKa U MPU CUCTEMHH (POPMH HA MACTOIUTO3a, KAKTO M TPU COJUTHU
MacCTOLIUTHU TYMOPH)

e CHUMNTOMH, MPOM3THYAIIN OT WHOUITpAIUsS HA BUCLEPATHU OpPTraHd (KOUTO ca caMmo TpHU
cUcTeMHHUTE (HOPMHU HA MACTOIMTO3)
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Tunwuna koXHA MpOsiBA € HAIMYMETO Ha KaeHWKaBa KOXKHA JIe3Us B Pe3yiTaT Ha (DPUKCHUpPAHUTE
HATpPyNBaHUST HAa MacTOLMUTH B KoxkaTa. Moske na ce MposBU IPU MAaKYJIOMaIlyJlo3Ha KOXKHA
macroruro3a (MPCM), nudysua koxxua macrorurosa (DCM) unu koxxen macrorurom (Tabuuia 2).
Haii-uectoro omakBane e chbpOex, 0COOCHO Clie]l U3jaraHe Ha pa3iiMyHU TPUTEPH, KATO MEXaHUYHO
Jpa3HeHe WK TOIUIMHA. [lareHTuTe WM poAUTEINTe MOTaT CHIIO J1a ChOOIIAT 3a 3a4epBsBaHE WU
oOpa3zyBaHe Ha MexypHu. [eHepanu3upaHa ypTUKAapusi W/WIM aHTHOEAEM HE ca THUIHYHU U
pelauBHpaniara ypTukapus TpsOBa J1a HACOYM KbM IPOBEKIAHETO HA H3CICABAHUS 3a IPYTd
aneprudyau 3abonsBanus. OCHOBEH KpuTepuiil 3a nuarHoctuiupane Ha CM e npusHaksT Ha Darier —
pa3BUTHE HA JIOKAJIIM3UPAHA YPTUKApUS U €puUTeM (B PaAMKUTE Ha OKOJIO MET MUHYTH) CIIe]l TPUEHE,
HaJpacKBaHE WIM MOTJaXKJaHE Ha KOXKaTa WM KOKHUTE JIE3UH, KOMTO ca CHJIHO MH(DUITpUpAHU C
MacTOIMTH. MEeXaHUYHOTO Jpa3sHEeHE MPUUMHSIBA JIOKAJTU3UPAHOTO OCBOOOXKIaBaHE HA MEIUATOPH OT
MactouututTe. Yecta kauHUYHA u3siBa HAa CM mpu Aena € MacTOIMTOMBT — €AMHUYHA KaeHHUKaBa,
YepBEeHA WJIM JKBITCHUKAaBA MaKyJia WJIM HOMYJI, PA3KO OFPAHMYEHH OT OKOJIHATA KOXa C IUaMeThp 1-
10 cm. Ima GeHUTHEH XOJ ChC CIIOHTaHEH perpec Ao myOeprera. Texkka u3sBa Ha MAacTOIUTO3a €
aHapwiIakucusaTa. PUCKBT OT aHA(WIAKCHs € MHOTO ITO-BHCOK TPH MACTOIIMTO3a C HAYallo IMpH
BB3PACTHU B CPaBHEHHE C HAYAJIO B IeTCKa BB3pacT (35-50% copsimo 1-8%).

Tabauna 2. KnuHu4HM nposiBu

3acernar opran/cucremMa CHMNTOMH, IbJKALH Ce Ha KJIMHUYHM NPOSIBH U OTKJIOHEHHS B
OCTPO M/WJIN XPOHUYHO JadopaTopHuTe M3CJIeABAHNS,

0CB00OKIaBaHe HA MACTOLMTHHY | MOPaAy OPraHHA MHUIATpPALUs

MeHaTopH
Koxa I'enepanusupan eputeM (,,pram), | YpTukapus TUrMeHTo3a, MOA00HH Ha
chpOex TUIAKU WM HOZyJIapHH JIE3UH,
nudy3HO 3acsiraHe Ha KOXKara,
OyJI03HU epyIINH, CONUTAPEH
MacTOLMTOM HJIH TeJIeaHI MeKTa3u1
lacTpouHTECTHHATIEH TPAKT I'anene, momyBaHe Ha KOpeMa, CromaniHa 1 gyoaeHaHa
XpOHHYHA AUapUs, UHOUITPALMS: TaCTPOAYOACHATHU
XUIEPAUINTET, SI3BH, cTeaTopest, ManadcopOoLus
racTpoIyoJIeHaJIHA 53Ba, YepHoapoOHA HHGUITPALTUS:
XpOHHYHA KOpeMHa OoJIKa, [oBuimenu TpancaMyHa3H, MOpTaIHA
MOBpPBILAHE XHUIIEPTOHHS U aCLUT (CaMo NpHu
HanpegHaId GOpMHU Ha 3a00JIsIBaHETO)
MyckynHoCKeneTHa™ Bo3pactau: mojgo0Ha HA ITpu macToruTeH capkoMm (PSAKoO),
¢ubpomuanrus udysHa JIOKaJTHUTE CUMIITOMHU (Harp. OoJka,

MYCKYyJHOCKeNeTHa O00iKka, Ooska | aedopmarius, maToJornyHa Gppakrypa)
B JBJITUTE KOCTU, OCTEOIOPO3a, Ce MOSIBSIBAT HA 3aCETHATOTO MSCTO
OCTCOIICHHUS, ITATOJIOTUYHHU

dhpakrypu
Kapauosackynapua Bo3pactau: Enuzonu Ha

BazoauJiaTanud, Taxukapaus,

XHUITIOTOHMS, KOJIaIC
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Kbpmauera: arHOMUHY Nay3y,
IIaHO03a
Xemarosnornuna (iumQpHU JlumbHM BB3IH U CIIe3Ka:
BB3IIH, ClIe3Ka, KOCTCH MO3BK) JImmpanenonatus, CruleHOMeraus (¢
XEMaTOJIOTHYHH HaXOJIKHU 32
XHIIEPCIIICHU3bM: HENMYHHA
XEMOJIUTHYHA aHEMUST)
Kocren Mo3bk: anemus (Jieka 10
yMmepeHa, npu okoio 50%),
TpoMOorHTOTIeHUs (OOMKHOBEHO
ACHMITOMAaTHYHa), €O3UHOPHITHS
(mpubmmsurenHO 25%),
MUeIonporupepaTuBHA UITH
MHEJIOANCIUIACTUYHH HAXO/KH,
¢budposa
Hesponornyna, ncuxuyxa Bn3pactau: TpeBoxHOCT,
JIeTIpecHst, TI1aBo0oJIre, IPOMEHH B
HAaCTPOEHHUETO, HECTIOCOOHOCT 32
KOHLEHTPAIHS, XUIIEPCOMHHSL,
pa3pasHUTENHOCT, ""CMECEHO
OPraHUYHOTO NCHUXUYHO
pascTpoicTBo"
Jena: ArpecuBHO NOBeIeHNE
CucremHn™* Bn3pacTHu: YMopa, KaxeKkcus

*Penxu pu Jena

VI. Kputepuu 3a nocraBsine Ha THATHO32

1. 3aab/KMTETHH H3CJIeIBAHNUS 32 MIOCTABSIHE HA IMATHO3aTAa

1.1. AnamHe3a

1.2. ®usukajeH nperJes

1.3. JlabopaTopHu U3cJieABaHUS

- [Iby1HA KpBBHA KapTHUHA

- IudepeHnnanta KpbBHA KapTHHA

- buoxuMu4HU U3cleABaHUS

- HuBo Ha cepymna Tpunrasa (pedepentru croitnoctu < 11.5 ng/mL)

- HuBo Ha xuctamun (Hopmasinu ma3menu Husa: 0.3-1.0 ng/mL)

1.4. Xucrosiornunoro usciaeaBane (onserssane ¢ Giemsa, toluidine blue nim Astra blue):

- XucTonaTonorus: u3cieABaHe Ha KOCTHO-MO3bUHa OMOTICcHs, Ouoricus Ha TUMQEH Bh3eT WK 3aCeTHAT
opras

- Umynoxucroxumust: Tpunrtasa u/win KIT (CD117) mo3uTHBHA MaCTOIUTH; MACTOIIUTHA MOIYJIAIUS
excrpecupania CD25+ u/unu CD2+

1.5. MoJsiekyJsIpHO-TeHETHYHH U3CJIeABAHUS
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- Myramus KIT D816V (B kocTeH MO3bK W/ niepudepHa KpbB U/ UM ThKaH)
- Monekymnspao-reHeTnaHo uziensane 3a FIP1L1-PDGFRA B ciydyau ¢ eo3uHOp MM

1.6. O6pa3Hu MeTOAU:
AOGnomuHanmHa exorpadus

2. IIOI[’L.]'[HI/ITC.]'IHI/I H3CJICABAHUA 3a MIOCTABAHEC HA JTHAarHo3ara

2.1. O0pa3uu MeTOaH:
- Komntorspaa Tomorpadus
- SInpeHo-MarHuTeH pe30HaHC

- [acTpockomnus WM KOJTOHOCKOIHUS ¢ OHOTICHS (IPY TaCTPOMHTECTHHAIHA CUMIITOMATHKA)
2.2. ®JOyuuTOMETPUYHO U3CIIEBAHE

- HpI/I MAaCTOKJICTbYHA JICBKEMU A
JAnarHocTHYHN KPpUTEPUN

JlnarHoCTUYHU KPUTEPUH 32 pa3IMYHUTE BApUAHTHU HAa cUCTeMHA MacTouuTto3a (Tabmx. 3)

Ta6aunna 3. InarHocTUYHU KPUTEPUH

HHaoj1eHTHA CHCTEMHA
macronuto3a (ISM)

Kpurepuute 3a CM; 6e3 ,,C* cumnTomu

Taeema cucreMHa
MactouuTosa (SSM)

Kpurepunre 3a CM u 2 wnm noseue ,,B“ cummnroma; 6e3 ,,C*

CUMIITOMH

ArpecuBHa CHCTEMHA
macTonuro3a (ASM)

Kpurepuure 3a CM u 1 unu noseue ,,C* cumnromu; 6€3
MIPOSIBY HA MACTOKJIEThYHA JIEBKEMUS

MacToKjJIeThbYHA JEeBKEeMUS
(MCL)

Kputepunte 3a CM 1 nposiBu Ha MaCTOKJIEThYHA JIEBKEMHUS

CHucTeMHa MacTOIMTO32a ChC
CBbP3aHA XeMaTOJOTHYHA
Heoriazusi (SM-AHN)

Kputepunte 3a CM 1 KJIOHAIHO XEMaTOJIOTUYHO HapyIIEHHE
Ha HEMACTOIIMTHA KJIEThUHA JIUHU (Harp.
MUEIONPOoIr(pepaTUBHA HEOIUIA3Hsl, MUEJIOIUCIIIIACTUYEH

CUHAPOM, OCTpa MHUCIIONHA JICBKECMU, ):[pyrI/I)

MacTOIIMTUTE B MH(UITpaTa ca

JUCILIa3usa NN

3a 3JIOKa4€CTBCHO

Kpurepuu 3a CM »B* cUMIITOMU »C* cumMnTromu IIposiBu Ha
MCL

I'naBen xkpurepmii: 1. buoncus Ha 1. KocTHOMO3BUHa KoctHOMO3BUYHA

1.Mynrtudoxainu, mIbTHA KOCTEH MO3BK, TUCYHKIHS, Ta Ouorncus

MHPWITPATH OT MACTOITUTH rmokasaaima > 30% MPOSIBSIBAIIIA CE C IIOKa3Ba

(=15 macronuTu B arperati), UHPUITpALH C e/lHa WJTH TToBeue ady3Ha

OTKPHUTH B yYaCTBIM OT KOCTEH | MacTOIMTH [TUTONICHUN WHPUITpAIS,

MO3bK W/WUJIM BUCLIEPATTHUTE (poxkanuu, mIBTHU (abcomoTen OOMKHOBEHO

Oprasu. arperaru) u/mi HeyTpoduiieH Opoil | KOMIAKTHA, OT

BropocTreneHHn KpuTepun: 001110 HUBO Ha <1x10%L, Hb aTUITUYHH,

1.B Ouwoncnunu nipenapatv Ha | Tpunrtasza B cepyma > | <10g/dL nnm He3peu

KOCTE€H MO3bK WA JIPYTH 200 mg / ml. TpoMOonuTu <100X | MacCTOLUTH.

W3BBHKOXHU opranu > 25% ot | 2. [Ipu3Hanu Ha 10%L), Ho 6e3 naunu | KocTHOMO3BUYHK

TE acIupaTu
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C BpETeHOBUIHA opMa WIH
MMaT aTUMUYHA MOPQOJIOTHUs
U > 25% OoT MacTOIUTUTE B
uH(UIATpaTa ca HEe3pEJIU WIH
ATUIHYHU.

2.Hanuuue na KIT ToukoBa
MyTalus B KOJoH 816 B
KOCTHUSI MO3bK, KpBBTa WU
JpYT BUCLIEPAJICH OPTaH.
3.MacTouuTuTe B KOCTHUS
MO3BK, KPbBTa WJIH JPYTU
BHCLIEPAJIHU OpTaHU
excrpecupat CD25, cbe unu
6e3 CD2, B 1ONBJIIHEHHE KBM
HOPMAJIHUTE MapKepu Ha
MacCTOLIUTHUTE.

4.00mara cepymMHa TpuIitasa B
cepyma Hagsumana 20 ng/mL
(OcBeH ako HsIMa CBbP3aHO
KJIOHAJTHO MUEJIOUTHO
pa3CTPOICTBO, B TO3M CITy4yal
TO3M MMAPaMETHP HE € BAJIUJIEH).

MUeIonpoIudepanu
s B HEMAaCTOTHHU
KJICTHYHU JIMHUU, HO
HEIOCTaThUHU
KpUTEPUU 32
OKOHYATeTHA
JUarHo3a Ha
XEMOIIOCTUYHA
Heorutazma (SM-
AHN) ¢ HopmaiHa
WA CaMo JIEKO
aOHOpMHa KpbBHA
KapTHHA.

3. Xenaromeraius
0e3 yBpekaHe Ha
YepHOpOoOHaTa
byHKIMSA W/Hm
oce3zaema
CruieHOMeranus 0e3
XHIIEPCIUICHU3bM
/v
numbaaeHonaTus
TIPY TTAJITIAHS T
o0pa3Ho
U3CIIeIBaHe.

3a00JIIBaHE OT
HEMAaCTOLUTHH
KIICTKHU.
2.Ilannupyema
XeTaTOMETaJus C
HapyIieHa
4epHOIpOOHA
(GyHKIHS, aCIIUT
W/WJH TIOpTaTHa
XHITEPTOHHS.
3.CkeneTHo
3acsiraHe C roJeMu
OCTCOJIMTUYHU
JIC3UH W/ WITH
MATOJIOTUIHH
bpaxTypu.

4. [Nannupyema
CILUICHOMETAJIHSI C
XUIECPCIUICHU3BM.
5. Mana6copOrus
ChC 3ary0a Ha TerJio,
Mopajy MacTOIIUTHH
MHQUITPATH B
racTPOMHTECTUHAIH
U TPAKT.

nokassar >20%
MACTOILIUTH.

Jluarmosza CHCTEMHa MacTOLIUTO3a Ce MpueMa Ha 0a3aTa Ha: M3IbIHEHUE HA IJVIABHUS U IIOHE €IUH
BropocneHeH kpurepuil 1IN u3nbiHenue Ha 3 BTOPOCTENIEHHU KPUTEPHH.

VII. Judepennuanna nuarnosa (tabmn. 4)

Ta6auna 4. [ludepenuanya 1uario3a Ha MacTOLUTO3a

Ju¢epennuaina 1Mario3a
CuHApPOM Ha MOHOKJIOHAJIHA MacCTOLIMTHA
axtuBanus (MMAS)

AHadunakcus

IIposiBu

Cumriromu Ha MCAS + 1 i 2
BTOPOCTENEHHHU Kputepuu 3a SM
[ToBuiiena 6era Tpunrasa 1o BpeMe Ha
OCTPH PEAKINU, HO HOPMaJIHA U3XOHA
CepyMHa TPUNTA3a

noBTapsny ce cumntomu Ha MCAS,
3acsrany > 2 OpraHHu CUCTEMH, Oe3
KIT myraruu ninm matouuta CD25
eKCTpecHsi ¥ OJIarONpHUsiTeH OTTOBOP

Cunapom Ha MactoruTHa aktuBarms (MCAS)
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KbM JIEKapCTBa, POTUBOICHCTBAIIN HA
MaCTOIIUTHUTE MEHATOPH.
Hacnencreen/mpugoout anruoeaem EnuzonnueH anruoeneM Ha KOXka,
JapuHKC, yepBa. OTKIIOHEHUS B
croitHoctute Ha C4

Kapuunounen cuaapom EnuzonuuHo 3a4epBsiBaHe U JHAPHS C
nosuieHa 5S-HIAA B 24-yacoBa ypuna

DeoXpoOMOLIUTOM 3auepBsiBaHE, NapOKCU3MaJIHA
XUIOTOHMS 0€3 Apyru NpHU3HAIK Ha
MCAS

HeBpoennokpunuu TymMOpHu EnunsonnyHo 3adepBsBaHe U AMapus,

CBBP3aHHU C NNOBUIIEHU HKMBA Ha VIP

VIII. Jleyenne.

JleueHueTo Ha MacTOIUTO3aTa € CUMOTOMAaTHYHO. Ha mbpBO MSCTO ce mpenopbuBa MAllMEHTUTE J1a
n30srBaT (PaKTOpW, MPOBOKHPAIIM MACTOLUUTHATA JAerpaHyianus (Hamp. (QHU3HUECKH CTHMYIIH,
€MOILIMOHAJICH CTPEC, MMKAHTHU U TOPEIIN XpaHu, alnkoxou). baktepuanHu v BUpycHU HH(EKIUH ChIIO0
MOTar Jia TPOBOKUPAT MaCTOLIMTHA Aerpanyianus. Jpyra rpymna Tpururepu ca aneprenu - Hymenoptera
VENOMS, TMOJIEHU, MHUKPOKTPJIEKH, XpaHH. MenukamMeHTH ¢ XucTaMuHoiaubOepupai] edexTt ca
aHAJTETHUIIH, ONTHOUIN, MyCKYJIHU pellakcaHTH u jap. Ilanmuenture € HEOOXOAMMO J1a HOCAT B ceOe cu
MEIMLMHCKa KapTa (TpuBHA) ¢ MH(popmauus 3a 3a0onsBaHeTo. Te TpsOBa nga pasmosaraT M ¢
MEMKaMEHTO3eH Ha0op C IieJl CIENIHO MOBJIMSIBaHE Ha MacTOLUTHATa JerpaHyjanus U Jna ObaaT
o0y4eHM 3a HauMHa Ha TNPHIOKEHHETO MM. B cbcraBa Ha TO3u HabOp ce BKJIIOYBA aJpeHAIUH
(ampeHanTuHOB aBTOMHKEKTOP), IEpOpalieH KOPTUKOCTEPOU U aHTUXUCTAMUH.

Hecenatusau H1-anTuxucramMuH ca mbpBa JIMHUSA B KOHTPOJIa HA cUMTOMHMTE (Tabi. 5). Jlomycka ce 10
YeTUPUKpPATHO 3aBUIIABAaHE Ha JIHEBHaTa J03a 0pU Juua ¢ pedpakrepeH cbpoex. Ilpu
HE33a10BOJIUTENEH e(EeKT OT aHTUXUCTAMMHOBOTO JICUEHHUE CE Hajlara BKJIIOUBAaHE KbM Tepanusara U Ha
MacCTOLIUTHU CTAOUIN3aTOPH WU JIEBKOTPUEHOBU AaHTAarOHUCTH.

[Ipu m3sBEHU CTOMAITHO-YPEBHUTE CUMIITOMM II'bpPBA JIMHUS Ha JeueHue ca H2 Oiokepu KbM KOUTO
MOJKeE J1a ce 100aBsAT MHXUOUTOPH Ha MPOTOHHATA NIOMIIA U CTa0MJIN3aTOPU Ha MAaCTOLIUTUTE (HATpUEB
KPOMOTJIMKAT WM KOPTHUKOCTepouau). IIpu CHIHO NMpOSBEHHM CTOMAIIHO-YPEBHU OIUIAKBAHUS KbM
TepanusaTa Ha MacTOIIMTO3aTa MOXKE Ja C€ BKIIOUM M MHTEephepoH-anda, Hal-4eCTO KOMOMHUPAH C
KOPTHKOCTEPOULL.

[Ipn macronuTo3a ¢ KOCTHO 3acsiraHe, JIEYEHUETO MOKE Ja CTapTHpa KaTo 3aMECTUTENIHA Teparus
(xamuit 1 BuTamuH JI3) HacoueHa Cpelly OCTEONEHHUsTa M OCTeonopo3ara. 3a IMOBIUSBAaHE Ha
0CTEONOopo3ara B TEpaInsiTa MOXKe J1a ce BKJIoUaT U 0upocPoHaTH, KAKTO U CHHEPTHUYHO JecTBAIUAT
¢ Tax uHTepdepoH-anda. KpM 3amecturenHata Tepanus MOxke ce J100aBU M aHTHUXUCTAMUH, C L€
OJIOKMpaHe Ha OCTEONOPETUYHUS €EeKT Ha XUCTaMUHA BbPXY KOCTHATa ThKaH.

[ToBenenunero mpu aHaduiIakcusi € MOCOYEHO B CHOTBETHMS pas3ziei. B ciydait Ha chmbTcTBama
CBPBXYYBCTBUTEIHOCT KbM OTpOBa OT MHCEKTH, JIEYEHHETO TpsOBa Ja clefBa yKa3zaHUsATa Ha
CBhbBPEMEHHUTE PHKOBOJICTBA 32 JICUEHUE HA NHCEKT aJIepIusl.

Jlemata ¢ MacronuTO3a TMOJUIeKaT HA BaKCUHALUSA CIOpE] HAIMOHAJTHUTE MPENOPBKU.
XUnepceH3UTUBHUTE PEaKLy MPH TAX HE ca CHTHHU(HUKAHTHO MO-BUCOKU OT O0IaTa Momyianus | Te
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OOMKHOBEHO Ca JIEKHU. B’preKI/I TOBA € MPCIIOPBUUTCIIHO BAKCHUHAILIMUTEC J1a CC IMPOBCKIAT B ICHTPOBE C
KOMIICTEHTEH M OIMTEH ekur. B ClIydand Ha HEXKEJIaHa pCaKknus ManuCeHTHT Tpﬂ6Ba Ja 6”[;,[[6 HaCO4Y€H
KbM aJjIcproJjior 3a M3CJICABAHC Ha BB3MOXHHU KOMIIOHCHTH Ha BAKCHHU ()KCJIaTI/IH, HaTeKC) Karto
IIPOBOKHpAIX ar€HTH.

Taoauna 5. OCHOBHU TepaneBTUYHU Bb3MOKHOCTH 32 KOHTPOJI HA CUMIITOMH

MacTtonurom

[lepopanHa Tepanus: aHTHXUCTaAMUHK; JIoKaHa Tepanus:
KOPTHKOCTEPOU U, HATPHEB KPOMOTJIMKAT, KAJIIIUHEBPHHOBU
WHXUOUTOPHU

Kosxna macTonurosa
(MPCM, DCM), nema

JlokasHa Teparnus: KOPTUKOCTEPOU I, HAaTPHEB KPOMOTJIMKAT,
KaJIIMHEBPHHOBH HHXHOUTOPH; CHCTEMHH KOPTUKOCTEPOUIH,
omalizumab, THpo3uH KUHA3HU UHXUOUTOPH, HHTEphepoH-anda

Koxna MaCTOLMTO34a,

AHTI/IXI/ICTaMI/IHI/I, JIOKAJICH ITOJIMAOKAHOJI; ITPH TCIKBK C"bp6e)l(,

Bb3PacTHU KpaTkoTpaiina Oans i kpem PUVA Tepanus, ako e
HE00XO0AMMO; €BEHTYAJIHO JICBKOTPUEHOBU aHTarOHUCTHU
[acTput/mentuyna WNuxuburopu Ha mpoToHHaTa noMma, H2 aHTUXucTaMuHu, HUCKO-

si3BeHa 00JIeCT

XUCTaAMHHOBA IUCTA, KPOMOJIMH

Hwnapus, Tene3mu,

H2 AHTUXHUCTAMUWHH, HATPUECB KPOMOIJIMKAT, HUCKO-XUCTAMHUHOBA

HOBpBILAHE JIETa, €BEHTYAIHO NEPOPATHI KOPTUKOCTEPOUIH
3auepBsiBane (,,pnam‘) | H1 anTuxucraMiHM, HATPUEB KPOMOTJIMKAT
Octeonerposa Kanuuit, Buramun J1, 6udocdonatu, eBeHTyalHO UHTEPHEPOH-

anda

ArpecuBHa CUCTEMHA

Nurepdepon-anda, koptukocreponau, cladribine, midostaurin,

MacCTOIHUTO34a, imatinib, XUMHUOTEPAIIUs, aJIOTCHHA TPAHCIUIAHTAIUS Ha CTBOJIOBU
MacCTOKJICThYHAa KIICTKH
JICBKCMHA,

MAaCTOKJICTBYCH CAPKOM
CucremHa MaCToOMTO3a
CbC CBBbpP3aHa
XE€MaToOJIOrn4yHa
HCOIIJIa3us

CHOpCI[ CBbp3aHaTa X€MaTOJIOTNYHA HEOIlJIa3Ma

JleyeHneTO0 HA CHMITOMH, CBBpP3aHM C OCBOOOXKIABAHETO HA MACTOIIUTHU MEAUATOPU W/WIU
CUMIITOMH, CBBP3aHU C YCIOKHEHUSATA HA 3a00JIIBaHETO BKJIIOYBA:

- H1-6mokepu (bilastine, cetirizine, levocetirizine, loratadine, desloratadine, rupatadine u apyru)

- H2-6mmokepw (ranitidine, famotidine)

- UuxubuTopu Ha nporonHara nomma (omeprazole, esomeprazole, pantoprazole u npyru)

- Autuneskotpueru (montelukast)

- KopTtuxoctepouam — CHCTEMHHU U JIOKATHU

- Crabunu3satopu Ha mactouutute (Sodium cromoglycate)

- budochonaru
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[Ipu HAKOM MAIMEHTH C MACTOLIMTO3a CE€ Hajara B JICYEHUETO Ja CE BKIIOYM M LUTOPEIyKTHBHA
Tepanus, ocodeHo B ciydait Ha ASM wim MCL. Pemennero 3a muTope1yKTUBHA TepaIlusi C€ OCHOBaBa
Ha OIleHKara Ha ,,B“ cummnromu (rpanunyna noOpokadectBeHa) u ,,C* cumnromu. ,,B*“ cumnromure
BKJTIOYBAT XUIEPUEITYJIAPEH KOCTEH MO3bK, JIUCIUIA3HS, OPraHOMET NS, MACTOIMTHA HHPHUITPAIHS Ha
KOCTeH MO3bK > 30% u cepymMHM HHMBa Ha Tpunrtasza > 200 mg/ml) u oTpassBar HecHTypeH XOJ Ha
3abomnsBaneTo. Kpm ,,C* cuMIToOMHTE Ce BKIIFOUBAT: €HA HITH MTOBEYE IIUTOIICHUH, TEXKKA OCTEONOPO3a,
TOJIEMU OCTEOJIMTUYHU JIE3UH, CIUIEHOMeranus, mainadcopOuus. ,,C’ CUMITOMUTE ca MHIMKAIMA 32
UTOPEYKTUBHA TEPAIIHSI.

[Ipu manmeHTH ¢ TeXKa M3siBa HA MAcCTOIMTO3a CE€ MPENopbyYBa BKIIOYBAHE HA IyPUHOBHS aHAJIOT
cladribine (2-chlorodeoxyadenosine). Ilpu mo-roisimara dact ot manueHTure ¢ ASM unn MCL uma
I00Bp OTrOBOp MPH NPUIOKCHUETO HA KWHA3HHMA MHXuOMTOp Midostaurin. JIpyrute TepaneBTHYHU
BB3MOKHOCTH TIpU TALMEHTH C TEXKKa W3sBa HA MAaCTOIMTO3a Ca BKJIFOYBAHE HA: IUTapaOuH,
XHIPOKCUYpest, TOTUXUMHOTEPAIHs, JIOTeHHa TPAHCIUIAHTALMS HAa CTBOJIOBU KieTKU. [lyOnukyBanu
ca u manHu, ye brentuximab (monoxmonanHo CD30 aHTUTAIO0) MOKE J1a OBbI€ BH3MOKHOCT 32 JICYEHHE
npu CD30-nonoxurenna (Ki-1 anturen) ASM wimun MCL. OnuT 3a KOHTPOJ Ha TEKKH, PEKYPEHTHU
eMu30/11 Ha aHa()MIIAKCHUsI KaTo TpeTa JMHUS Ha JieueHue ca: Midostaurin 25 mg mexu kancymu - ATC
code LO1EX10 — nayanua go3a 100 mg aBa nsTH gHeBHO mpu Bh3pactHu ¢ ASM, SM-ANH wiu MC,;
Omalizumab (off-label) — mo3a 150 mg s.c./meceuno mmm 300mg s.C./Ha aBe ceamuiy; Imatinib (100
mg, 400 mg ¢punmupanu Tabnerku) 400 mg/aHeBHO pu Be3pacTHu nanueHtu ¢ Wild-type KIT myranus
(ue e edpextuBen npu naruenTu ¢ mytanus D816V); Interferon-alpha (off-label); Cladribine (off-label)
0,10-0,13 mg/Kkg/mHeBHO BEHO3HO (MJIM TTOJKOXKHO) 32 5 THU Ha BCEKH 4—8 CEIMHIIU JI0 MIECT IUKbBIIA).
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ATOIIMYEH JEPMATHUT (MKB: L20)

I. Onpenenenue

AtonnunusT aepmatut (AJl), Hapu4aH olle aToNMUYHA €K3eMa, € Bb3MaluTelHa, chpOdia, XpOHUYHA
WM XpOHUYHO-pELUAMBHpalla 1epMaTo3a, KOsATO Ce XapaKTepu3Hnpa ¢ U3pa3eHa CyxoTa Ha KokaTa U
HapylleHa enuaepMmaina Oapuepa. A/l yecTo e mbpBara CThIIKa B Pa3BUTHETO HA APYrH aTONUYHU
3a00JsIBaHMS, KaTO aJepruyeH PUHOKOHIOKTUBUT, OpPOHXHMAJHA acTMa, XpaHUTEIHA aJeprus - T.Hap
atonuyeH mapii (¢ur. 1). A/l cepro3Ho BioIaBa KaueCTBOTO HA JKUBOT U € ChC 3HAUMTEITHA TEXKECT,
KaKTO 3a CAMUTE MALIUEHTH, TaKa U 32 TEXHUTE CEMEICTBA.

1. Ennnemuosiorns

AJl e enHO OT Haif-uecTuTe HEMH(EKIIMO3HU KOXKHH 3a00JsiBaHUA, KOETO 3acara no okoio 20% or
nenara u 2%-8% ot Bp3pactHute. B okoso 90% ot cinywyaute A/l 3anouBa npeau S-roguiiHa Bb3pacT,
a TeXKUTE Clydad Ha 3a00JISIBAHETO MEPCUCTHpAT M NMpH Bb3pacTHUTE. YecTorata Ha AJl HapacTsa,
0COOCHO CpeJl MAJIKUTE JIella U B pa3BUBAIIUTE ce IbpikaBu. Okoyio 1/3 0T HOBOBB3HUKHAIHUTE CITydan
Ha Al 3amo4Bar B 1OHOIIIECKa Bb3pacT. KoJIKOTO 1o-paHo 3arouHe 3a00J11BaHETO, TOJIKOBA ITO-TOJISIM €
PHUCKBT OT Pa3BUTHE HA PECITUPATOPHA ATEPTH.

I1l. Knuanyna kapTuHa

OcnoBHute cumnTomMu Ha AJ] ca cbpOexbT U ekzemara. ChrpOeKBT MOXKE J1a ObJI€ UHTEPMUTEHTEH Mpe3
JIeHsI, HO Ce 3acuiiBa Mpe3 HoulTa. B pe3ynrar Ha ToBa ce HaOIIOAaBaT €KCKOPHUALIUH, TUXEHUPUKALIUS
u ek3emaro3Hu Jse3uu. [lanmenture ¢ AJl WMaT HUCHK Mpar Ha KOKHA JAPA3HUMOCT. AJIEpPreHu U
UPHUTAHTU (CallyHU U JAETEPreHTH, BBIHEHU U CHUHTETHMYHU MaTepWH) JIECHO MOraT Jia Mpeln3BHUKBAT
ChpOeK.

®urypa 1. [Iporpecus Ha anepruyau 3a0ossiBaHMsl (ATOMUYEH MapI)

ENMAEMWOAOTVA HA AAEPTUYHWUTE ZABOAABAHWUA CMIOPEA BB3PACTTA

Painpegeaetue aAepuueH puHum

Ha aepuUMHUMeE
cumMnmomu /

0 1 3 7 15 20gunu

B nercka BB3pact AJl mpoTHya mo-oCTpoO ¢ €PUTEMO-BE3UKYJI03€H OOPHB, €KCKOPHAIIMA M CEPO3HU
CKCyaanuu. O6pI/IB’bT 3aciAra OCHOBHO JIMIICTO, CKAJIIIa U CKCTCH30PHUTC ITOBBPXHOCTHU HA KpaﬁHI/II_[I/ITC.

103



[Ipu mo-ronemuTe nena u Te3u, ¢ IbJra NPoIbDKUTETHOCT HAa A/l ce HaOroMaBa MTUXEHUPUKALIS 1
JIOKaJM3alys Ha o0puBa IJ1aBHO MO (UIeKCOpHUTE NOBBpXHOCTU. C HampenBaHe Ha Bb3pacTTa OCTaBa
KO’XKa, CKIIOHHA KbM ChpOEX U Bb3NaJCHHE TPU KOHTAKT C UPUTAHTH U AJICPTCHH.

JApyru xapakTepHu KIMHUYHA 0co0eHocTH Ha A ca:

. Kcepo3a.

J UYecTu cyneprnoHUpaHU KOKHU MHPEKIUH.

o Hecnennguien nepmMatuT 1o JUIaHUTE U CThIIAJIaTa

J WxTHo3uc, kepaTo3uc Nuiapuc, naaMapHa XUnepInHeapHOCT.

o [Tutupuasuc anoda.

. Ek3ema Ha MmamuumTe.

. bsin nepmorpaduzbm.

. [Ipenna cyOkarncynapHa KaTapakTa, KEpaTOKOHYC.

. WNudpaopburanau reaku Ha Dannie-Morgan, nepropOuTaiHO XaJOHUPAHE.
. JIuneB eputeM uiu 61€0CT.

. [TonoxuTeaHU TECTOBE 3a PEaKIMU OT Obp3 THI (in VIivo — AepMaJIeH MPUK TECT WM in Vitro —

cneruduunu IgE).

V. Inarno3sa.

Jlnar"osarta ce IocraBsg Bb3 OCHOBA Ha aHaMHE3a M KIMHWYEH nperaer. Hail-decto mpuiiaraHure
KpUTEpUH 3a MOCTaBsiHE Ha AuarHo3ata A/l ca kiacuyeckute kpurepu Ha XanuduH u Paiika.

I'naBHU KpuTEpUU
(3a mocTaBsiHe Ha TMarHo3a ce U3UCKBaT 3 WiH

BropocTrenennn kpurepuu
(3a mocTaBsiHe Ha TMarHo3a ce U3UCKBaT 3 Win

MIOBEYE) 1IOBEYE)

Cupbex Kceposa

dnexcopHa TMXeHUPUKALKS IpU Bb3pacTHU | MXTHo3a, KepaTo3uc NWIapuc, NaJMapHa
XHUIEPINHEAPHOCT.

3acarHe Ha JIMLIETO M  EKCTEH30pHUTE | o [Tutupnasuc anoda.

MTOBBPXHOCTH IPH KbpMaUeTa U Jiena

XpOHUYEH MM XPOHUYHO-perauBupant xoy | Ekzema Ha Mamuiute

damuHa aHaMHE3a 3a atonus (OpoHXHaTHa | e bsin nepmorpaduzbm.

acTMa,  ajepruyeH  pHHUT,  AaTONUYEH

JI€pMaTHT)
. WNudpaopburanuu reHku Ha Dannie-

Morgan, nepuopOUTaIHO XaJIOHUPAHE.

JlunieB epurem nim 61e10CT

. [Ipenna cyOkamcynapHa KaTapakTa,
KEpPaTOKOHYC.
. YBenuuenu cepyMuu IgE
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V. Judepennuaina nuariosa Ha AJl:

- CebopeeH aepMaTut

- UpuraTuBen/AnepruueH KOHTaKTeH AEPMAaTUT
- [Icopuasuc

- Hymynapna exzema

- Pannu cragun Ha Myko3uc ¢yHrouzec

- Cunapom Ha Wiskott-Aldrich

- X-cBbp3aHa aramMarjio0yaInHeMus

- Xunep IgE cunapom

V1. Jleuennue.

Haii-yecTo npuiaranoTo noBeieHUE € HACOYEHO KbM IOCTUTaHE HA KOHTPOJI HA CUMITOMMUTE:

- 30srBaHe Ha aJlepreHu, UPUTAHTH U MEXaHWYHU JIPA3HUTEIIH.

- Jlokanna Tepanus.

- CucremHa Teparnusi — UIMyHOCYIIPECOPU U UMYHOMOYJIaTOPH, OMOJIOTUYHA TEpaItus,
aJlepreHHa MMYHOTEpanusi Mpy HajluuuMe Ha ajepruueH PUHOKOHIOKTHBHUT W/WIIM ajepruyHa acTMma
[Ipunara ca cTpnanoBuaeH noaxox (¢ur. 2)

1. JlokanHa Tepanus

° EmosinenTu n rpuika 3a KokaTa:

EMonuenTuTe ca oCHOBHA U 3abJDKUTENHA Tepanus 3a AJl, KosATo He caMo O0JieK4yaBa CUMIITOMUTE,
HO U MOJTIOMara Bh3CTaHOBSIBAHETO U YKPEIIBAHETO HA yBpeeHaTa KoxKHa Oapuepa. XuapaTamusTa Ha
KO’KaTa 0OMKHOBEHO C€ TIOJIIPhKa C HAaHACSHE Ha EMOJIMEHTA TIOHE 2 ITBTH JTHEBHO, a 32 Hali-ONTHUMAITHO
ce cMsTa MoHe 3-4 MbTH/IHEBHO HAa BCEKH 4 daca.

MUHUMAITHOTO KOJIMYECTBO EMOJIMEHT, KOETO ce mpenopbuBa € 250 T cenmuyHo 3a aena u 600
Ip. CEIMUYHO TP Bb3PACTHHU.

o Mokpu KoMIpecHu U MOYHCTBAHEe HA KOKATA:

Kosxxara npu nanuentu ¢ A/l Tps6Ba ga Ob1e cTapaTeIHo MOYUCTBAHA C LIeJI OTCTpaHsIBaHE Ha KPYCTUTE
Y MEXaHUYHOTO ETMMHUHHpaHe Ha OaKTepuHTe B Cilydail Ha OakTepuanHa cynepundexuus. [Ipenoppusa
CE M3I0JI3BAHETO HA LIa/IAIa KO)KaTa MEIULIMHCKA KO3METHKA, HacoueHa KbM A/l

MoxkpuTte KOMITpecH ce IpusaraT npu Jera ¢ OCTbpP, CPETHO-TEXDBK U TEKBK A/Jl.

. [TpoabHKUTETHOCT HA TPUIIOKEHUETO - CPETHO 2 CEAMUILIH, | - 2 MbTH HA JAEH
. [IpoabmkuTETHOCTTA HA MTPUJIaraHe Ha KOMITpeca € MaKCUMYM 2 Jaca
° JIOKAJIHM KOPTHKOCTEPOUIH:

[Ipunarar ce KakTo 3a OBJIJsIBaHE HA OCTpaTa ek3eMa- 3a 5-7 IHU, TaKa ¥ C [[eJI PeMUCHS TIPU XPOHUYEH
AJl- 3a 4-6 cenmuuu. JlokaiHUTE KOpTHUKOCTEpOoMau ce mpuiaraT 30 MHH Npead €MOJIMEHTa B
ChOTHOLIEHUE EMOJIMEHT:KOpTUKOCTepoua= 10:1.

105



Heo6xoanmaTta 1032 tokajieH KOPTUKOCTPEOU ] MOXKE Jla ce ONpeaeiu 1o T.Hap. fingertip unit (mepBara
(ayianTa Ha TIaJera)- ToBa € KOJIMYECTBOTO JIOKAJIEH KOPTUKOCTEPOUI, KOETO € JOCTATHYHO 3a TUIOII OT
Ts110TO ¢ pazmep 100 cM2 wu mpuUOIU3UTENHO C pa3Mepa Ha eIHa JUIaH.
JlokaHHTE KOPTUKOCTEPOUIH ca 1oJ] popMaTa Ha CIipel, YHIBEHT, KPEM, IIsSIHA U ¢a C Pa3JInyHa
MOIITHOCT Ha JCHUCTBUE:
- MHoro MoIIHM W MOIIHH KopTHKocTepouau - betamethasone dipropionate 0.05%;
clobetasol propionate 0.05%.
- Cpennu 1o cuia Ha JeWcTBUE KopTHKocTepouau - betamethasone valerate,
desoximetasone 0.05%, fluocinolone acetonide 0.025%,
- Cnabu no cuia koprukocrepouau - fluocinolone 0.01%; hydrocortisone butyrate 0.1%,
hydrocortisone 1% u 2.5%.
N360pbT Ha KOPTHUKOCTEPOH CE OIpeNeNss OT TEXEeCTTa Ha CHUMITOMHUTE, TSAXHATa JIOKaIM3alus,
Bb3pacTTa Ha MaIMCHTA.
- Betamethasone - ATC: DO7ACO01 — kpeM, ma3.
- Hydrocortisone butirate - ATC: DO7AB02 — kpem, ma3.
- Triamcinolone - ATC: DO7AB09 — kpem, mas3.
- Mometasone -ATC: DO7AC13 — kpem, ma3.

. KajqunHeBprMHOBU MHXUOUTOPH

Te ca edexTuBHa anrtepHaTMBa HA JOKAIHUTE KOPTHUKOCTEPOMIM MpHU mauueHTH >2 rox. OcobeHo
MOJIXOJISAIIH ca MpH ek3anepoanus Ha AJl u yie3un B o0yiacTTa Ha MEpUOPAITHATA, TICPUOPOUTATHATA
30Ha U Kienauute. KajuiuHeBpUHOBUTE MHXHMOUTOPH HE ce IpujaraT IpU: aKTHBHA OakTepuasHa,
rbOMYHa, BUPYCHa KOXHa MHQEKIHs, KOKHU TyMOPH, OpEMEHHOCT M KbpMEHE, UMYHOJe(UIINTH,
cunzipom Ha Netherton u Bepxy nuraBuimre. Heo0X0AnMOTO KOJIMYECTBO ce u3uucisia mo fingertip
unit.

Menukamentn: pimecrolimus kpem (1%); tacrolimus yuresent (0.03% u 1%).

Cxema Ha MpUIIOKEHUE:

2X/IHEBHO 10 IpeMUHaBaHe Ha eK3emMara

2x/ceqMuyHO 3a 6Mec.-12 Mecela: IpOaKTHBHA TEpaIus 3a NPOPUIAKTUKA HA PELIUTUBUTE

[Tpu mpuaokKEeHHeTo Ha KaJIMHEBPUHOBU MHXUOUTOPH € HEOOXOIUMO Ja ce M304rBa M3JIaraHeTo Ha
ciipHYeBa cBeTiuHa Kakto 1 PUVA Tepanus

[IpenopbuBa ce HaHAacAHE 2 Yaca Mpean WIK Clie/ IpUlaraHe Ha eMOJIMEHT

BB3MOXHO € /1a IpeAn3BUKAT KOXKHA UPUTAIHS HAa MACTOTO HA TPUIIOKECHUE

. AHTHCENTHLM:
[Ipunarar ce ¢ uen penyunupane Ha craduIOKOKOBaTa KojoHu3auus. [IpenopbuBa ce KOMOMHUPaHO
JIeYeHHe C JIOKAJHU KOPTHKOCTEPOMJIU M AHTHCENTHLHM (TPHKIO3aH, OKTCHUIUH IUXHUAPOXJIOPHUJ,
MOJINXEKCAJNH) B HEAJIKOXOJIEH BEXUKYIIYM.
° JlokaJHu aHTHOMOTHIIM:

[Tpy UMIETUTUHU3AIMS - CAMOCTOSITETHO WM B KoMOuHUpanu npenaparu ¢ JIKC.

2. CucremHa Tepanus.

° CucreMHHM aHTHOHOTHIIN
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Koxara na Hag 90% ot manuenture ¢ A/l e kononusupana ot Staphylococcus aureus nopu u npu
BUIMMO HOpMaJIeH BRHILICH B B ciryyaii Ha n3omupan S. aureus ot KokaTa ¥ HUINYKE Ha IHOJICPMHUS,
KPYCTH C MEIHO-XKBJT UBSAT W/WIM (OIUKYIUT, € HEOOXOJMMa CHCTEMHA aHTHOMOTHYHA Teparusi.
N360pbT Ha cUCTEMEH aHTHOMOTHK ce 0a3upa Ha TeKecTTa Ha MHPEKIHATa, HATMYHUETO Ha CUCTEMHU
CHUMIITOMH, aHaMHe3aTa Ha nanueHta. CpencTBo Ha m300p ca OeTa-JIaKTaMHUTE aHTUOMOTHUIM, a B
cllydail Ha CBPbXYYBCTBUTEIHOCT KbM TAX-MaKpPOJIH/I.

[TpoBexnat ce kpaTku Kypcose - 5-10 quu, ¢ 1en n30sArBaHe pa3BUTHE HA PE3UCTECHTHOCT.

XKenatenHo e ma ce B3eMe Marepuai 3a KyATYpelHO HM3CIeABaHEe, 3a Jia ¢€ M3KIIOYM METHIMIMH
PE3UCTEHTEH S. aureus.

[Tpu peunauBupamy nHGEKIUU CbC S. auUreus Tpsodsa aa ce uzkimoun xunep-l1gE cunnpom.

o AHTHXMCTAMHHOBH CpPe/ICTBA:
Cnc ciab o murnicBani ehekT BbpXy ChpOeKa.
. I'mroxkokopTHKOCTEPOMIH

[Tpu Texko-niporryammum Gopmu Ha AJl, HEOBIHUBAIIY Ce OT JIOKAIHA Tepanus. /[HeBHaTa 1032
3aBHUCH OT TEJIECHOTO TEIJI0, KaTO HayaJiHaTa J103a oTroBaps Ha 0.5 10 1MI/Kr npeIHU30HOB €KBUBAJICHT.

o Azathioprine ATC code LO4AX01

Edextusen npu AJl, Ho ¢ MHOro crpanuynu edexru. IIpunara ce B go3za 1-3 mr/kr. Heo6xoaum e
KOHTPOJI Ha JICBKOIIUTHTE, YEPHOAPOOHHUTE €H3UMHU U ObOpeuHata (yHKUIHMS MpEad 3alloyBaHe H I10
BpeMe Ha JICUeHHETO (BCEKU MeceN).

o Cyclosporine A ATC code LO4ADO1

[Tpu BB3pacTHM mamueHTH ¢ TexbK U penuausupam; AJl. IIpemopruBa ce HavamHa mo3a ot 2,5-3,5
MI/KI/THEBHO KaTo MakCMMallHaTa JHEBHA J103a € SMI/KI/AHEBHO, pa3/ielieHa Ha JiBa npuema. /lo3ara
TpsiOBa ga ce penyrupa ¢ 0,5-1,0Mr/kr/mHeBHO HA BCEKH JBE CeAMUIIU. Jl03aTa € MHAUBUAYATHA MIPU
BCEKU MAllUEeHT.

. Methotrexate ATC code LO1BAO1

B cnyuaii Ha nunca Ha edeKT WU HEBB3MOXKHOCT 3a u3noi3Bane Ha [luknocnopun. Havanna ngo3a ot
10 no 25 mr/ceamuyHO, ¢ yBemu4yaBaHe oT 10 Mr ¢ 2,5 Mr ceIMHYHO /O TIOCTHTAaHE Ha KJIMHUYHA
e(eKTUBHOCT. 3aIBKUTETHO € MOHUTOPUPAHETO Ha MepudepHaTa KpbBHA KAPTHHA U YEPHOIPOOHHTE
€H3WMHU TPEIU U B X0J1a HA TeparnusTa.

o Mycophenolate mofetil ATC code LO4AA06

B ciydait Ha nurica Ha eeKT WM HEBB3MOXKHOCT 3a m3non3Bane Ha L{ukmocnopun. [lo3ara e 40-50
MI/Kr/mHeBHO nipH faena u 30-40 mr/kr/aHeBHO npu Bb3pacTHH. CTpaHUYHUTE e(EeKTH ce MOSABSBAT B
HAYyaJioTO Ha TepamnusTa U ca Hali-Bede OT CTpaHa Ha FaCTPOMHTECTUHAIHMS TPAKT — MOBPbBIIAHE U
auapus.

° Montelukast
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3a 5edyeHue Ha yMEPEHHU, TEKKH M epuTpoaepMudHu ¢opmu Ha AJ] mpu BB3pacTHH M jaena Haja 6-
roauiHa Be3pact. [Ipunara ce B 1o3a 10 mg qHeBHO 3a nepuon 1- 3 Mecenia B 3aBUCMMOCT OT TEXKeCTTa
Ha 3a00JI1BaHETO.

° Interferon Gamma

[Ipu BB3pacTHU MalMEHTH ¢ TeKKO npotuyany AJl, HemoBIusBall ce OT Apyra Tepanus. Ynorpedara
My OCTaBa OrpaHUYCHA MMOPATU HEKETAHUTE CTPAHUYHU €(PEKTH U BHCOKATa MYy IICHA.

° AHTI/IMI/IKOTI/IIII/I H AaHTUBUPYCHHU CPEACTBA

AHTUMUKOTHLIMTE C€ NIPENOPBUBAT IIPU NALMEHTH € JOKAJIN3allMsl Ha €K3eMara B 00J1acTTa Ha Ko)KaTa
Ha [JlaBara, MIMATA U paMeHara - ,,[JlaBa-Ius BapuaHT, KOWTO decto ce acouunpa ¢ Malassezia spp.
cynepuH@ekus. AHTUBUPYCHA Tepanus ¢ AUMKIOBUD WM BamanukioBup ce Ha3HayaBa npu Herpes
simplex cyneprnonupana HHPEKIHS.

3. buoJsioruyna Tepanus Ha AJ]

Mouoknonanuute anturena (MKA) morar na pemyuupar Bb3maieHuero npu AJl mocpeactBoM
MoayJMpaHe QYHKIHSITa HA UMyHHATa CUCTeMa. Te IPOMEHST X0/a Ha 3a00JIIBAHETO MPH MAIUCHTH C
YMEpPEHO-TeXbK U TeXbK AJl, mpu KOuTo HAMA e(eKT OT MpHiIaraHaTa CUCTEMHA U JIOKAJIHA Tepanusl.

MenukamMeHTH.

- Dupilumab ATC code D11AHO5 e u3LsI0 YOBEIIKO MOHOKJIOHATHO AHTHTSIO cperny aida
peuentop Ha uHTepieBkuH (IL)-4, koero nuxubupa IL-4/I1L-13 curnanusamusra, IbpBUAT OIOOPEH U
peructpupan B EBporma npemnapar 3a 6uonorndsao nedenue Ha AJl.

- Tralokinumab ATC code D11AHO07 e ustsuto woBemko 1gG4 MOHOKIIOHATHO aHTHUTSIIO, KOETO Ce
CBBP3Ba CMeU(YUIHO C IUTOKKWHA OT TUIl 2 — nHTepiaeBKkuH-13 (IL-13), n naxubHpa B3anMoaeiicTBHETO
My ¢ penenrropuTe 3a 1L-13.

Mankn moJiekysm — unxuouropu Ha ssHyc kunasure (JAK). ToBa ca Maiku MOJICKYJIH, KOUTO
OJIOKMpAT CUTHAJIHATa TPAHCIYKIMs BbB BBTPEIIHOCTTA Ha KJIETKaTa, KaTo CHelU(pUUHO MHXHOUpAT
CUTHQJIUTE OT TUPO3UH-KUHA3HU PELENTOPH.

- Upadacitinib ATC code LO4AFO03

- Abrocitinib ATC code D11AHO08

- Baricitinib ATC code LO4AF02

VII. Onpenesnsine Ha Te:kecTTa Ha AJ]

SCORAD (SCORing Atopic Dermatitis)

SCORAD e nmoxka3zaten 3a orjeHka Ha Texectra Ha AJ[ u edekra ot Tepanusara. CKOpbT ce U3UUCIIABA
Ha 0a3aTa Ha OIEHKA HA MHTEH3WBHOCTTA HAa CHMITOMHTE, OOJAaCT Ha 3acsiraHe W HaJIW4YHe Ha
CYOeKTHBHM CUMNTOMH (CbpOexk, chHIMBOCT). [lpu pesynrar <25 AJl ce ompenens xato jek, 25-50

KaTo yMepeHO-TexXbK; >50 Texxbk. Texxectra Ha AJl onpenesns v TepaneBTUYHUS IUIaH TPU HAUEHTUTE
(pur 2.1.; pur. 2.2.).
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®urypa 2.1. CrpnanoBuJeH NOAX0/ 32 JIEYCHUE HA aTOMUYEH JCPMATUT NPU Bb3PACTHU.

Texbk AJl

HJIHA

Xocnutanu3anus; KpaTkd KypcoBe Lluxiocmopun A,

SCORAD >50 Dupilumab, naxuburopu Ha siHyc KHHa3UTe, KPATKH KypCcOBE

OpaTHH  KOPTHKOCTEPOWIH; CHCTEMHA HWMYHOCYIPECHS:

mepcucrupama  Methotrexate, Azathioprin, Micophenolate; PUVA

eK3eMa

YMepeHo TeXbK ITpoakTHBHA Tepamusi ¢ JOKaleH TakpoJUMyC WM JIOKATHH

ALl KOPTHUKOCTEPOU/IH KJTac 2-pH HITH KJac 3-TH; BIaKHU YBUBAHUS,

SCORAD 25-50 uv Tepanms; HCHXOCOMATHYHH KOHCYITAIINH,

W KJIMMATOJICYCHUE

peuHIuBHpaIa

eK3eMa
Jex ALl PeakTuBHa Tepamus ¢ JTOKATHH KOPTUKOCTEPOUIU KJac 2-pH WU B
SCORAD <25 nau 3aBUCUMOCT  OT  JIOKaJHH  KO-(aKTOpH;  KaJIMHEBPHHOBU
TPaH3HTOpPHA HHXHOUTOPH; aHTHCETITUIIH, KO3METOTeKCTHIT; TokaneH Crizaborole
eK3eMa

Bba3oBa Tepanus

OOyueHre Ha TANMEHTUTE U CEMEWCTBATA UM; EMOJIUCHTH; Macia 3a
Oanst; M30ATBaHEe HA KIMHAYHO 3HAYMMH AJIEPTeHU

®urypa 2.2. CTbHaloBUACH MOJXO/]] 32 JICUCHHE Ha aTOMUYEH IePMATUT IIPH JIela.

Texbk AJl Xocmuranuzanus; Dupilumab; CructeMHa HWMYHOCYNPECHS:
SCORAD >50 IMuknocopun A, Methotrexate, Azathioprin, Micophenolate.
WIH
nepcucTUpaLIa
eK3eMa
YMepeHo Te:KbK IIpoakTBHA Tepamusi C JOKaJIe€H TakpoJUMyC WIH JIOKAJIHU
Al KOPTUKOCTEPOH U KJIaC 2-pH WM Kiac 3-TH; BIaKHU YBUBAHUS;
SCORAD 25-50 uv Teparus; TICUXOCOMaTHYHU KOHCYJITaIlH,
nim KJIMMAaTOJIEYEHUE
peuMIuBUpana
eK3eMa
Jlex Al PeakTnBHa Tepamus C JOKATHA KOPTHKOCTEPOUIN KIJIAC 2-pU HJIH B
SCORAD <25 uin 3aBUCUMOCT  OT  JIOK&JHA  KO-(QaKTOpH;  KaJI[MHEBPHHOBH
TPAH3HTOPHA MHXHOMTOPH; aHTUCEITUIIN; KO3METOTEeKCTIIT; JokasieH Crizaborole
eK3eMa

ba3oBa Tepanus

OO0yueHre Ha MaMeHTUTE U CEMEWCTBAaTa MM; €eMOJIMEHTH; Macya 3a
OaHsi; M30ATBaHE HA KIMHHUYHO 3HAYMMHU AJIEPTSHU
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BACKYJIUTHU (MKFE: D69.0, L95.9, M30.1, M31.0, M35.0, M36.4)

Kacae ce 3a I'pyia 3&60J’I$IB&HH$I, 3a YyCI€llHaTa JUarHoCTHKa MW JICUCHHUC € HYXCH
HUHTCPpAUCHUIIMHAPCH MMOAXOM, KOHTO rapaHTvpa olTUMaJiHa I'priKa 3a MalucHTa.

. YPTUKAPUSA BACKYJIUT

ypTI/IKapI/ISI BAaCKyJIUTBT € OTACIIHA HO30JIOTHYHA CAWHMIE, BKIIIOYBAIlA YpTHUKapHs HOI[O6HI/I
JIE3UN, NMMpEACTaBIABAlllM €PUTEMATO3HU IIJIaKKW, KOUTO MHOI'O HaHO,Z[06$IBaT YpTUKapHUaJICH O6pI/IB, HO
(&) (S OHOIICUS XHUCTOJOTMYHO Ce YCTAaHOBABA JICBKOLOUTOKJIACTUYCH BACKYJIUT CbHC 3aCATraHC Ha
ACPMAITHUTE KAIMUJIAPH U ITOCTKAIIUIIAPHUTC BEHYIIN.

Enupemuosorusa:
Cwmsta ce, ue 1-10% oT BCHYKH Cilydau ¢ XpOHHYHA YPTUKApHs ca ypTHKapus BacKymurt. [lo-uecto
OosecTTa ce HabOJI01aBa MPHU KEHU Ha cpeliHa Bb3pacT. ChOTHOIICHUETO KeHU/MBxKe € 2/1.

KnunnyHa kapTuna

OOpuBHUTE €AMHULIY [IPU YPTUKAPUA-BACYIUT BapupaT OT OOMKHOBEHU YPTUKHU JIO TUTAHTCKU TAKUBa,
MOHSIKOTa CBHIPOBOACHH OT €pUTEeMO-MyNTH(GOpPMEHH, OyiI03HH Je3ud wiu mnyprypa. KinHuaHo
obOpuBuTe ce mosiBsiaT 10 yaca cier HayauoTo Ha CTPAJAaHUETO, CTABAT TUITMIHH JI0 24 yaca. 3a pa3jinka
OT YPUKHUTE MPU XPOHUYHATA YPTUKAPHUSL, JIE3UUTE IPU YPTUKAPHsI BACKYJIUTA C€ 3abpXKAT MO-IBITO
oT 24 4Yaca W ca acOIMUPAHH OCBEH ChC ChpOexk ¢ mapeHe W Oosika. OOpuBHTE MoraTr Ja ca C
MPOIBIDKUTETHOCT HIKOIKO JTHH, KATO 00XBAaI[aT TOJIEMU KOXKHU MTPOCTPAHCTBA, a TPH HAKOU MaIleHTH
Cca C MPOABIJDKUTCIIHOCT CEAMUIIN, MCCCIIU U TTO-PAAKO T'OJUHH, C MUHHUMAJTHO O6OCTp5[HC " OTpaHUYCHO
pasButue Ha ypTukute. HalmromaBa ce ocTaThbuHa XUMIEPIIUTMEHTAIHS, KOSITO TUTICBA ITPH XPOHUYHATA
ypTUKapUsl.

Kpurepumn 3a nuarsnosa:

Jlnarno3aTta XUIMOKOMILIEMEHTAPEH YPTHKAPHSI BACKYIHUT C€ MOCTaBs MPU HAIMYHE Ha:

- 2 roJIeMy KPUTEPHS: XpPOHUYHO MPOTHYAI YPTUKAPHAJICH €K3aHTEM U HICKH HUBA HAa KOMITJIEMEHTA
- 2 MaJKM KpPUTepHUsi: JIEBKOIMTOKIACTHYEH BACKYIUT, apTpalrus/apTpUT, OYHO BB3MAJICHUE,
roMepysioHedpuT, ouHa oosika, ¢ uiau 6e3 C1g anturena

IMocTaBsine Ha AMArHO3aTa YPTHKAPUSA-BACKYJIMT € HAa 6a3aTa Ha:

1. OcHOBHM KJIMHHYHH CUMIITOMH Ha YPTHUKAPHUS BACKYJIUT
MIPOABJDKUTENIHA IIyPIypa;

OCTaThb4Ha XUIEPIUTMEHTALUS;

aHTUOENIEMA;

CUCTEMHHU PEaKIUU - apTpUT/ apTpalrusi, Tpecka, yBEUT, ObOPEUHU MPOSBH.

2. OCHOBHH J1a00PATOPHHU MOKA3aTeJH
MIOBUIIIEHN HUBA Ha LIUPKYJIUpAII UMYHHH KOMIUIEKCH
MTOHMXKEHU cepyMHHU HuBa Ha C3 u C4.

3. OCHOBHHUTEe XHCTONATOJOTMYHU TMOKa3aTeau: (UOPUHOBO OTJAraHe; JIEBKOLMTOKIIA3UsA Ha
HeyTpoUIINTE; EKCTpaBa3allisi Ha EPUTPOIMTUTE; €HAOTEICH OTOK BHB U OKOJO apTePUOIUTE U
BEHYJIUTE.
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4. OCHOBHHTE OTKJIOHEHHMsI NPH KO:KHA Owomncus: (GUOPMHOMIHO OTJIaraHe, HaTPyNBaHE Ha
BB3IAINUTENIEH UH(DUIATPAT, eHIOTEIEH OTOK B M OKOJIO apTEPUOJIUTE U BEHYIIHTE.

JAndepennuanna 1uarnosa

XpoHHYHA ypTUKapus (XpOHHMYHA CIIOHTaHHA W WHAYIUpyeMma), MoJuMopdHa epymnuus Ha
OpeMEeHHOCTTa, XUIMIEPEO3ZMHOPUICH CHHAPOM, MACTOIMTO3a, EM(PUTONI, HACICICTBECH AHTHOCIEM,
XEMAaTOJIOTHYHU HEOIUIACTHYHU TPOIIECH, CHCTEMEH JIYIIyC epUTEeMaro3yc, W APYrd aBTOUMYHHHU
CTpajiaHusl.

Jleuenue:

BosiHuTE OT ypTHKApHUs BaCKYJIHMT CE JICKYBAaT OT Pa3lIMYHU CICHUAIUCTH: ACPMATOJIO3H, aJIepProyio3n
WIA PEBMATOJIO3H U TMOHIKOTA €JMHCTBEHOTO HACOYBAIIO MAPAKIMHUYHO M3CJICABAHE Ca JAHHUTE OT
XHCTOJIOTUMHOTO M3CIIC/IBAHE .

JleyeHneTo Ha ypTUKApHUA-BACKYJIUTA € TPY/EH MPOLEC.

Bxirousa:

- Dapsone 2 ety nqueBHo o 0,059 u Colchicine 0,5mg 2 et queBHO 10 0,5MQ ¢ 100Bp pe3ynraT
MIPH JICYCHHUE HA YPTHUKAPUATHUS BACKYJIHT.

Nma cpobienus 3a eheKT OT JICYCHHUETO C:

- Methotrexat B obuuaiinute 103u- 7,5 My CEAMHUYHO

- Ciclosporin A -1iuksiideH moJuIenTH .

- IVIG (intravenous immune globulin)- mpu marnuenTu ¢ Texka pedpakrepHa aBTOMMyHHA XPOHUYHA
YPTUKApUs W ypPTUKApHUs BacKyJuT. Hsma AOCTAThUYHO NaHHW OT KOHTPOJIHMPAHU TPOyYBAHUS 32
MPUJIOKCHUETO MM TIpU Te3u ctpafanus. Bepostao IVIG chabpika aHTUMIMOTUITHE aHTUTENA, KOUTO
ce KoHKypupar c¢ enporeHHute IgG 3a Hl-peuentopure u Taka Onokupar ocBOOOK/IaBaHETO Ha
XHCTaMUH.

II. KOXKEH JJEBKOHUTOKJACTUYEH BACKYJIUT /LCV/ - (vasculitis hypersensitivum).

BaCKYJ'II/IT IpU CBPBbXYYBCTBUTCIIHOCT CC pa3BMBa KAaTO MMATOJOTMYHA PCAKIUA KbM JICKAPCTBO, YY>XKI0
BellecTBO iU WH(pekuus. To3u BacKyIHT 3acsira Haii-MaJKWUTE MO pa3Mep KPHBOHOCHU CHAOBE
(apTepuonu, BEHYIM W KamWwispu), IpeJUMHO Ha  Kokara.  BackymursT €  Haii-
4eCcTO UAUOMATHYEH /TOBEUETO Cyyau Ha MAMONATHYEH KOXKEH BAaCKYIUT Ca CaMOOTPaHMYaBaIIH CE U
B 90% oOT ciayuauTe OT3By4YaBaT Clie]l CEAMUIIM 10 MeECEIW/, WU € TATOJIOTHYHA PEaKIUs KbM
JIeKapcTBO, MH(EKIINS, HEOIJIa3MH1, aBTOUMYHHH 3a00JISIBaHMI, KOJIAar€HOBH H JIP.

Enunaemuosiorus

OO6xBaHaTH ca BCHUKH Bb3pacTOBU Ipylu /0OMKUKHOBEHO Hal 16-roauiIHa Bb3pacT/, KaTo pacaTa HAMa

3HaueHue. CTpagaHueTo nopassasa okoso 30 ciydas Ha MUIMOH AYIIM FOJUIIHO U C€ CMsTa, Ye 3acsira

MBKETE U )KEHUTE TIOPABHO.

Toit Moxe 1a ObJIe OTKIIIOUEH OT:

ajlepruyHa peakius, NpUYMHEeHa OT JeKapcTBa /Oera-JakTamMH, EPUTPOMUIIMH, KIMHIAMUIMH,

BaHKOMMIIMH, cyiaoHamuau, ¢yposemun, anonmypunon, HCIIBC, amuonapoH, 31aTo, THA3WAH,

¢enuTouH, Oeta-Onokepu, nuxuOutopu Ha TNF-anda, cenekTuBHM MHXUOUTOPU HAa OOpaTHUS 3aXBaT

Ha CEpOTOHMH, MeT(hOpMuUH, BaphaprH, BaJIIPoeBa KHUCEINHA, KAKTO U MHOTO JIPYTH, KaTO HA4aJlIo0To €

o0ukHOBeHO 1 10 3 ceaMHIIM clie 3allouBaHe Ha MEIUKAMEHTa/,

HEOIUTa3MH /TUM(OMH, ICBKEMHH, BUCLIEPATTHH TYMOPH, TAKMBA KaTO YPEBEH a/ICHOKAPIITHOM U paK Ha

oemust 1po6/

uHopekun /Mycobacterium, xenatut B u C, Staphylococcus aureus, Chlamydia, Neisseria u HIV/.
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B nauanHus cragmii Ha BaCKyJIMTa HAMA ICHO U3Pa3CHHU CUMIITOMU U CC CITy4YBa 3a00JIIBAaHETO Ja HE CC
pasno3Hac BEAHara. Tow moxe Ja 6’BI[€ OCTBHp U CaMOOI'paHUYCH, pCIUAUBHUPpalll HJIN XPOHUYCH.

Kinnuka

W3sBaTa Ha cTpagaHMeTO € pasziuyHa, HO KMMa oOmM cuMnToMu U kJuHuka. Kacae ca 3a
BB3MAINUTEIHU IPOMEHH 110 KOYKaTa C IosBaTa Ha OTOK, 0OPHUB, KPbBOM3IUB, HEKpo3a. [lopaxkeHusTa ca
CUMETPUYHH, TJIaBHO MO JOJHUTE KpaitHuuu. OOpuBHUTE BH3HUKBAT 107 opMaTa Ha YEPBEHH, BB3IIH,
epo3us, panu. Haif-uecrara koxxHa nposisa Ha LCV e nmajammpyemara mypmypa. Jpyru Ko>KHHUTE
MPOSIBM BKJIFOYBAT: MaKyJIoOMNaIyinapeH oOpuB, Oyiu, mamyiu, IIaku, Bb3JH, 538U U livedo reticularis.
[Manmentute ¢ LCV Mmorat na ce mpeAcTaBsAT U C apTPAITHH WU apTPUTH, BKIIOYBAIIN KOJICHETE HITH
TJIE3CHUTE.

JlaGopaTopuuTe u3cjeIBAHHS BKJIOYBAT: KpbBHAa KaptuHa, C-peaktuBeH mnporemH win CVYE,
OMOXMMHYHU M3CJIC/IBAHUS C M3CIICBaHE HA YepHOApoOHATa U ObOpeuHa (PYHKIHS W U3CJICIBaHE Ha
ypuHa. Te ca moJje3HH 3a U3KIIOYBAHE HA JPYTH BACKYJIUTH, ONPECIITHE HAa HATMYUETO Ha CUCTEMHO
3a0oJsiBaHe W MACHTH(HUIMpAaHE Ha CBBP3aHO PA3CTPOWCTBO, KOETO MOXE Jla MpPeJoCTaBU
MPOTHOCTUYHA MHPOpMaIs 3a OoJecTTa.

JunarHosata ce  IOCTaBi  CIIOpEeA  KPUTEpPUMTE  Ha AMEpHUKaHCKUAT  KOJEX IO
peBMarosiorus 3a Touna kinacudukaius Ha vasculitis hypersensitivum. Kpurepuure ca:

- Bw3pact nag 16 rogunu;

-Ynorpeda Ha MEIMKAMEHT TPEIN PA3BUTUETO HA CUMIITOMHTE;

- Kosken o0puB - onumBamiy ce BUOJIETOBH MAKyJIU 10 KOXKaTa,

JIbn0okaTa OHOMCUSITA HA KOXKHUS OOpPHB TOKa3Ba MHMUITpaIMs ¢ HEyTPODUIM OKOJIO MAIKUTE
KPBHBOHOCHH CBHJIOBE.

JAudepennuannara auarnoza 3a LCV Bxmousa: (DRESS) cunapom /nexapcTBeHa peakmusi ¢
€03MHO(UIUS U CHCTEeMHU CHMIITOMH/ , aMUJIOW03a, aHTH(POCHOIUIMUIEH CUHAPOM, MPEACHPIACH
Mukcom, 6osiect Ha Behcet , cunnpom na Churg-Strauss, rpanyinomaro3a Ha ¢ nojauanruut, Henoch-
Schonlein nypnypa, ypTukapuaieH BacKyJIuT, UMyHHa TPOMOOIIMTONIEHUYHA ITypIypa H JIp.

Jleuenue

[TomxombT 3a MOETAIHO JICUSHHE TPSOBA /1a BKIIIOUBA: MTOBIUTAHE HAa KpaKaTa, KOMIIPECHOHHH YOPaIy,
KOJIXUIIMH, JalCOH, TEHTOKCU(UINH U CTEPOUIU B HUCKA J03a. Moxe obaue aa ce Halo)X1 eJTHOKpaTHa
MyJicoBa /1032 OT BEHO3HU KOPTUKOCTEpouaAu (MeTminpeanus3oioH, 15 mg/kg), nmocneaBana ot
NEPOPATHUA KOPTUKOCTEPOUIM IPH MO-TEKKUTE Cirydan. KOIXUIMHBT ChILO CE U3MOI3BA IPU MAITUEHTH
C KO)KHM M CTaBHHM CHMIITOMH, HEpearupamy Ha KOPTUKOCTEPOWHATA TEpaIvsi, HO € C OrpaHH4YeH
edext. ToBa JekapcTBO TpsiOBa Ja ce M3MOJ3Ba C IMOBUIIEHO BHUMaHHUE MpH JHLA C ObOpeyHH
3a00ABaHMsI U TPU OPEMEHHU KEHHU.

HI. JEBKOOIUTOKJIACTUYEH BACKYJIUT U KPUOI'JIOBYJIMHEMUSA

TepMuUHBT KpHOTIIIOOYIMHEMHUYEH BACKYJIMT C€ M3MOJI3BA 32 ONMCBAHE Ha IMAlMEHTH, KOUTO HUMat
CUMITOMH, O0YCJIOBEHH OT HAJIMYMETO Ha KPUOTJIOOYINHU. 32 IbpBU BT IIpe3 1966 ronuna Meltzer u
CHTp. CHOOIIABAT 3a 29 MAIMEHTH C KPUOTJIOOYIUHH B cepyMa U CXOAHU KIMHUYHM MIPOSBU (IypIypa,
apTpayrusi, ciabocT), ChIPOBOACHU OT OpraHHa MUCGYHKIUS M OT TMOBHUIIEHH CEpyMHHM HHUBA Ha
pesmarounuus gaxrop (RF).
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Enunemunosorus.
UYecToTara Ha KpUOTJIOOYJTMHEMHUSATA OCTaBa HEU3BECTHA.

Kiaunnuka.

Tpuagara mypmypa, apTtpainrus u ciaboct ce cpema npu 80% OT ciydauTe Mpu HM3sgBa Ha
3abomsBaneTo. [IpucTpnuTe Ha KPUOTIOOYIMHEMHUYEH BACKYJIUT YECTO, HO HE BUHATH CE ChIIPOBOXKIAT
OT 001K CUMITOMHU KaTo (HeOpUIuTeT, cIabocT, MUAITHUS U apTpairus. TAXHOTO HaJM4Ke, 0COOCHO B
KOMOMHAIMs ¢ MypIypa, HacouBa KbM BacKyiuT. KokHata mypmypa € Hal-THNMYHATA HM35Ba Ha
KPHOTJI00yTHHEMUUHUsI BacKyimuT (54-82%). Tst ce xapakTepu3upa ¢ MHOXKECTBO MAJIKH METEXHATHU
JIe3UH Mo AO0JHUTE Kpaituunu. [lyprmypaTta Moxe 1a ce pa3npocTpaHu KbM abJoMHHANIHATa objact, a
MO-PSAAKO — KbM TOPHUTE KPaHUIIM U TOpaKca. 3acsiraHeTo Ha JPYTU YacTH Ha TSUIOTO HE € 00MYaiHO.
W3onupanara mypmypa uMa 100pa IporHO3a, KaTO MAalMEeHTHTE CE€ BH3CTAHOBSIBAT CIIOHTAHHO HaMi-
4YeCcTO B paMKHTE Ha €/IHa CEIMUIIA, C OCTaThYHA KOKHA TUTMEHTAIUs OT HATPyMBaHe Ha XEMOCUIEPHUH.
HeOnaronpusiTHUTE NPOrHOCTUYHHM TPU3HAIM TPHU KOXKHO 3acsiraHe ca KOHQIIyHpaHETO Ha
BAaCKYJIMTHUTE JIe3UuH (OOMKHOBEHO OKOJIO MaJCOJUTE) WIIM UCXEMHS HA TUCTAIHUTE YacTU Ha TSIIOTO
(mnmanm, Xomwia, YCTHHM, ymu, Hoc). Hammumero Ha livedo reticularis m Ha KOXHHU yiIeparuu
OOMKHOBEHO TOBOPH 3a 3acAraHe Ha CpeJHOKAIUOpeHuTe chaoBe. HaMa cTanmapTu3supanu KpUTepuu
3a JWMarHo3a Ha KpuorinoOynuHemusTa. Ts ce MOTBBbpXKAaBa OT HAIMYMETO HA THUIIMYHO OPTraHHO
yBpexkaaHe (OCHOBHO KOka, ObOpenu uim nepudepHu HepBU) U OT JaOOpaTOPHOTO YCTAHOBSIBaHE Ha
MUPKYIHApamy KpuorinoOynuan. To € moKa3aHW MPU BCUYKH CIIydal, IPU KOUTO MMa ChbMHEHHE 3a
KpuorjaoOynuHemusi. HUBOTO Ha KPUOTIOOYIMHHTE MOXE Ja Oblie OICHEHO WHAMPEKTHO Ype3
M3MepBaHe Ha 00maTa KOHIICHTpANXs Ha OeNIThKa B KPUOIIPEIUITUTATA U Ype3 OI[CHKA Ha KPHOKPHTA.
3a1bJDKUTEHN ca OMOXMMUYHHTE U3CIIeBaHNA 32 ObOPEUYHO U 3a 4epHOApoOHO 3acsarane. [loHmkeHn
CTOMHOCTH Ha KoMmIuieMeHTa (B dacTHocT C4 ¢pakuusara), KaKTO U MOBHILEH TUTHhP Ha CEPYMHUS
peBMarouJieH (GakTop OOMKHOBEHO ce HalbJI0JaBaT MPH CMECEHUTE KPUOITIOOYIUHEMHUH U MoraT Jia
KOpEeJHpaT ¢ HIKOH OT KIMHUYHHUTE U3SBU.

Judepenunuanna 1uardo 3a:cusapom Ha Raynaud, 6osiect Ha Broprep, arepockiieposa, Jiyec u Jp.

JleyeHnuero ce ajantupa cnopes mojyiekaniara eTuonaToreHe3a (XMInepBUCKO3UTET WM BaCKYIJIUT) U
CIIOpEN TEXECTTa Ha KIMHUYHATA Uu3sBa. [pU ca OCHOBHHUTE TEPANEBTUYHU TMOAXOAM IIpU
KpI/IOFJ'IO6YJ'II/IH€MI/I$II KOHBCHIMOHAJIHA HWMYHOCYIIPECUA, AHTUBUPYCHO JICUCHHUEC U OnoIorHYHa
Tepanus.

IV.HOAO3EH EPUTEM /Erythema nodosum/

Bbonecrra ¢ NpeaACTAaBUTECI HAa CCINTATHHUTC MAHUKYJIIHUTH. ToBa € IONMMETHOIOTUUYHO HMYHOJIOTUYHO
CTpagaHueC, U3pa3gBailo CC Hal-4ecTo ¢ CpUTCMO-BB3JIOBUHN U3MCHCHUSA IO JOJIHUTC KpaﬁHHI.[PI C
OoTjIaraHC Ha UMYHHH KOMIIJIICKCHU B )]T)J'I6OKI/ITC KPBHbBOHOCHH CBAOBE HaA J€pMara.

Enuaemuosorusa.

Cpema ce BbB BCsiIKa Bb3pacT, MOJI U paca, JKeHUuTe ca 3acCerHatv TPU 0 WIECT IbTH MO-YECTO OT
MBXKETE, 0OMKHOBEHO MPe3 BTOPOTO JI0 YETBBPTOTO JeCETHIeTHE. bpeMeHHUTE )KeHH ca pUCKOBA Tpyma
3a 3abomsBanero. [Ipy moBeue ot 40% OT cioydauTe eTHOJOTHsITA OCTaBa HeusBecTHA. [lo-
MpeAPa3NOJIOKEHH ca JKeHH ¢ 00e3uTac U IWInHApuYHA GopMa Ha MOA0EIPUIINTE.

ETnoaorus.
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Wudexnun. Haii—4ecto CTpenTOKOKHM, CJel CTPENTOKOKOBAa AaHTMHA, MPOTHYAlla C IOBHUIIEHA
TeMIlepaTypa, OTIaJHAIOCT, OOJIKHU B I'bPJIOTO U cTaBUTE. JIpyru HH(PEKIMO3HU areHTH ca HepCuHU03a,
TyOepKyJ103a, OpHUTO3a U JIp.

MenukamenTtu. KoHTpauenTisy, caluiuiaTH, aHTUOMOTHUILIH, CYI(pOHAMUIIU U JP.

Kiaunnuka

IIpenn nosiBa Ha HOJO3HMS EPUTEM MMaA NPOIPOMAJICH CTAaUil, KOWTO CE M35BsABA C IIOBUILABAHE HA
TeMIleparypara, OTIaHAJIOCT, BB3MAJICHO I'bpJ0, OOJKH B CTaBUTE, CTOMAIIHO-YPEBHU CMYIICHHUS.
Cren HAKOJIKO Yaca ce ojy4yaBar 00Je3HEHU, 3a4epPBEHM, HAIUTHATH, TBBPJIMU IUIAKH, CUMETPUYHO Ha
JIBETE MOJ0EIPHIIM /TI0 TIpeIHaTa THOHAIHA TOBBPXHOCT/, OKOJIO KOJICHETE U TOpHATa MOBBPXHOCT Ha
xoauiata. [10-KbCHO Te ce pa3npocTpaHsBaT B AbJI00UMHA U 32 HAKOJIKO THU ce 00pa3yBaT Bb3JIOBUIHU
U3MEHEHHUs C pa3Mep OT 2-3 ¢M B JUaMEThp A0 IojJeMHHAaTa Ha 4YOBELIKA JilaH. MeauKkaMeHTo3HaTa
€pUTEMa HOJ03YM C€ XapaKTepU3Mpa C JIMIICA Ha ITOBUIICHA TEMIIEpaTypa U JEBKOLUTO3a, KaTo HE Ce
3acdara oOOIIOTO CbCTOSHUE. XapaKTepu3upa ce€ C [I0-CHUJIHO M3pa3eHa U MO-TpaiHa OCTaTh4yHA
MUTMEHTAL.

JlabopaTopuuTe mM3cjaeaBaHus rokassar: nosumeHo CYE, neBkonuTosa ¢ osieBABaHE, IOBULICHU
CTOMHOCTH Ha TpaHCAMMHA3UTE U OUIMpyOrHA B KPbBHUSI CEPYM, ITIOHSKOIa BUCOKH cTOMHOCTH Ha IgE,
IgM n xomnoHeHT C3 Ha KOMIUIEMEHTA.

Jlmarnosa

Ba31/1pa CC Ha! KIIMHUYHAaTa KapTHHAa U XUCTOIMMATOJIOTMYHHUTEC IIPOMCHU — SaIIC6CJI$[BaHC Ha CCIITUTC Ha
MOJIKO’KHATa MacTHA ThKaH OT BB3MAIUTEIHU MH(OWITPATH, KOUTO CE€ NMPOMEHAT C MPOrpecHusiTa Ha
3a00JIIBaHETO: OTHAYAJIO €EM, XEMOparuu M HeyTpo(uiau, a Mo-KbCHO (uOpo3a, rpaHyJalMOHHA
ThKaH, TUM(OIUTH U TUTAHTCKHU KJIETKH.

JAudepenuuanna guarLosa:
KOHTAKTEH JIEPMATUT

CTa3eH JAepMaTuT

ebopeeH JepMaTuT

MOpOUIH

BEHO3HA HEJOCTATHYHOCT
Bapulena

XNVB

HyMyJlapHa eK3eMa
OakTepuaseH MCHUHTUT
MEJIaHOM

Ky-Tpecka

cU(UIUC, UXTHO03a, EpUTEMa, ITMOIepMa FAHIPEHO3YM, KOXHa (hopMa Ha TyOepKyIio3a u JIp.

Jleyenue:

OnTUMalHOTO TepaneBTUYHO MOBeJeHHe TIPY Ta3H OOJIECT Hajara Jja ce OTKpHe NMPUIUHHUS (HaKTOp
U J1a ce IIPOBEJIE ETUOTPOITHO JIEUEHUE. AKO TOBA € HEBB3MOXKHO CE ITpHJIara CAMITOMATUYHO JIEYEHHE.
IIpenopbuBa ce npu M30CTpsiHE HA OoJiecTTa Ja c€ OCUIYpH IOYMBKAa Ha JIErNo, a 3a Oonkara ce
M3II0JI3BAT HECTEPOUTHH MTPOTUBOBB3NATUTETHH cpesicTBa. OCOOEHO MOJIe3eH NPU XPOHUYHUTE CITydau
€ KaJMeBMAT Hoxar npe3 ycrata. [Ipym mauonatnyHu GopMH ChLIO c€ MpHIaraT WOJHU Ipenapary.
JlokasHO ce MmpaBsT KOMIIPECU C KaJIMEB IepMaHIraHaT WIM KOMIIPECHH MpeBpb3kHu ¢ 10% uxTnosnos
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MEXJIeM, a BB3IUTE CE TPETUPAT C HHIOMETalWH, ¢enopaH-ren u nap. JIokamHo ce mpuiarar
MPOTUBOBB3NAIUTECIHA M JIEPMATOJIOTMYHU aHTHcenTUid. OOMOTO JIeYeHHEe Ce W3BBpPINBA C
AHTUXMCTAMUHOBH TpENapaTH, aleTHJICATUIINIOBA KUCEIIMHA, HECTCPOUIHU MPOTUBOBB3MAIUTECITHU
cpenctra, ButamuH C. [Ipu naHHM 3a HaMYHA HHQEKIUA Ce MTPOBEXKIA TePaIHs ¢ IIHUPOKOCIICKTHPHU
AHTUOHOTHUIIN.

N3bsarBa ce ymoTpebaTa Ha TIIOKOKOPTUKOCTEPOUIM, THH KaTro € YCTAHOBCHO YTEXKHSBaHE Ha
MOCJICBAIIMTE PELUIUBY Ha 3a00JISIBAHETO CJIE]] IIPUIAraHeTO WM.

V. EGPA - Eosinophilic granulomatosis with polyangiitis /Cunapom na Unpr-Il{payc (Churg -
Strauss syndrome)

CungpomsbT Ha Ubpr-lllpayc, no3HaT oiie karo ajgepruyHa rpaHyJIoMaro3a WK aJepruyeH aHTHUT €
BB3MAJICHUE Ha MAJIKUTE KPbBOHOCHU ChJ0Be. Hamnunero Ha Tekka acTMa, €03MHO(IIINS, TOBUIICHU
HuBa Ha IgE mpenmosarat aneprudeH nporec. Hsikou aBTOpu mpuemar kaTo MpoBOKUpan] (akTop
JIEKapCTBEHAa CBPBXUYBCTBUTENHOCT KbM penicillin, penicillamine, Hoautu, IJeBKOTPUEHOBU
MoudukaTopu, mesalazine. Haii-4ecTUST Npu3HAK HA TO3W CHHAPOM € acTMmara. CaMusiT CHHIPOM
MO3K€ J1a JIOBEJI€ 10 MHOXKECTBO MPOOIeMH KaTO CeHHAa XpeMa, OOpUBH, KbPBEHE B Pa3IMUHU YacTH HA
XpaHOCMMJIATEJIHATa CUCTEMA, CUJIHA OOJIKa U apTPUTHH MPOSIBU HA TOPHU U JOIHU KpaiHuiu. Haii-
XapakTepHaTa Ja0opaTopHa Haxoika € eo3uHodwmnusTa. [Ipu akTuBHO 3aboisiBaHE MOXKE Ja ce
YCTaHOBAT aHeMHus, JIeBKoIMTO3a U HapactBaHe Ha CYE. Ilpu vact ot OosiHute ce nosumana IQE B
cepyMa. B oko1io 39% - 59% ot cinyuyaute Ha CSS ce otkpuBatr ANCA, KaTo TAXHOTO MPUCHCTBUE CE€
CBBP3Ba C BUCOKA YECTOTA HA TIIOMEPYyJIOoHE(DPHT, MypIypa, IBEOJIApHA XeMOParus 1 JIp., HO BCE MakK
TOYHATa  POJIsI HA Te3H aHTHUTENA B pa3BUTHETO Ha cuHApoMa Ha  Churg-Strauss e He  HambJIHO
M3BECTHA.

JAuarnosa

Cnopen, KpuTepuuTe Ha AMEPHMKAHCKATa KOJIETMS [I0 PEBMATOJIOTUA T BKJIIOYBA CIEAHUTE
CUMITOMH:

- acT™Ma

- IPOMEHHU B NTapaHa3aJIHUTE CUHYCH

- eo3uHOpMIHA. no-rosisiMa oT 10% 1 B aOCOMIOTHU CTOWHOCTH

- MOHO- ¥ TIOJIMHEBPONATHS

- MyJIMOHAJIHU UHQUITPATH ¢ MUTPHUpAILl XapaKTep

- OuorcuYHa Haxo/IKa - €eKCTpaBa3aJieH €03uHO(IIEH HHPUITPAT

Hannunero Ha 4 or Te3u 6 KpuTepHs MOCTaBsl JMarHo3ata Ha OoyiecTTa ¢ 4yBCTBUTETHOCT 85% u
cneruduaroct 99.7%.

JAu¢epenuuaina guardosa.

Bonecture Ha 6enust 1po0, mpoTuyany ¢ actMa u eo3uHodmus, Ho 6e3 ANCA nHanp. OponHxuanHa
acTMa, OpOHXOITYJIMOHAJTHA aCTIePTUII03a, XPOHUYHA €03WMHO(HITHA THEBMOHUS KaKTO M MTPH MAI[HCHTH
C PEHTTEHOJIOTMYHO J0Ka3aHu OenoApoOHM HMHOMITpPATH M KpbBHA €03MHO(pWIMA, HO Oe3 acTma:
CTPOHTMIIOHNI034, acKapu03a, TOKCOaKapo3a, aHTHJIOCTOMATO34, peaKIus KbM
JIeKapCcTBa, XUIEePeo3nHO(UIeH CHHIPOM, MUKO3H, TyOepKyo3a.

Jleuenmue.
3a KONMHUpaHE HAa CHUMNOTOMHUTE CE€ M3MOJI3BAT PA3JIMYHM MEAUKAMEHTH KaTO KOPTUKOCTEPOUIM,
UMYHOCYIPECOPH, UHTPABEHO3HO BIMBAaHE HA UMYHOTJIOOYIUH U Jp.
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OnoOpeHn 3a Jie4eHHE ca MOHOKIIOHAJIIHM aHTUTeNla- aHTHeo3WMHOo(puieH mpenapar- aHta |L-5-
Mepolizumab 300 mg - ATC code: R0O3DX09 3a 1moaKk0KHO MPHIOKCHHE BEIHBK MECEUHO.

VI. ITYPITYPA Henoch-Schénlein u Backysmut Ha Henoch-Schonlein

Henoch-Schonlein - (H-S) e kamuisspoTOKCHKO3a, KOSITO C€  ONMKCBAa  Karo  HMYHOAJCPIHYHO
BB3MAINUTEIHO 3a00isBaHe HAa KPBHBOHOCHUTE chaoBe. H-S e m3Becren ome u karo IgA menuupan
BACKYJIMT C MOJIMETHOIOTHYHA TeHE3a.

Enunpemunosiorus
[Mpubnuzurenna yecrota e 2/10000. ToBa e Hail-ueCTHAT BaCKYJIHT B JA€TCKAaTa BH3pacT 3a Osuiata paca.
90% ot 3acerHarure ca Ha Bb3pacT 5-15 rogunau. MBKKUAT 101 00JieIyBa MO-4€CTO, B ChOTHOIICHHE
MBbKeKenu 1,5:1.

Etnosorus

Bonecrra ce cBbp3Ba ¢ mpenmiecTBania HHPEKIUS Ha TOPHUTE NUXATEIHHM IbTUINA, KaTo B 50% oT
CIIy4auTe C€ M30Jupa IIaM Ha Tpul A, MpueM Ha HIKOU MEIUKAMEHTH KaTO aCUpPHUH, aHTUOMOTHIIH,
cyndoHaMHIU, THA3UIU, & CHIIO KAaTO MPOBOKUpaIll (HaKTOp C€ MOCOYBAT M HIKOM XpaHU KaTo sUIa,
SITOJIN, IITOKOJIA.

Knunuka

[IpoTnua ¢ xapakTepeH KOXeH oOpUB, ChC 3acsiraHe Ha cTaBUTe, OBOpenuTe U ctomaxa. Kacae ce 3a
aceNnTUYeH BAaCKYJIUT HAa MAJIKUTE ChJI0BE. M3paboTBaT ce aHTUBACKYJIapHU aHTUTENA U HUPKYIUPALIU
umyHHH koMiutekeu (LIUK), kouto ce otnarar cy6ennorenHo B cpaoBere. HacrpnBa nduaTpanms Ha
ChJI0OBaTa CT€Ha ¢ HEYTpOo(uIu, KOUTO (aroluTUpaT UMyHHUTE KoMJekcu. HapyiiaBa ce cTpykTypara
U TIepMeadMIINTETHT Ha ChJIOBATA CTEHA.

AMepHKaHCKUAT Kosiex 1o peBmaronorus (ACR) ompezens 4eTupu TUarHOCTUYHU KPUTEPUH, TPH OT
KOUTO ChOTBETCBAT HA KJIMHHKATA!

- Bw3pact < 20 rogunu.

- INannmupyema nmypmypa.

- Octpa KopemMHa 0oJIKa.

- buoncus, nokaspaia rpanyJIoLUTH, UHOWITPUPAIU CTEHUTE HAa MAJIKUTE apTEPUOIIU U BEHYJIH.

EBponeiickara aconuanus 1o AeTcka peBMaroyorus pesusupa kpurepuure Ha ACR, ¢ koeTo moctura
100% uayBcTBUTENHOCT U 87% crienuUIHOCT.

[Maanupyema nypnypa (3aabJKUTe/IeH KPHUTEPHii) C TPEIOMHUHAHTHO 3acsiraHe Ha JOJHUTE
KpaifHHIIM 1 TTIOHE €IWH OT CIICITHUTE KPUTCPHH:

- Iudysna kopemHa 60nka.

- Koxna Omoncwusi, KOsTO TIOKa3Ba JICBKOIMTOKIACTHYCH BACKYJIUT C TOMUHAHTHO OoTiiarane Ha UrA
i 60b0pevyHa 6UoTCcHs ¢ ME3aHTHONPoIH(epaTUBEH IIIOMepyIoHePHUT.

- ApTtput/apTpanrus

- brOpeuno 3acsrane: nporewnypust Han 0.3 1/24 4., wim OenTbk/KpeatunuH Hax 30 mg/mmol,
XeMaTypusi — Hall 5 ep./1one, Wik epUTPOIUTHH IWIMHAPH,UIH >2+ KPBB NPH U3CIEIBAHE C TECT-
JIeHTA.

JAu¢epennuaina 1Har1o3a:

TpomboruTonenus, ypTukapus, C Myprnypa MpU MEHHUHTOKOKOB CEICUC. OCThpP PEBMATHU3bM,

PEBMAaTOUJIEH apTPUT, CUCTEMEH JIYIyC, s3Ba HAa CTOMAaxa M JYOJEHYMa, €pO3UBEH TaCTPUT, OCTHP
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EHTEPOKOJIUT, XPOHHWYEH YIIIEPO-XEMOArHUeH KOJIHUT, XOJICIUCTUT, OCTPH M XPOHHYHU HeDpUTH,
HedpoIuTHa3a U BCUUKU MTPOLIECH, POTUYAIIIN C XeMaTypusl U KOpeMHa 00JIKa.

JleyeHueTO € MOJIBPIKALIO U € HACOYEHO KbM ITPOOJIEMUTE Ha FTaCTOMHTECTUHAIIHUS TPAKT, ObOpenuTe,
KOXHUTE U3sIBH, cTaBuTe. ONTUMATHUAT HAUMH 32 JiedeHHe Ha myprypa Ha Henoch — Schonlein ocraBa
criopeH. KoxxauTe 00puBY THPISAT 00OpaTHO Pa3BUTHUE MO ISHCTBUETO HA CUCTEMHU KOPTUKOCTEPOH TN
/cpenna po3a 1 mg/kg/, KouTo O6IATONPHUATCTBAT 3a MOAO00PSIBaHEe HA ChCTOSHUETO KaTo 1su10. [lopaan
HapynieHara QyHKus Ha ObOpenuTe ce JOCTUTa [0 XUITOATIOyMHUHEMHSI, KOETO U3UCKBA U BHACSHETO
Ha O6enTpuu. KomOuHanuATa 0T GENTHIM U JUYPETUIIM HaMaIsiBa OTOLIUTE.
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AJIEPTTYHA BPOHXOITYJIMOHAJIHA ACHHEPTUJIO3A (MKB: B44)

1. Onpenesienne

Anepruunara 6ponxonyiamMoHanHa acnepruio3a (ABPA) e umynonoruyno 6emoapodHo 3ab0ssBaHe B
pe3ynTaT Ha CBPBbXYYBCTBUTEITHOCT KbM aHTUTeHHTE Ha Aspergillus fumigates. Koeto oOukHOBEHO
3acsira MAaIMeHTH ¢ acTMa M KUCTU4Ha ¢uodposa. [locieqnure ca Haif-uecTo MAalMEHTH, CTPANAIINA OT
OpoHxuanHa acTMa Wi KucTudHa (ubposapassutne Ha ABPA ce cBbp3Ba ¢ artomus. JlokamHOTO
BB3MAJICHUE € B PE3Y/ITAT Ha AUCOATAHC U PeOMUHUpaHe Ha Th2 UMyHEH OTTOBOp € aKTHBHpPAHE Ha
Th2 CD4+ T xietku u ocBoboknaBane Ha IL-4, IL-5, IL-13, cunte3 Ha IgE u pekpyrupane Ha
€03UHO(DUITH.

A.fumigatus e moBceMecTHO pa3npocTpaHeHa canpoduTHa IUIECEH ¢ pa3Mep Ha copute 3-5 UM, KoeTo
MO3BOJISIBA IBJIOOKATA MM JICTIO3UIIMS B JUXATEIHUTE ITBTHUINA HA TPEAPA3NOI0KECHH WHAUBUIH, TIPU
KOUTO MMa JAePEeKT B MyKyCHATa 3aIIuTa (MYKOIMIHAPEH KIUPBHC, CMUTETHA QYHKITUSA).

2. KpaTku enu1eMUOJIOTHYHH TAHHU.

B rio6anen maia6 ce cuuta, ue ABPA 3acsra 2.5% ot HaceneHuero 6e3 3HadeHue ot noia. Yecrorara
Ha naruentute ¢ ABITA-kuctuuna ¢udposa e ot 3% 10 25%, cbe cpeana croiHocT oT 8,9%, ¢ mo-
TOJISIMO pa3NpOCTPaHECHUE MPH Bh3PACTHUTE B CpaBHEHHE ¢ nenara. B moarpymara ABPA-Oponxuanna
acTMa 4ecTtoTaTa MoXKe Ja JOCTUTHE 10 75%.

3. KimHn4yHa KapTHHA.

ABPA ce mposiBsiBa Haii-Be4ue KaTo 00OOCTpsIHE Ha OCHOBHOTO 3a0oJjisiBaHe (KucTuuHa ¢GubOpo3a Wiu
actma). Cumnromute Ha ABIIA Haii-uecro HamomoOsiBaT —ek3alepOalsi Ha €JHa TeXKa
HEKOHTpOJIMpaHa acTMa (ChC CBUPKAIIO JAUINAaHEe U KaIINIIA), 3a€THO C XEMOITOE MM €KCIIEKTOpaLns
Ha KaQsaBU, MYKyCHH 3amylIagkd. B Hsikoum ciiydam ce HaOI0AaBaT yMopa, HHUCKOCTETIEHHA
Temmeparypa win 3ary6a Ha terno. [locrenenHno GenoapodHara GyHKIIMS MPOTPECUBHO CE BIIOIIABA.
PazBuBat ce OponxuexTazuu u OenojpoOHa ¢uOpo3a, KOUTO ca M HAW-CEPUO3HUTE YCIOKHEHUsS Ha
ABIIA.

QOuU3MKATHUAT Tperyiel mpu 3a00JsIBAaHETO OOMKHOBEHO OTroBaps Ha HaxXOJKaTa MpU OpOHXHUATHA
acTMa- CBHPKAIO AWIIAaHe U YIbJDKEH u3auiiBaHe. B mo-kscHuTe ctaauu Ha ABPA 1 kato u3siBa Ha
oenoapobHaTa pubpo3a, MOXKE /1a c€ YCTAaHOBAT OapabaHHU NMPBHCTH U [IHAHO3A.

4. InarHOCTHHU METO/H.

4.1. Koxxno anepruyna npooa.

Koxxno anepruuna npoda ¢ A.fumigatus e cyporareH Mapkep 3a JHarHOCTHIMpaHe Ha SarmenuuyHa
anepruyHa ceHcuounuzanus. HezabaBHata Ko)kKHa CBPBXUYBCTBUTENIHOCT KbM A. fumigatus aHTHUreHH
nokasBa Hanuuuero Ha IgE anTutena, cneunduunu 3a A.fumigatus. YyBCTBUTENHOCTTa Ha
MOJIOKUTEITHUSL pe3yiITaT npu auarnoctuiupaneto Ha ABPA e okono 90%.

4.2. UMyHOJIOTUYHH M3CJICeABAHUS, U3M0JI3BAHM NIPU oneHKaTa Ha ABIIA.

- M3cienBane Ha A. fumigatus cnenuduunn IgE: ITosumenure IgE anturena cpemy A.fumigatus
ce cuuTar 3a omnuutenex oener Ha ABPA. Croitnoct >0.35 KkUA/L (ycranoBeHa upe3 iyopeciieHTeH
CH3UMEH MMYHOAHAJIN3) € MI0Ka3aTelIHa 3a ceHcuonam3anus ksM A. fumigatus u ABITA.
- N3cnenBane Ha o6mm IgE B cepyma: Ob6mure IgE ca Guomapkep, 1IeHEH KaKTO 3a IMAarHOCTUKA Ha
ABPA, Taka u 3a mo-HaTarpmHOTO TIpocieasiBane. Hopmamnoro auBo Ha IgE (npu nunca Ha cuctemHa
TIIIOKOKOpTUKONAHaTta Tepanus) u3kimouBa ABPA. Croiinoct > 1000 IU / mL e nuarHocTudeH
kputepuii 3a ABPA.
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- Haauume Ha eo3mHopuumsa: OnpenensHe Opos Ha eozuHouiMTe B TepudepHa KPbB €
HecrienuduyeH JabopaTopeH TecT B nuarnoctukara Ha ABPA (citab ckpuHuHTOB TecT). Bernpeku ToBa,
eosuHoumus Hax 500/ pul ce mpuema kaTo 3HaUMMa 3a AUarHoctuipanero Ha ABPA.

- IgG cpemy A.fumigatus: OtkpuBanero Ha crenuduunn IgG anturena cpemry A.fumigatus e
OJIC3HO U3cieaBaHe mpu auarHoctunupanero Ha ABPA. Ipu croiinoct Ha A fumigatus-cnienupuuen
IgG 27 mg A / L, uyBCTBUTEIHOCTTA U ClIEIIM(PUIHOCTTA Ha TecTa € cboTBeTHO 8§9% u 100%, KoeTo ro
MpaBy MPUEMJIUB TECT 3a quarHoctunupane Ha ABPA.

4.3. O0pa3uu MeToau npu onenkara Ha ABIIA.

- Pentrenorpadgus Ha rpb/JieH KOIIIL:

Pentrenorpadusta Ha rppaHus Koml e HopMaiHa rnpu moutu 50% ot manuentute ¢ ABPA u 3aroBa
MMa OrpaHHYEHa CTOMHOCT KaTO CKPMHHUHTOB METOJ. BBIpekn ToBa MMa HSKOM pPEHTreHOTrpad)CKu
IIPOMEHH, KOMTO CIIyKat 3a auarHocrtunupanero Ha ABPA. Taka nanpumep, HanuuueTo Ha NPEXOHU
MOMBTHSIBAHUS WJIU THII ,,[IPBCT B PhKaBULIA™ MPU MAIIUEHTH C aCTMa ca CHJIHO mokaszaTtenHu 3a ABITA.
HaGurotenust kaTo KOHCOMHMIAIKs, To0apHa WIM CETMEHTHA aTeJIeKTa3a, JICHTOBUIHN CEHKU WU THUII
»lacrta 3a 3bp0M", ,,CCHKM Ha TpaMBaiiHa JIMHUA, ,,IPBCT B PHKaBHIA“ IMPEACTABISIBAT AKTHBHO
3a00JisIBaHe, KOWTO W3Ye3BaT CJeJ JieYeHHWeTo. Tum ,macta 3a 3b0M“ W ,,IpbCT B phKaBHIA™
MPEACTABIISABAT CIIy3HU 3aIlyIIBAHUA.

- KomnwotbpHa ToMorpadgusi Ha rpbJeH KOIIl.

Komrmtorspaa TOMOTrpadusi ¢ BUCOKA PE30ITIOINUS € MPEAIoYnTaHo 0o0pa3Ho uscnensane npu ABPA,
ThH KaTo MO3BOJISIBA MMO-100pa OLIEHKA Ha Pa3NpesielleHneTo Ha OPOHXMEKTAa3UUTe U OTKPUBA JPYrU
aHOMAJIMH KaTO LEHTPUIO0YIapHU HOIyJIU, KOUTO HE C€ KOHCTaTHpaT Ha PEeHTreHorpadus Ha TpbleH
ko1l LleHTpaaHuTe OpOHXHMEKTAa3Uu U MYKOUIHUTE 3allyIlaiKy ca Kilacuueckure Haxoku npu ABPA.
[TarmenT 0e3 npomenu npu HRCT Ha rppaeH kour ce o3HauaBa kato ceposnornuia ABPA.

4.4. JIpyru uscjieBaHusl.

- OYHKIMOHAJIHO U3CJIeIBaHe HA JHIIAHE.

CrimpomeTtpusiTa rmomara 3a yCTaHOBSIBAHE Ha OOCTPYKIMS Ha BB3AYIIHUS TOTOK M 32 OLEHKA Ha
TEXXECTTa Ha yBpena B 6enoapodHaTta ¢pyHkuus. Hopmannarta cnupomerpus He uskitousa ABPA. He
TpsiOBa /1a ce M3IOJI3BA 3a CKPHHUHT U TIPY B3UMAHETO Ha PElIeHus 3a JieueHue. ToBa obaue e moe3eH
MHCTPYMEHT 3a MOHUTOpHpaHeTo. CrnenupuuHuiAT OpOHXO-IPOBOKAIMOHEH TECT MOXKE Jia MPUYUHU
TEeXBK OPOHXOCTIA3bM U TPSIOBA Ja ce n30sTBa.

- Mukpo6uoI0ruuHo u3cjaeBaHe Ha cinyTyM 3a A. Fumigatus.

[MpucscTBrero Ha A.fumigatus mpu m3ciiesBaHe Ha Xpadka He € 3aIbJDKUTEIHO 3a JAMAarHOCTHKA Ha
aBPA, Tvii kaTo rrbaTa MOXe Ja ce MOSBU U IpU ApYru 0enoapoOHu 3a00siBaHUS MOpaay HeWHaTa
IIOBCEMECTHOCT. PossiTa Ha criyTyMHaTa KyaTypa (ako MOJKE J1a Ce IOJIy4H U30J1aT) CE ChCTOU ITIaBHO B
u3cieBaHe Ha YyBCTBUTEIHOCTTA Ha OpraHu3Ma KbM IPOTUBOT'BOMYHU CPEACTBA.

- PekomOuHnanHu Aspergillus anTurenu.
Jloxa3Bane Ha anTHuTena cpenry Asp f 4 u Asp f 6 e ¢ Bucoka crienuduyaocT u ceH3uTHBHOCT 32 ABPA.

5. Kpurepumn 3a nuarsosa.
Kpurepunrte na Rosenberg-Patterson ca Haii-1mpoko H3MOI3BaHUTE 3a AUarHoCTHIMpane Ha ABPA
" IpU NauCHTU € aCTMa BKIIIOYBAT I/I36p06HI/ITe MOo-A0J1y H3CJIICIBAHUA. HpI/I mecTr oT ceaemMrte
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MNpEAJIOKCHU OCHOBHU KPUTCPUA AWArHO3aTa CC CHHUTA 3a BCPOSATHA, JOKATO HAJIMYUCTO HA CCAMUSA -
IIPOKCUMAJIHA 6pOHXI/IeKTaSI/II/I, I[IpaBu Axardo3ara CUrypHa.

TnasHu Kputepuu | 1-6 BepOATHM, +7 KaTEropH4YHH)

EnuioanyHa BpoHxwanHa obcTpyKumAa

NepudepHa eoznHodUNMA

No3uTueen Hesabasen KomeH TecT Kum Aspergillus

NozuTHeeH TecT 3a NpeuunuTUHK Kem Aspergillus

3aBMIWEHKH TOTaNHK cepymum IgE

WcToprAa Ha TpaH3MTOPHW MAK duKcupann BenogpobHu HbMATpaTH
MNpokcumanuu DPOHXHEKTAIMK

=J I UN B W R e

Bropocrenennu ( nogxpensauM) Kpurepum

1. Kadreu “oTaueru”/napyeHua B xpauxure
2. Noautueen kuceH ( 6-12 . /Arthus) komen Tect kem Aspergillus

3a MMO-NIPUJIOKMMHU B KIIMHUYHATA ITPAKTHKA C€ CHUTAT KPUTCPUUTC HA Agarwal H CbaBT.

1. Mpeppasnonarawa actma unum CF
2. 3aabMKUTENHU KpTepuu
a. IgE>1000IU/ml n
b. Mo3uTuBeH He3abaBeH KOXeH TecT Uu 3asuwwenHn gk
Kbm Aspergillus
3. BropocTteneHH#u ( >2) Kputepums
a. EosnHodunus >500
b. MpeunnuUTUHKU nnu 3asuwenn I1gG kvm Aspergillus
c. MAbTHWM peHTreHoBM CEeHKK
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6. Ctagupane na ABPA.

Paza

Onpegenenue

XapaKTepucTHKK

0

AcumnTomHa

bes npeguwHa guarHosa ABPA
KonTponupaxa actma (cnopep GINA)
W3nbnHABa gUarHocTuyHuTe KpuTepuu 3a ABPA

1a

1b

Octpa

C MyKOMAHA 33pBHKa

Be3 MyKOMAHA 3aApLKKA

Bes npeguiiKa guardosa ABPA

HeKOHTPONUpaHa acTMa/CHMNTOMM, CLOTBETCTBALM Ha ABPA

OtroBaps Ha AWarHOCTHYHKTE KpuTepui 3a ABPA
MyKowaHa 3apbiKa, HabniogasaHa npu 0bpasHo

wacnegsare unn $6C

OtcbeTere Ha MyKOMAHA 3aApbiKa npu obpaiHo nacnegeaune

K PEC

Otrosop

¥

W

Knunudno u/unu Ro nogobperve U
Cnap Ha IgE225% oT n3xogHoTO HWBO Ha 8 cegmuua

Exsauepbayun

L]

Knunudixo u/unn Ro snowasare W
MosWwasaxe Ha |gE250% oT M3XOAHOTO HMBO AOKA3AHO NO
ppeme Ha Otrosop/Pemucia

PamncuA

Crabunno kamnmko-Ro nogobpenue U
|gE HIUBA HA WAK NO-HUCKK OT UIXOAHOTO HUBO (MAKW
3aBuweHn<50%) 3a z 6 meceua bes nevenne

Sa

ABPA-33BWCHMa OT
NnevyeHHueTo

22 exsauepbaunu B pamkuTe Ha 6 MeceLa cnej cnupanxe Ha
neveHuetro WK

Browwasane Ha KAMHUYHOTO M/UAK Ro CheToAHME , 3a8AH0 ¢
WMYHONOTMYHO BAOWABAHE ( noBWwWaBaHe Ha IgE Huea) no
BpemMe Ha HamanapaKe Ha nepopanmute MK/azonu

5b

M'K-3aeucuma actma

Cuctemuu TK, HeoOxogumu 3a KOHTPON Ha acTMara, Aokato ABPA

AKTHBHOCTTA € KOHTPONWpaHa ( KakTo e BuaHo oT IgE HueaTa U
obpa3sHuTe U3cheaBaHuA)

HanpegHana ABPA

* OBWUpHW BpoHXMEKTa3WM, JbAKalWW ce Ha ABPA npw obpaiHo

¥

Wacneasare U
YenowHenua ( cor pulmonale w/unn xpoHwyna Tun ||

AWXaTenHa HegocTaTeYHOCT)
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7. lIpakTHYecKn MOAX0A KbM AuarHo3ara ABPA.

Cxkpununr 3a ABPA c IgE, cneunduyen 3a A.fumigatus npu nanueHTs ¢ actmMa

[ BpoHxuanHa actma ]

l

{ A. fumigatus — cneymdmunm Igk =0.35 kUA/SL ]

|

[ 06wy IgE>500 1U/ml ]

}

[ Eo 6poii >500/pl ]

Af-npeuunutuHu/Af-1gG+

[ HRCT Ha rpbaeH Kow ]

| | !
3aAbpiKaH MyKYC BpPOHXMEKTa3HUK Hopma
‘ 1 1 1 ’
[ ABPA - HAM ] [ ABPA - B ] [ ABPA -5 ]

(ABPA-B - ABPA c oponxuekrazun; ABPA-HAM - ABPA ¢ BHCOKO-aTeHIOMpPAH MYKYC;

ABPA-S -ceponornuna ABPA)

- [Ipu croiinoct Ha Af cietmduunm IgE <0.35 KUA/L, ABPA ce oTxBBpIIsL.

- IIpu Te3u ¢ Af-cneuuduuen IgE> 0.35 kUA / L, ce uzcneasar o6mmu IgE. [Tpu o6mu IgE <500
IU/mL, ABITA Moxe aa Obje € U3KI0YEeHA B MO-ToJsIMaTa 4acT oT ciydaute. [IpuobmmlgE > 500
IU/mL, ca HeoOXoauMu 1 APYTH U3CIIeIBAHUS: BKIIOYBAIIH crielduueH 3a A.fumigatus IgG, Opoii Ha
eo3uHopunute B nepudepnara kpbB 1 HRCT Ha rpbaHus ko1

- Huto enun Tect He ocurypsiBa onTUManHa KOMOMHAIMA OT YYBCTBUTEIHOCT U CHELU(DUIHOCT.

- Kom6unanus ot IgE cnenuduuen 3a A. fumigatus, o6ur IgE n o0y 6poit Ha eo3uHOPMINTE HUMAT
YYBCTBUTETHOCT U cenuduyHocT cbotBeTHO 70% 1 100%.

8. AJITOPUTBM M NPUHLIMIIHA HA JICYEHHUE.

Jleuenneto Ha ABITA BK/II0YBa MPOTHBOBBH3NMAJNTETHH CPeICTBA (IJIABHO ITIOKOKOPTUKOWIN) 32
MOTHCKaHE HAa WMYyHHATa XWUIIEPPEaKTUBHOCT M MNPOTHBOrbOMYHH areHTH 3a HamansBaHe (WM
eIMMUHUpaHE) HA TbOMYHATA TEXKECT B JMXATECITHUTE MBTUINA, KATO MO TO3W HAYMH C€ OrpaHHyYaBa
CTHUMYJIBT, OTTOBOPEH 32 UMYHHATa XUIIEPPEaKTUBHOCT. BaxxHO € U J1a ce uIeHTUPUIUPA U U3KITIOYU
BCEKH TOTCHIIMAJICH €KOJIOTWYEH M3TOYHWK Ha A. fumigatus, Thii KaTo TOBa MOXE Ja MpPEau3BHUKA
o0ocTpsiHus Ha 3a00s1BaHETO. JIedeHrneTo OOMKHOBEHO € MPOABIKUTEITHO.

To nenn:

a) HamaJIsiBaHe Ha 06eJ10pOoOHOTO Bb3MAJICHHUE

0) KOHTPOJI Ha acTMaTa

B) JIeYeHHE Ha OCTHP cTaanii Ha ABPA

T) IpeI0TBpaTsIBaHe Ha O0OCTPSHUATA U YCIOKEHHITA.

- Ilepopannu raoxokopTukouau: llepopannure rirokokoptukouan (I'K) ca Haii-edexTuBHHTE
cpenctBa mipu JedeHueto Ha ABPA. Haii-mupoko u3mona3BaH € HUCKOJ030BUAT PEKUM Ha JTO3UPaHE,
nipu koo I'K ce mpumarat B mppBoHYanHa qo3a ot 0,5 mg /kg/nH. 3a 1Be cenqmuiy, nocneasanu ot 0,5
mg/kg/ nen npe3 neH 3a ocem ceamuiry. Cren ToBa g03aTa ce HaMajsiBa ¢ 5 mg Ha BCEKU JIBE CEAMHUITH.
Jleuennero Tpae 3-5 mecena.
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- NuxanaTtopun riawokokoprukouan: Muxanaropuure koptukocrepounu (MKC) nmocturat BUcOKH
KOHIIEHTPALUU B TPAXCOOPOHXUAIHOTO IbPBO U Ca CBBP3aHU ChC 3HAUUTEIIHO MO-MAJIKO CTPAaHUYHU
edextu B cpaBaenue ¢ nepopanaute ['K. MKC He TpsiOBa obOade aa ce U3MOI3BaAT 32 KOHTPOJIUPAHE HA
MMYHOJIOTHYHAaTa akTuBHOCT Ha ABPA, a 110-ckopo 3a KOHTPOJI Ha CHMIITOMH Ha acTMa.

- Beno3nu nyacose ¢ I'K: Tlpu neua ¢ ABITA ce usnonsar unTpaBeHo3nu mysicoBu go3u ['K (15
mg/kg METWIPEAHNU30JI0H, MaKCUMyM 1 g), Karo CTepOMA-MECTAIl MOAXOM, 3a Ja ce H30erHat
CTpaHMYHHUTE e(eKTH Ha exxeHeBHaTa Tepanus ¢ ['K.

- HpOTHBOF’BGI/I‘IHI/I MECIAUKAMCHTH:
Hmar 3a eI HaMaJIIBaHEC Ha rLOMYHaTa TEXKECT, a C TOBA U HAMAJIIBAHC HAa aHTUTI'CHHUA CTUMYJIL. Ilo
TO3W HAYUH HpOTI/IBOF'I)6I/I‘IHI/IT€ JICKapCTBa Morar aa JIeficTBaT KaTo CTCPOUA-TICCTAIIN CPCACTBA.

- Urpakona3on ATC code JO2AC02: Haii-mmpoko M3MOI3BAHUAT TpUa3oi B JieueHreTo Ha ABPA.
Azonute neiictBar upe3 WHXMOMpaHe HAa eH3MMa |4-o-cTepoi-IeMeTmia3a, KOETO HaMalsiBa
OnocuHTE3aTa Ha eprocrepolia, OCHOBEH KOMIIOHEHT Ha I'bOMYHATa IUTOIUIa3MeHa MeMOpaHa. [lozaTta
Htpakona3on HUKora He € Omiia cTaHgapTH3upaHa npu jedeHunero Ha ABPA. YcraHoBeHo e, ue 1mo-
HUCKH 11031 (200 mg /neH) ca KITMHUYHO epuKacHu.

- Ipyru a3oumm: Hskonko mpoyduBaHus ca HaIpaBWIIM OllEHKA Ha MO-HOBUTE a3ouu (voriconazole- 300-
600 mg / nueBHO, posaconazole - 800 mg / nHeBHO ) 3a TsxHara edukacHocT mpu ABPA ¢ xinHUYHO
nogoOpenue npu 70-75% ot nanuenture. HabmiomaBa ce HamansiBaHe Ha HEOOXOAUMOCTTa OT
nepopannau 'K, nogoOpsiBaHe Ha KOHTpOJIa HA acTMaTa U craj B HuBaTa Ha IgE.

- HeOyau3upan amdorepuuun b: Amdorepuninn B neficta upes3 cBbp3BaHe ¢ eprocTepos B rboOnyHa
KJIeThbYHa MeMOpaHa, KOETO BOJAM 10 oOpa3yBaHE€ Ha IOpH, KOWUTO YyBeJIWYaBaT MeMOpaHHaTa
MPONYCKIMBOCT U KJIeTbyHaTa cMbpT. [Ipn HeOynu3upaiaTa Tepanus MMa KIMHIUYHA erukacHocT 63
[OsIBaTa HAa HEXKEJTAHU PEAKLIUU 3a pa3IMKa OT CUCTEMHOTO JieueHHue ¢ amporepuus b.

JApyru repanuu:

- AaTu-IgE Tepanus

Omann3zymab e XyMaHU3UpaHO MOHOKJIOHANHO aHTUTsUIo cpeuty IgE. Toii ce cBbp3Ba cbe cBOOOHUS
cepymeH IgE u mpenotBparsaBa cebp3BaneTo Ha IgE ¢ Bucokoadunureren 3a IgE (FceRI penentop) Ha
MOBBPXHOCTTA HAa MacTouuTUTe U 6a3odunute. Llenta Ha neyennero ¢ Omanuzymad e HaMalIIBaHETO
Ha cepymHHs o011 IgE 1o mo-manko ot 21 U / mL. 3a nocturanero it e Heo6xonuma no3a ot 0,016
mg/kg/IU [IgE/ml] omanu3ymao.

IHoanomaramu Tepanuu

- HeGynusupan xunepronnyen ¢usznonorndex pasrBop (7%, 3-5 mL) 3a HamassiBaHe Ha BUCKO3HUTETa
Ha xpaukute. Toi obaue MoXe Ja JoBeAe 10 OPOHXOCHa3bM M ITbpBATa J03a TPSAOBa a Ce MPUIOKHU
M0J1 JIEKapcKo HaOMIo/IeHHe U J1a ce MPEeaxXokaa OoT mpujioxkeH wuHXxanatopHo Canbyramon. He ce
npenopbuBa npu nauest ¢ ®EO1 <1 L.

- IbArocpoyHo JiedeHrne ¢ ASUTPOMUIIMH - TIPH MAIUEHTH C OPOHXUEKTa3UH.

- Kucnopoana tepanuisi B 1oMalllH{ yCIOBHS - IPU MAlMEHTH ¢ XPOHUYHA JIUXaTesHA HEOCTaThYHOCT
tun 2 ¢ Pa0O2 <55 mm Hg nmu ¢ PaO2 <60 mm Hg, ako uma aconuupaHa NOJULUTEMHs WIN
OenoapoOHa XUIIEPTOHUS.
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- benompobGHa  TpaHCIUIaHTanMs - €IUHCTBEHATa BB3MOXKHOCT 3a MAUEHTUTE C 0enoapoOHO
3a00J15BaHe B KpaitHa ¢asza.

IIpakTH4ecKkn MOAX0J KbM JIe4YEHHETO:
OcTtpa ¢dasa ABPA ( ¢pasa 1) |

!

Havyano Ha nevyeHune c K
( 4 meceua)

MpocnepasaHe: Ro-rpaguma Ha DAN
Apob, cnupomeTpuAa, IgE HUBO
[oGw)

CnupaHe Ha N
K 33 6m. 1

r
Exk3auyepbauuna ( dpasa 3): ctepongm (4m.)
+ itraconazole ( 6m.)
|
| 3aeucuma oT nedeHueTo ( dasa 5) I
¥
AbArocpodHa Tepanwa: asonu, HUCKK 403K MK, MeTuanpeaHu3onoH
— nyncoee, HeGynusupan amdoTepuumH, omanusymab

| Otroeop ( dasa 2) Pemucusn ( dpaza 4)

JleueHue B crienmUAJTHA rpynm nmanmueHTH.

- Jlena

[IpoTokomsT Ha JieyeHHWe TpH JAela € MOAOOeH Ha TO3U MpU BBH3PACTHU. Bbmpeku TOBa, mopaau
OTaceHMs] OTHOCHO 3a0aBsTHETO Ha pacTeka npu u3noi3Bane Ha ['K, mpenopbunuTesnHo € JICUEHUEeTo ¢
TAX Ja ce mpujlara Mpu Hail-HUCKaTa Bb3MOKHA /103a 3a Bb3MOXKHO Haili-kpaTko Bpeme. Cien ToBa ce
nmoaabpIKa pEeMHUCHA KaTO CE€ M3IMOJI3BAT HpOTI/IBOF’b6I/I‘IHI/I a30JIu, HC6YJ'II/ISI/IpaHI/I aM(l)OTepI/IIII/IH 501051
omanuzymab. [Ipu Te3u manumeHTH, nmpu KouTo ce u3uckBar ['K, moraT ga ce oOMHUCIAT MeceuHU
MYJICOBH JTIO3U METWJITIPEHU30JIOH 3a€JTHO C exxeHeBeH MTpakoHa3on.

- BpemeHHOCT U KbpMeHe

Jleuenne Ha u360p npu 6pemenHocT ca ['K. [To-HOBHTE a305iK ca MPOTUBONOKA3aHU PU OPEMEHHOCT,
OCBEH IpH KMBOTO3acTpalliaBal] 3a00siBaHe Ha MalikaTa 1 MpH JIMIICA Ha TeparneBTUYHA aJITepHATUBA.
HeOynuzupanuar Amdorepuniua B moxe aa ce u3nonssa 6e3onmacHo no BpeMe Ha 6peMeHHOCT. 1o
ChILIMs HaYuH ynoTpebata Ha Omanu3ymMad HEe € CBbp3aHa C BPOJIEHU aHOMAJIMH, MPEKIEBPEMEHHO
pakIaHe WM HUCKO Terjo Ha ruiona. Karo msmo ce u3barBa ymorpebara Ha MTpakoHason wiu
Omanuszymab mpes uenus nepuoj Ha OpeMeHHOCT U jakTanus. [Ipeanounta ce usnonsBaHeto Ha ['K,
a 1pM Te3u ¢ npotusomnokazanus 3a ['K - neOynuzupan Amdorepurun B.
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NepopanHu raokokopTukouau ( MK)

Prednisolone ( uav eksusanent) 0.5 mg/kg/day 3a 2 ceamuum, cnes 108a anTEPHUPALL, PEXUM 33 8
ceaMUUK. Chensa HamanAgaHe ¢ SME Ha BCEKU 2 CceAMMLM U CNMpaHe,
NauuneHTuTe TpAbBa Aa bvAaT NnpocneaABaHw, Tt KaTo okono 13% morar Aa He OTrOBOPAT W Morat

Ad CE HYMA3AT OT NOBWIWABaHE Ha CTEPOMAHATA 4034,

NepopantHu asonu

Itraconazole (p.o) 200 mg ABa NBTH AHEBHO 33 Hal-ManKo 24 ceamuLM
Voriconazole (p.o) 200 mg aga NbTW AHEBHO 33 Halk-ManKo 24 cegmuum

Hebynuaupan Amphotericin B

Amphotericin B deoxycholate

ExeaHesHo: 5-40 mg ABa NbTH AHEBHO

WuTepmuTenTHo: 20 mg( 10 mg ABa NBTH AHEBHO) TP NBTH CEAMMUYHO
Liposomal amphotericin B

WHTEpMUTEHTHO: 25Mg ABa NbTU CEAMMUYHO

Amphotericin B lipid complex
UHTepmUTeHTHO: 50 Mg ABa NLTU CEAMUYHO

Methylprednisolone - nync

15 mg/kg/day ( makcumym 1 gm) i.v MHGY3MA B TPU NOCNEQ0BATENHN AHN

Omalizumab

375 mg s.c Bcekn 2 cegmuum 3a 4-6 meceua

MHxanatopHu Koptukoctepouau ( ICS)

MoHoTepanua ¢ ICS He Tpabea Aa ce N0N38a 32 KOHTPONWPAHE HA UMYHONOTWYHATA AKTMBHOCT Ha
ABPA. Bbnpeku Toea, UMa NONe3HW areHTk B NEYeHWeTo Ha acTMa.

NpocnheanasaHe U MOHUTOpPUPaHe

+ [lalMeHTHTE Ce NPOCNEAABAT C MOHHTOPWUPAHE Ha KNWHMYHWTE CHMNTOMM ( KalwAWUa, AHCNHER),
peHTreHorpadua Ha 6an apob u obwu IgE HWBa Ha Bcekn 8 cegmumum

* MOHWTOPMPAHE 33 HEMENAHW PEAKLMW OT NEYEHWETO

. 33,&030)‘1 WUTENEH OTFOBOP Ha TEPANWUATA Ce Npeanonara, Korato UMa KAUMHUYHO VI/VI.HM Ro
nogobpeHwe ¢ Hall-manko 25% cnag Ha IgE H1BaTa

* YecTo MmoHuTOpKMpaHe Ha IgE, 3a aa ce ycTaHoBM ,HOBOTO" 633080 HMBO 33 NAaLMeEHTa

* KAWHWYHO H/MJ‘IH Ro Bholwaeaxe 3aeaHo ¢ 50% noevwasaxe Ha IgE vuBaTa npeanonara
eK3auepbauua
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XHUITEPCEH3UTUBHU ITHEBMOHMUTMU (MKB: J66, J67)

1. Onpenesienne.

XunepceH3uTUBHUAT NMHEBMOHUT (XII), m3BecTeH olle Karo €K30I€HEH aJepruyeH ajBEeoJuT, €
KOMIUIEKCEH OenoapoOeH CHUHIpoM, MaHU(]ecTHpal] ce ¢ WHTEepPCTHIMaTHa OenoapoOHa OoJecT.
MeauupaHa oT UMyHHara cuctema. XII e Bp3nmamuTenHo w/uian (GUOpPO3HO 3a00JsABaHE, 3acsrallo
0enoapoOHUsT TMAPEHXUM W MAaJKUTE JUXaTeIHW MbTHIA. [IpUuMHsIBAa c€ OT MHOTOKPAaTHO W
MPOABDKUTEITHO BAMIIBAHE HAa PA3IMYHM BUAOBE OPTraHWYEH MpPax WM JAPYTd BEIIECTBA (aJepreHn),
KbM KOWUTO TAIMEHTHT € CCHCHOWIW3UpaH. TakuBa ca OpPraHHYHHU IPAXOBE OT JKUBOTUHCKU HIIH
pacTuTeNieH MPOU3XO0/ M PSIIKO - XMMUKAIIH.

2. KpaTku enuieMu0JI0TMYHH JAHHU.

Pasnpoctpanenuero Ha XII Bapupa B 3aBUCMOCT OT PETMOHA, Pa3Inyus B KIMMaTa, mpodecuoHanHarta
excriozunus. Pasnpocrpanenuero Ha XII e Hail-BUCOKO cpell Bb3pacTHU MHAUBUIU (> 65 rouHu), HO
MO’Ke J1a ObJie AMAarHOCTULIMPAH U IpPU MO-MJaau Xopa u jeuna. HanwyHurte mpoydBaHHs OLICHSBAT
yectora Mexkay 0,3 u 0,9 va 100 000 nua.

3. OCHOBHHM KJIACOBE AHTHIC€HMH.

Kanac anTurenn ConenupuyHy aHTUIeHH N3Tounnum
BAKTEPUH Saccharopolyspora Ilnecensicajio  ceHo,
rectivirgula, 3bPHO
Thermoactinomyces
vulgaris
I'bBU, APOKIN Aspergillus species Ilnecensicaio  ceHo,
3BbPHO
Aspergillus species Ilnecensicas KOMIIOCT
U I'bOH
Trochosporon cutaneum | Konramunupanu
Penicillium species KbIIH
Penicillium casei ILitecensicai KOpK
Ilnecensicayio CHUpeEHE
Alternaria species
Konramunupana
IbpBeCcHa
Maca WiM npax
MHUKOBAKTEPHUUM | Mycobacterium avium- | Ilnecenn Ha TaBaHa
intracellulare
Mycobacterium avium- | Mbriia or Boma B
intracellulare Oaceiin,
cnpeiioBe "
(onTaHN
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AKNBOTUHCKHN IIporennu B nTtuum top u | Ilanaraau, naruunu,
INPOTEUHHN CepyM M BbpPXY nepa BbJHUCTH
nanarajgera, rbJbou
IITu4u npoTeuHu Jlersa c nepa,
BB3IJIABHUIIA,
3aBHBKH
IIporeuHHn OT KONMPUHEHHU
0yon IIpax ot JgapBu m
NAIIKYJIH
HA KONMPHHEHU 0you
XNUMHUKAJIN JAuusonuanaru, IMoamyperanoBa
TPUMEJTUTOB nsHa,
aHXMIPH] crnpeil 6ou Oarpuia,
Jienujaa

4. KpaTka KJIMHHYHA KAPTHHA
4.1 CyoTunose na XII

XII e 3abossiBaHe ¢ XeTeporeHHa KIMHMYHA KapTuHa. [IbpBOHauanHo 3aboisBaHeTO € Ouilo
KJIaCH(PpUIIMPAHO CIIOpE]] MPOIBIDKUTEIHOCTTA CH, 8 IMEHHO- OCTpa, MOAOCTpa WK XpOHUYHA Gopma.
Te3u kareropum obaue Ha ca sICHO AeUHUpPAHU B CHIIECTBYBAlllaTa JUTepaTypa M He ca OWIH
MIOCJIEZIOBATEIHO CBBP3aHU C PE3Yy/NTAaTUTE- HSAKOM MAallMeHTH MMaT JA0OpOKAaYeCTBEHO NMPOTHUYAHE C
I'BJIHO BB3CTAHOBSIBAHE CJIe]] IPeMaxBaHe Ha eKCIIO3UIMOHHMS (paKTOp, TOKATO IPU JPYTH HE HACTHIIBA
TakoBa U ce HaOIr0aBa Iporpecupane 0 JuxareiaHa HeJocTaTbuHoCT. Ha ocHOBata Ha pa3BuBaluTe
ce 3HaHMA U KIMHUYEH onuT, pbkoBoacTBOTO Ha ATS/JRS/ALAT 3a nuarno3a Ha XII npu Be3pacTHH
(2020) mpennara naruenTuTe Aa 0baat knacudumupanu ¢ pudposen XII wim nepuodpozen XI1, koeto
ce ompenens OT MNpeolianaBalloTO MPUCHCTBHE MM OTCHCTBHE HA PEHTI'CHOJIOTUYHA U /MIH
XucronarojgoruyHa ¢pudposa.

4.2 Cumnromu u Oese3n

YecTn cUMIITOMU M MPU3HAIM U Ha JiBeTe popMHu - HepubposeH u ¢pudposen XII, BkinrouBaT nucnHes,
KallUTMIIa U XpUIIOBE BbB (pasaTa Ha BauimBaHe. [lo-psaxo Moxe ha UMa CUMIITOMM KaTo 3ary0a Ha
TETrJ10, TPUINIONOA00HN CUMIITOMHU (BTpUCaHe, CyO(peOpUIUTET U HEPA3MOJI0KEHNE), CTATaHE B I'bPAUTE
U XpUIIOBE, KaKTO ¥ HAJIMYUE Ha XPUIIOBE U IIMaH03a pu ¢pu3nkaneH nperien. Hauanoro moxe na 6b1e
0CTpo (pa3BHUBAILl CE OT JIHU JI0 CEIMUIIH, TIOHSAKOTA C IUIEBpaJIeH U3JIUB) WIK NPOTPaxXupaHo (pa3BUTHE
Y BIIOIIIaBaHE OT MECEH JI0 ToAuHM). Emn3onute Morat na 0paat pekypentHu. [lammentu ¢ ¢pubdpozeH
XII e mo-BeposATHO J1a ca MO-BBh3PACTHHU, Ja UMAT HEUJACHTU(DUIIMPAH TPUIMHHATE, 1a UMAT MO-HUCHK
BUTAJIEH, AU(PY3MOHEH KalaluTeT U MPOLEHT Ha JUMGPOLUTUTE B TEXHUS OPOHXO-aJIBEOJAPEH JIaBaxK
(BAL), otkonkoTo narueHTure ¢ HepuodpozeH XI1.

5. Kputepuu 3a nocTraBsiHe HA JHATHO3A.

KbM MomeHTa HsAMa 3narteH cranaapt 3a auarHoctuka Ha XII. Yecro XII ocraBa Hepasnmo3HaT u ce

JUArHOCTHIIMpA TOTPEIIHO KAaTo pecnuparopHa HHQEKIUS WM WIUONATUYHO HMHTEPCTHUIIMATHO

OenoapoOHO 3a00sBaHe, MOPAJAX OTHOCUTEITHO HUCKATa My YECTOTa CpeI 00IIaTa momyJiamms.

BucokusT uHAEKC HA IOJ03PEHUE U BHUMATEIHO CHETaTa aHAMHE3a TapaHTHUpaT, 4e ca rnoiaydeHu. [pu

HSKOW TAIUEHTH PECIUPATOPHUTE CHUMIITOMH Ca OCHOBHATa XapaKTEPHCTHKA Ha KIMHUYHOTO
127



NPEJCTaBsHE, JOKATO MIPU APYT'H CUCTEMHUTE NPOSIBH KaTo 3aryda Ha aneTuT U Isu1aTa HHpopManus 3a
OKOJIHaTa cpejia ¥ npodecusara U TOBa ca OCHOBHUTE KJIFOUOBE 33 IIOCTaBsIHE Ha IIPaBHJIHA JUArHo3a Ha
XII. Cnen xato BB3HMKHE mnoao3peHueTo 3a XII Ha ocHOBaTa Ha NBPBOHAYAIHOTO CHEMAaHE Ha
aHaMHe3a, TUarHOCTUYHATa [IPoLelypa MOKE J1a MMa 3a LieJl He caMo J1a MIeHTU(GULIUPA TPUIUHUTEI,
HO M 3a YCTAHOBSIBAHE HAa BpPEMEHHA Bpb3Ka MEXIY CEKCIO3MLIMATa Ha OKOJHAaTa cpeja u
II'bPBOHAYAIHOTO IPOSBSIBAHE HA CUMIITOMUTE, KAKTO U IPEXOHU KIMHUYHHU IIPOSIBH.

Jluarmosara 4ecTo ce I0/03Upa, KOraTo MMa JIaHHHM 3a pecnUpaTopHO 3a00JiiBaHE C aHaAMHe3a 3a
ChOTBETHATa cpela WM mnpodecuoHanHa OOCTAaHOBKA M fCHA BpPB3KA MEXKIY CHMITOMHUTE H
EKCIIO3ULUATA.

OOWKHOBEHO (MBMKATHUAT Tperjie] W pPYTHHHUTE JTa0OpaTOpPHHM TECTOBE HE ca JOCTaThYHO
uHpopmauBHU. IgG Moxe 1a Ob/ie MOBUILIEH, PEBMATOUIHUAT (DAKTOP € IOJIOKUTEIIEH, a epudepHUsT
Opoii eosnHOGWIH 1 cepyMHUTE HUBA Ha IgE oOnkHOBeHO HOpManmHU. [IpeanmonaraeMusT MPUIMHATEI
Moe J1a Ob/ie OTKPUT C UJCHTU(DUIUPAHETO Ha KOHKPETHH MPELMIUTHPALM aHTUTEIa B cepyMa Ha
nanueHTa. Beopeku, ye TakuBa Morat Ja 0b1aT HaMepeHu Ipu royisM Opoit nauuentu ¢ X1, nopanu
HUCKAaTa YyBCTBUTEIHOCT U JIOUIO PEYUCTEHNUTE aHTUT€HH, B 4acT OT ciayuuTe Ha XII TakuBa aHTUreHN
He ce otyuTar. Ot 40 1o 50% OT acCUMITOMaTUYHUTE UHAUBUAU, U3JI0KEHU HA CHIIUS IPUUUHUTEIICH
aHTUTeH, UMaT creunpuyHu cepyMuu IgG anTurena.

benoagpoOuuTe (hyHKIMOHATHM TECTOBE MoraTr na ObaaT HOpManHM npu octpa XII, moxaTo mpu
XpOHUYHHU (HOpMHU Te OOMKHOBEHO IOKa3BaT PECTPUKTHUBEH MOJEN ¢ MaJKH OenoapoOHM obeMu u
HamareH qudysnoner kananurer (DLCO).

Pentrenorpagusta Ha rpbJHMS KOLI MOE Ja MPEIOCTaBU U3BECTHA MH(POPMALUSA OTHOCHO CTENEHTa
Ha 3acsiraHe Ha Oenure ApoOoBe: MAMEHTHTE C OCTpa WK nmogoctpa XI1 Morar fa mokaxar JByCTpaHHU
MHTEPCTULIMAIIHU U AJIBEOJIAPHU HOAYJApHU MHOUITPATH - HEPAaBHOMEPHU MM XOMOI€HHH, JI0KaTO
P XPOHUYHO 3a00JsIBaHE MPHUCHCTBAT AUQPY3HH DPETUKYIOHOAYJIAapHU WHOUITpaTH U (Hubdpo3a.
Bwnpeku ToBa peHTreHorpadusTa Ha rpbJHHS KOLI cama 1o cede CH He € TMarHOCTUYHA U HOPMAaJTHUAT
PEHTTEeHOB 00JIacT Ha IPBIHUSA KOII HE U3KIItouBa HanuueTo Ha XI1.

CkaHupaHe ¢ KOMIIIOThPHA TOMOrpadus ¢ BUCOKa pa3JequTeNHa CHOCOOHOCT UMa BayKHO MSICTO IPH
muarHoctunupanero Ha XII. Ilpum xponmuen XII Hali-yecTUTe HAXOAKM ca TPaKUHOHHUTE
OpOHXMEKTa3MH, 3a/1e0esIBaHeTO Ha MEXIYKIEThYHATA MIPerpaja U HHTepIoOylapHa peTUKYIalus ¢
pasnpesiereHue TaBHO TEPUOPOHXOCKYIapHO, 6€3 00J1aCTH HA JOMUHHPAHE.

Jlpyry TMarHoCTUYHU MPOLEAYPH, KOUTO MOraT Jja ObJIaT MOJIe3HU NMpH JuarHoctuipanero Ha XII ca
[UTOJIOTHYCH aHaIW3 Ha OpOHXO-JAaBAXEH acmupar W TpaHcOpoHXMaimHa OenoapoOHa OUOTICHS.
Hannunero nHa mumdouutn > 25% B OpoHXO-ajiBeoNapeH acnupar Ipearnojara rpaHyJIoMaTO3HO
3abomnsBaHe kato capkomumosa win XII, qokato ymumdonuta > 50% HacouBa kpM XII, ocobeHo Tpu
HeyTpodmiieH Opoit > 3% u 6poit Ha mactouutute > 1%.

JlnarnoctuyHaTa 1osjsa oT TpaHCOpOHXHaTHaTa OMOIICHS € OTpaHUYeHa OT HeCceU(pUYHU Pe3yITaTH,
nonydyeHu B 10 48% oOT mpoOuTe, HO HAIMYMETO HA HAKOW HAXOJKU KaTo AU(Y3HU JTUMEPOUUTHH
UHOUATpaTH, MOXKe J1a ObJe CUITHO MoKazaTenHo 3a XI1.

benogpoOnata  OMOICHS TOJ TOPAKOCKOIICKM KOHTPOJI HMMa TIO-BUCOKAa UYBCTBUTEIHOCT OT
TpaHCOPOHXHUAJIHATA U B MIOJOCTPH CTAIMU Ha 3a00JIIBaHE XMCTOJIOTUYHUTE HAXOJIKM MOTaT J1a MOKaxat
HAIMYMETO Ha UHTEPCTULHANICH JIMMQOIIa3MOLUTEH [HEBMOHUT, THIMAaHTCKH KIETKH WU
HEKpPOTHU3MPALIN TPAaHYJIOMH M KJeTbueH OpoHxuonut. B xponuunute craauu Ha XII ¢pubposznure
NPOMEHM HMHTUPAT JAPYTM BUAOBE HHTEpCTHIMAIHA OenoapoOHa Ooject, ocoOeHO obuyaiiHarta
MHTEpCTUIIMATHA [MHEBMOHHUS M JUarHo3ara BUHAru Mo)ke Ja ObJe MOAKpENeHa OT KIWHUYHU U
PEHTT€HOJIOTUYHHU HAXOJKH.

KomniorspHa ToMorpadus Ha rpbAeH KO B JMarHocTu4Hus noaxon Ha XII
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Bw3mosxnu ca ciegaure koncratauuu npu HRCT:
1) cunno npeanosnaramny XI1 wm ,,Tunuyen XIT¢;
2) no-mMayko cbob1IaBad, Ho ckBMecTUM ¢ XII, unu T.Hap. ,,cbBMecTuM ¢ XII 7;

3) ,,cbMmuuTeNeH 3a XTI, korato koncraranuute Ha HRCT HuTO mMojacka3Bar, HUTO ca ChbBMECTUMH C

xapaktepuctukute Ha XI1.

XHCTOMATOJTOTHYHU XaPAKTEPUCTHKH.
benonpoGHaTa Ouoricus wrpae KIo4oBa poiisi B mocTtaBsHe Ha auarno3ata XII. Haxomkute, KouTo
npaBat nuarHosara XI1 BeposiTHa ce mpuiarar u 3a aara — HepuOpo3eH (T.e. KIeTh4eH) 1 Guopo3eH

BapHaHT, KaTO pas3jiukaTa € B HAJIMYHUCTO UJIM OTCBbCTBUCTO HA (1)1/161)033.

6. Iudepennuaina quario3a

®ubpozuusaT XI1 TpsOBa na ce pasriekaa B mudepeHiaia Juario3a 3a BCHYKH NaueHTH ¢ Guopo3Ha
uHTepcTuimaiia Oemonpodbna 6osect. ToBa € 0coOOEHO MPENU3BUKATEIICTBO, KaTO C€ MMa IMPEIABUI
OTCHCTBUE Ha UAEHTHHUIHPYyeMa ekcrio3uius 10 50% ot nanuenture ¢ pudpozna XI1. Hehubposuure
XIT 0OMKHOBEHO ca CBBbpP3aHM C ACHA CKCIIO3UIUA U IMO-PAAKO IMMOCTABAT AMArHOCTUYHA AUJIEMaA.

XAPAKTEPUCTHUKU OCTBP/TIOAOCTBP XI1 XPOHMNYEH XII
Excrmo3unus Ha areHr HNuaTepmuteHTHA Bucoka | IIpoabmkurenna HHUCKa
€KCITO3UIIUA €KCITO3UIINA

Hauaso #a cmmnromure

2-9 gaca cien eKCIO3UITHS
Moxe na ce pa3BuBa
MOCTENICHHO YyBEIWYaBaHE Ha
CUMITOMUTE B MPOIBIDKEHNE HA
JHHU 10 CEAMULIA

CKpHUTO, OT CCAMULIM OO MECCIX

EcrecTBO Ha cuMnToMHTE

Kamunmna n qucniaes, mpeauMHo
TPUIIONOA00HH CUMIITOMHU

[porpecuBHu CHMIITOMH
(mucriHes, KanuiMia 1 3aryba Ha
TEry0), MOHSKOTa MEePUOJNIHH
aTaku Ha CUMIITOMH

Dusukanau oeiesu

Temnepatypa

WHCIIMPATOPHU  XpuIoBe; COr
pulmonale

Ns3xoxn

[Iuk HA CHMIITOMHTE B PAMKHTE
Ha 6-24 gaca clieJl €KCITO3UIIHS;
NpOIbIKABAT YacOBE JO [HU;
CuMmnToMuTe c€ TOBTApST MPH
MOBTOPHO M3JIaraHe M Morar jaa
MPOrpeCUpaT 10 TEKKA TUCITHES

Kpaen cragmii Ha (uOpo3HO
3aboisiBaHe W/ eM$u3eM;
eK3anepoanuu BBIIPEKH
MpeKpaTsBaHe Ha eKCIIO3UIHATA

7. AITOPUTBM M NIPUHIMIIA HA JeYeHue.

7.1. U305irBaHe HA KOHTAKT C AHTHICHA U HMYHOCYIIPECHBHA Tepanust

OcHoBeH noaxoJ B capaBsineTo ¢ XII e enmMuHMpaHe HA KOHTAKTA C aHTUTreHa. Pa3no3HaBaHeTo Ha
HpOBOKI/IpaH_II/ISI AHTHUI'CH € ITOJIC3HO HE CaMO 3a JMAarHOCTHUYHU 1ICJIH, HO U 3a JICUCHUCTO Ha ITIalTMCHTHUTC.
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ToBa He BUHAru € Bb3MOKHO, KaTo ce€ nMa npenBu, e rnpu 60% ot nauuenture ¢ XII He ce oTkpuBa
IIPOBOKMpAIl aHTureH. Koraro ToBa € Bb3MOKHO M ObP30 Ce HalpaBy, HAllUEHTHT 1€ ObJIe N3IEKYBaH.
Axo oOaue 3a00NsBaHETO € MPOTPECcCHpalio IO TakaBa CTENEH, Y€ Ja OCTAaBU 3HAYMTEIHU TPalHU
OenoapoOHu yBpekaaHus Kato ¢puoposa u/umm empuszeM, BEpOsITHO € 3a00JIIBaHETO J1a Mporpecupa
JOpHU Clle]] IPEeMaxBaHe HAa BCHUKHU KOHTAKTU C aHTUI€HA.

EnuHCTBEHOTO MpUEMaHO MOHACTOALIEM JICYCHHE € C IEPOPATTHH WIIM CUCTEMHH KOpTUKOCTepouau. Te
ca HEOOXOJIMMH CaMO B TEXKKH ClIydyal WJINM KOraTo aHTUI'€HBT HE MOXe /1a ObJ/ie HAaIlbJIHO OTCTPAHEH.
CrepounnuTe ycKOpsSBaT MbPBOHAYATHOTO BH3CTAHOBSIBAHE, HO He IPOMEHAT IBITOCPOYHUS XOJ Ha
3abossBaHeTo. Moxe Jja ce mpuiiarar KOpTUKOCTEPOHUIU 32 OCTPO CUMITOMATUYHO OOJIEKYEHHE TPU
TE3W MAIMEHTH C MOJIOCTPO MPOrPECHPAIO U XPOHUYHO 3a00JsiBaHe. XPOHUYHUAT XUIIEPCEH3UTUBEH
ITHEBMOHUT HE BUHATU OTTOBAps HA JICYCHUETO ¢ KOPTUKOCTEPOUIH.

Hsama yHuBepcanna npenopbpka 3a NPWIOKEHUETO HAa KOPTUKOCTEpOoMIM Ipu JedeHunero Ha XII.
[Mpennoxenara emnupuvna cxema e Prednisolone ATC code HO2ABO06 - 0,5 mg / kg /nH. 32 4 - 6
CEeIIMUIIH, ITOCIIEBAHO OT MOCTETIEHHO HaMaJIsIBaHEe A0 MOJIbpiKalia o3a oT npuoausutento 10 mg /
neH. Hsxou aBTopu npenmnosarat, 4e 3a octpu popmu Ha XII ca HeoOxonumu mexay 3 u 6 mecena
JIeYEHUE 3a IOCTUraHe Ha peMucus Ha 3abomnsBaHero. [Ipu xponmuna XII KOPTUKOCTEPOUAHOTO
JeueHue TpsaOBa J1a MPOIBJIKH 3a O-IBJIT0 BpeMe WK TpsAOBa J1a ce 0OMUCIIN alTepHATUBHO JICUECHHE.
JbATOCPOYHOTO JIeUeHUE TPSOBaA J1a ce ChoOpa3siBa ¢ KIMHUYHUS OTTOBOp, OenoapoOHaTa GyHKIUS U
1o100psIBAHETO B peHTreHorpagusra.

[locnegnure mnpoyuBaHMsS TIOKa3BaT M3BECTHA II0J13a OT HMYHOCYNPECHMBHA Tepamusi KaTo
mycophenolate mofetil niau asaruonpun ¢ npenHu3oH. Te3u JiedeHUs ca CBbP3aHM C HaMallsiBaHE
penayKuusaTa Ha OeNoApOOHUS KamaluTeT, MogoOpeH Au(y3nOHEH KallallUuTeT U MPEXKHUBIEMOCT 0€3
TpaHCIUIAaHTAlMA U HaMaJIsIBaHE Ha CBBP3aHUTE C JICYCHUETO HEXETaHU €PEeKTH.

7.2 AHTH(PUOPOTHYHN MeAUKAMHETH U Ob/eIH NepPCIeKTHBH

[Ipu xpoHnyHN GOpPMHU HA XUIIEPCEH3UTUBHU THEBMOHUTH (pUOpO3aTa MOXKE J1a € OCHOBHUSAT JIBUKEIL]
MexaHu3bM. B takuBa ciydan antuduodpotuyunute cpencrsa (Nintedanib ATC code LO1IEX09) mosxke
Jla UMaT NOTEHLIMA 3a JICYEHHUE.

ITporuosara 3a xpornuna XII ¢ pubpo3a e noma, T KaTo cpeHaTa IPEKUBIEMOCT € 5 10 7 TOAUHHU.
[Iporpecupammara 6enoapodHa hudpo3a, KosITO XapakTepusnupa XxpoHnuHa HanpeaHana XI1 ne pearupa
Ha ChlecTByBalaTa Tepanus. B TakuBa ciyyan TpsiOBa 1a ce oOMHUCIM TpaHCIUIAHTAaLUs Ha Oenust
po0.

8. lllecT 3HAYMMH MPOTHOCTUYHH (paKTOpa:

(1) u3marane Ha U3BECTECH MPUUMHSBAI AHTUTEH

(2) HanmuyKe Ha NPEUUITUTUPALIY aHTUTENAa KbM IpeoaraeMus IpUYUHSBAIL aHTUT€H
(3) pexypeHTHHU pecIUPATOPHU U CUCTEMHU CUMIITOMHU

(4) uHCTIMPATOPHU XPUIIOBE, OTKPUTH MPpHU (HPU3UKATHUS MTPETie]

(5) cumntomu, HacThIMIM 4-8 Yaca clief] eKCTIO3HIIHS

(6) penykius Ha TETJIO.
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XunepeoduHopuiieH cuHapom (ICD-10-CM Diagnosis Code D72.119)
Onpenesienne

Xunepeosunopmmnusat cunapom (HES) oOxBama psaka W CIOXKHA TIpylna OT XEeTePOreHHU
3a00JsIBaHMs, XapaKTEpPU3MpAIlMd C€ C IMEPCUCTHPAIIO M 3HAYUTEIHO MOBHIICHHE HAa HUBaTa Ha
€03MHO(HIUTE, KOETO BOAM JI0 ThKaHHA HH(DUITPAIIUS U YBPEKAAHE.

Enunpemunosiorus

HcTrHCKaTa 4ecToTa U pa3poCTpaHEHHE Ha XUIIEPCO3ZMHODHIHUTE CHHAPOMH He ¢ n3BectHa. Criopen
HSKOW TIpOy4YBaHUs, uecTtorara Ha 3abomeBaemoct ¢ Mmexay 0,16 u 0,36 ma 100000, a nHa
pasnpocTpaHeHre (M3YMCACHO KaTO NMPOM3BEACHUE Ha 3a00JIeBaEMOCTTa M MPOABDKUTEIHOCTTa Ha
XPOHUYHOTO 3a0oisiBane) Mexay 0,36 mo 6,3 na 100 000.

Bompekun ue HES ce cpema mo-uecto BbB Bb3pactTta Mexay 20 u 50 roauHu, ChCTOSIHHETO ce
HaOJII0/1aBa U B TIeUATPUYHATA MomyJianus. FiMa ganHu, 4e nenara ¢ MbpBUYCH UMYHECH JEQUIINT T10-
yecto uMat BropuueH HES, B cpaBHenue ¢ Bp3pactHuTe. OCBEH TOBa, JeliaTa UMaT MO-BUCOK Cpe/ieH
MUKOB a0coitoTeH Opoit Ha eo3uHO(DMINTE, TOBEUYE OIUIAKBaHUS OT TaCTPO-MHTECTHHAIHATA CUCTEMaA
(I'NT) u mo-psimko O6eoapoOHO 3acsraHe.

MaTodusunosiorus

Karo MHOroQyHKIMOHATHH JEBKOLUUTH, €O3MHO(DUINTE TMPOSBIBAT MOUIHH IPOBB3MAIUTEIHH,
IpOTPOMOOTHYHU U MPOPUOPOTUYHHM CBOWCTBA, KOMUTO MPU MH(OUITpUpaHE HAa CbOTBEHUTE OpPIaHH,
Morar Jia oBeJaT 10 TAXHaTa JUCHYHKITHS.

Eo3uHodunuTe mpou3BexaT U ChbXpaHsIBaT MHOKECTBO OMOJIOTUYHO aKTUBHU MOJIEKYIM B TEXHHUTE
rpanynu karo e3uHodmnHa nepokcunasza (EPX), eosunodpunen karmonen mporeuH (ECP),
€03uHO(UIIeH M1aBeH ajikaineH npoterH 1 (eMBP1), maBeH ankaneH npoTeuH 2 U pa3IudHy HUTOKUHU
karo TGF-B. TIpn macuBHa ¥ mepcucTHpalia akTUBAIHS HAa €03MHO(MIINTE, TPOU3BEKIAHUTE OT TAX
CyOCTaHIIMM MOTaT JTOBEJAT /10 3HAYUMH IPOMEHH B JIOKAIHATa MUKPOCPEAa M OT TaM-yBpeXIaHe Ha
Pa3IMYHA OpPTaHH, YECTO ACOLUMUPAHO C JIOKATHO BH3MAJICHNUE, IMTOTOKCUYHOCT , TPOMOOEMOOIHIHI
ycnoxHeHus u pudpo3a.

Kpurepun 3a nmarsosa
Huarnoctuuupanero Ha HES ce ocHoBaBa Ha ciieHuTe 3 KpUTEpHSL:

1. KpbBHa xunepeo3uHo(uIusi, KOATO CE ONMPEEIsI KaTO MOBHUIIIaBaHE Ha a0COMIOTHUS
Opoii Ha eo3uHoduIMTE B nepudepHara kpbs (>1,5 X 10%/L wam 1500 ka/MKJI) IpH J1BE H3CIIEBAHUS
B paMKuTe Ha 4 ceaMuIU. B ciyyail Ha »KMBOTO3aCcTpalllaBalllo yBpeXkaaHe Ha opraH (Harp. MUOKapHa
UCXEeMHsI W/UIU JUXaTelHa HeJOCTAaThYHOCT), MOXE Jla C€ MOCTaBU MpeJBapuTelHa JuarfHoza Oe3
MTOBTOPHO M3CIieABaHE Ha Oposi Ha €03MHO(IIINTE, 32 J1a Ce MPpeAnprueMaT He3a0aBHI MEPKHU.

2. laHHM 3a OpraHHO YBpe:XIaHe WM IHCPYHKIMS [JBDKAIIA Cc€ Ha TbKaHHA
Xunepeo3nHopuaIns.
ThKkaHHa Xunepeo3uHOPUIUA ce onpeaess npu:
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(a) mpOIEeHTHT HA €O3MHOMUIUTE B KOCTHUS MO3BK € >20% OT BCUUKH SAPEHU KICTKU H/WIN
(b) maToaHaTOMUYHU TaHHH 32 3HAYMMa €O3MHO(IIHA ThKaHHA HHOUITPALUS W/ HITH
(B) M3pa3eHo oTiiarane Ha €03MHO(MUIIHU TPAHYJIU M ChABPKAIIUTE CE B TSAX MPOTEHHHU.

OpranHo yBpexaaHe ce AepuHupa, IpU HATMYUE HA TIOHE €THO OT CJICAHUTE:

(a) pubpoza (651 1po0, cepue, I'NT u koxa)

(b) TpoM603a

(¢) KOXKEH WJIM MYKO3EH €pUTEM, aHTHOEIEM, YIIIEpallii, IPYPUTYC WIIN eK3eMa

(d) mepudepna nnm neHTpaTHa HEBPONATHS C XPOHUYEH HITH PEIMIMBUPALLL

HEBPOJIOTUYEH Ae(PUIINT.

[lonsikora yBpexJaHe Ha Jpyrd OpraHu KaTo MaHKpeac, 4yepeH Apod 1 ObOpenn MoXKe Aa ce MpeLeHH
KaTo MEAUHMPAHO OT €03MHOPMINTE U CHLIO J1a oBese 10 AuarHoctuuupane Ha HES 6e3 Hanuuue Ha
rOpPEeCIOMEHATHTE YCIOBUSI.

3. H3k/ouBaHe HA APYTrH 3a00JsIBAHMSA WM ChCTOSHUS KAaTO IMPUYMHA 32 OPTAaHHO YBPEXKIaHE.

3a mocraBsiHe Ha quarno3a HES tpsOBa na ObaaT U3MBIHEHN U TPUTE KPUTEPHSL.
Knacudpuxamus na HES

Bb3 ocHOBa Ha mbpBOHauangHaTa oleHKa Ha nauueHTta, HES moxe na ce xinacuduuupa B 5 0OCHOBHU
KIIMHUYHO 3HAYUMH BapuaHTa:

IMbpBuyen/Heonacruden/kiaonanes (HESN)

Muenouonu eapuanmu (M-HES): JlonbiHUTETHO ce KIacH(pHUIUpAT B Pa3lHYHH MOJTUIIOBE U ca
HaJIMLE pa3IMYHU MOJICKYJSIPHU TPOMEHH, Hal-uecTo CIMBaHe Ha THUPO3MH-KWHA3HU reHu. Haii-
YECTOTO peapaHxupaHe Ha reHu BkiatouBa ciuBaHe Ha FIP1L1-PDGFRA (F/P pos BapuaHnT), KOWTO
BB3HUKBA BTOPUYHO HAa HHTEPCTHIIMAIIHA XpOMO30MHa aenenus Ha 4q12, rpancnokanus Ha PDGFRB,
kato t(5;12)(q31-35;p13), ToukoBa Mmyramms u TpaHciokamus JAK 2 karto 1(8;9)(p22;p24) ,
npeHapexxaane Ha FGFR1, kato (8p11-12).

T-knemvuen num¢poyumen eapuanm (L-HES): Ilpuuunen or anopmanuu IL-5-npoxyrmparu T-
KJIETKH, KaTO OT €/Ha CTpaHa € KioHajeH/mbpBuYeH HES mopanu nHanmnumero Ha aHopmanHu T-
TUMQOIUTH, a OT Jpyra MOXKe Jla ce pasriex/ja KaTo peakTUBEH BapHaHT 3apajy CTUMYJIHPAHETO Ha
€03MHO(HIIONOe3aTa OT MPOU3BEKIAHUTE PACTEXKHH (HAKTOPH MPOIYLUPAHU OT abepaHTHUS KIOH T-
KIICTKH.

Bropuuen/peakTuen (HESR)

Crneunduynn/nepuHupanu Xurnepeo3nHO(OUITHI CHHAPOMH, BTOPUYHU CIIPSIMO OCHOBHOTO 3a00JIsiBaHe
Karo WH(MEKIMO3eH WM BB3MAIUTENeH mporec. [IpuMepHH TakuBa CBCTOSHUS Ca: XEIMHUHTHH
nH(pEeKInH, eNU30AUYeH aHTuoeneM, eo3nHo(puIHa rpanynomaroza ¢ nonuanruut (EGPA), 1gG4 -
CBBP3aHO 3a00JIsBaHE.

®damuaen HES (HESFA)
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HES, npu koiiTo nMa JOKyMeHTUpaHa (haMuIIHAa aHAMHE3a 3a MEePCUCTHpAIa XUIIEPeo3nHODUINS C
HEU3BECTHA IIPUUMHA.

HNanonaruuen (IHES)
Xunepeo3nHopuius 0e3 sicHa Mojieskalla IpuYuHa, CBbp3aHa ¢ OPraHHO YBPEXJaHe.
Opranno orpanuven HES

Hamnure e ThkanHa Xunepeo3nHO(puIIMs CbC CbOTBETHO OPTraHHO YBPEXKIaHEe, HO KPUTEPHUST 32 KphBHA
eo3uHopunus Hay 1500Kk1/MKIT HE € U3ITBIIHEH.

Kaunnuna nmpe3ceHranmus

Haii-gecro 3acernatute opranu npu HES ca koxa, 6su1 mpo6, I'UT, cepredno cvaosa cuctema (CCC)
Y HEPBHA CHUCTEMA.

JlepmarosiornyHuTe mposiBM, cBbp3aHu ¢ HES, oOxBamar cnekTbp OT ChCTOSHUS, KaTO €K3eMa,
epUTpOepMHUs, JNHUXeHU(UKaLUs, IepMorpadusbM, ypTUKapus M aHruoeneM. M3paseHuTe KOXKHU
CUMITOMH Morar aa HacouBaT kbM L-HES, xoero Hamara m m3kirouBaHe IOTEHLHMaleH KoxkeH T-
kjeTb4yeH TumdpoM. [IbpBonavannuTe npuszHany Ha HES morar na ce nposiBAT KaTo KOKHU JIE3UH 110
TAJIOTO U KPaWHULIUTE, IPEJCTABSIIIN CE KaTO ChbpOSAIIM epUTEMATO3HU MaKyJId, AIyJIu, [JIaKu, YpTUKU
u Hoaynu. Makap u peaku, Hmo-TexXKuTe aepMmaTojornyuu nposisu Ha HES, ocobGeno npu Bapuanra
FIP1L1-PDGFRA, morar na BkiatouBaT MyKo3HH s13BU 1o 1ienus I'UT. OcBeH ToBa, B TakuBa Cilydau
Morar Jia ce HaOJIr01aBaT IPU3HALK HACOYBAIIM KbM JIMM(OMATOHIHA MAITyJ103a.

benoapoOuute nposisu Ha HES BrmouBaT mogoOHM Ha acTMa CUMITOMH, BKIIIOYMTEIHO JUCIHES,
Kauuuna u xpunose. [Ipu pentreHorpadus Ha TpbIHUS KOl UM KoMmmoTbpHa ToMorpadus (KT) ce
HabOI0AaBaT aOHOPMHM HAXOJKM KaToO METHa TUI MAaTOBO CTHKIJIO, MHPUIATPATH U KOHCOIMIALMS B
6enoapoOHus mapeHxuM. Makap U Mmo-psiiko, MoraT Aa ObaarT HaOmronaBaHu OeI0JpOoOHU HOMYIH.
JIpyru CBBp3aHU ChC CHCTOSIHMETO XapPaKTEPUCTUKM BKIIOYBAT IUIEBPAJICH M3JIUB, WHTpaTOpaKalHa
muMmdaneHonaTus U 6enoipodHa eMOousl. XUCTOJIOTHYHOTO U3cie/iBaHe upe3 OenoapoOHa Ouorcus
OOMKHOBEHO pa3KpHBa €03MHOMUIHN HHPUITPATH.

3acsranero Ha YT Moxe 1a BKITFOUBA KOJIUT WIJIA €HTEPUT, €O3UHO(DUIICH TaCTPHUT, XPOHUYEH aKTHBEH
XenaTur, (POKaITHU YepHOAPOOHH JIe3UH, €03UHO(IIEH X0IaHTUT U cuHApoM Ha Budd-Chiari. Te morar
Jla ce MpOosBT KaTo nucdarusi, 3aryda Ha Terjio, KopeMHa 0oJika, rajieHe, TOBPBhIAaHEe U JUAPHsL.

Copaeunute mposiBM TOKa3BaT mno-Bucoka yecrora npu FIP1L1-PDGFRA acoumumpanus HES.
3acAraHeTo Ha ChPLETO € CIEACTBHE OT HHPHUITPALUATA Ha €03UHODMIN B MUOKap/a, KOETO BOJH J10
MHOKap/Ha HeKpo3a Mopaau ocBobok1aBaHe Ha TokcuuHus ECP u 3acuieno HabupaHe U akTUBHpaHe
Ha JeBKouuTHTE. TO3M mpolec MOXe Ja mporpecupa A0 (aranHa eHJoMuoKapaHa (uopo3a.
OOMKHOBEHO KJIMHUYHATA M35Ba BKIIOYBA MPU3HALM HA ChpJEYHA HEAOCTATBYHOCT, KaTO JMCITHES,
Oonka B rbpAMTE, Kanumuia 1 cbpreduene. Ocsen ToBa 3acsiraneto Ha CCC, Moxe /1a ce MPOSBU U C
MPU3HALM U CUMIITOMH Ha MEPUKApIUT, MUOKApIHA HCXEMHSI U MHTpaKapAraiHa Tpomoo3a.

[Iporpecusra Ha €03UHODUIT-MEAUUPAHOTO CHPJICUYHO YBPESIKAAHE BKIIIOUBA 3 OCHOBHH €Tara, KOUTO He
BUHATW MPOTUYAT MOCIeA0BaTeTHO. OCTPUAT HEKPOTHUYCH CTANHI, 4eCTO 0€3 HUKAaKBa KJIMHUYHA M35Ba
Y HOpMaJIeH (PU3UKAJICH TIperyie]], BKIOYBa MUOKAapAHA MHOUATPAIHS C €03MHODMIN U TUMQOIUTH,
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HocieBaHa OT €O03MHO(MIHA JerpaHyianys, MUOKapJHA HEKpo3a M oOpa3yBaHE HAa CTCPHIHU
MHUKpOaOCILecH.

B MexnunHaTa (aza Bh3HHKBA 00pa3yBaHETO Ha TPOMOU- €03MHOUITHATA TIEPOKCHIa3a, TeHEpHUpa
KHCEITMHHO CheIMHECHUE, HAPEUCHO XUITOTHOIIMAHOBA KHCEINHA, KOeTO MU y3upa B €HJOTCITHUTE
KIICTKH, IPEM3BUKBANKN SKCTIpecHsl Ha ThKaHeH (aktop. TrkaHHUAT hakTop HacKpUYaBa
TpOMOOTEHe3aTa U Ce MPHUKPEIsl KbM YBPEACHUS SHIOKAPI, KOETO BOJIH JI0 CEPUO3HU YCIOKHCHHS,
KaTo eMOOJIMYCH WHCYIIT, HCXEMHSI HA KPaWHUIIUTE U APYTH eMOOJIHYHU CHOUTHSI.

DuOPO3HUAT CTAUI, U3BECTECH KaTo eo3nHOpMIHA MuoKapaHa ¢pubposa (EMF), moxe na 3acerne
Chbp/ICYHHUTE KaMepH, CyOBaJIByJIapHHUs amapar, MUTpajiHa U TpukycnujanHa kiana. EMII e npuunna
3a PECTPUKTUBHA KApAMOMHOIIATH:A C JIOIIA ITPOrHo3a, KaKTO 1 3a (1)aTaJIHI/I KaMCPHHU apUTMHUHN
BCJIC/ICTBHE Ha ITPOMEHU B MTPOBOHATA CHCTEMA Ha ChPIIETO.

3acsaranero Ha [IHC npu HES moke 1a ce mposiBU KakTo C IEHTpaJIHU, Taka U ¢ nepudepHu
cuMnToMU. LleHTpanHuTe CUMOTOMU BKIIFOUBAT CHIIE(ATIONaTHsI U OPTaHUYEH TICUXOCHHIPOM.
[Tepudepuurte cumnromu cberaBat Hag 50% ot HeBponoruunute nposisu npu HES u ce nmpencrasst
Kato nepudepHa HEBPOMATHS, MYATHUIUIEKCHA MOHOHEBPOIIATHS, aBTOHOMHA HEBPOIATHsI U
MIOJINMUO3UT.

JAnarHo3a u oueHka

OmneHkara Ha TAMEHT ¢ eo3uHO(UIMS TPIOBa /1a 3aro4He ¢ (HOKycHpaHa aHaMHE3a, KOSATO Ja MOXKe Ja
UICHTU(QUINPA €BEHTYAIHU U3BECTHH U JICUMMHU MPUYMHU. TOBa BKIIIOUBA CKPUHMHT 3a Mapa3UTHU
MH(DEKINHU U OTXBBHPJISIHE HA TOTEHIIMAIHU HEXellaH! JIEKApCTBEHH PEaKIuu, BKIIOYUTEIHO TaKHBa,
CBBpP3aHH C XpaHUTETHH 100aBku. CrenBaluTe CTHIKH TPsOBa Aa ObAAT HACOUYEHU KbM OIlEHKA Ha
3acsiraHe Ha ChbOTBETHUTE OpraHu. M3KIIOUMTETHO Ba)KHO € /1a C€ 3allOMHH, Y€ YBPEXKIAHETO Ha
OpraHHUTe MOKE J1a ce MPOoTHYa 0e3 MPOsBU U HE BUHATH KOPETUPa ChC CTEMEHTa Ha XUTIEPEO3NHO( IS

[Tpu manweHTH, OTroBapsAIM Ha AuarHocTHYHHUTE Kputepuu 3a HES 6e3 maeHTudumnmpana ocHOBHA
MIPUYMHA 32 €O3MHODWITHSI, € HEOOXOMMO TO-HATATHIITHO U3CJICIBAHE 32 OINpeIeisHe HAa BapHaHTa Ha
HES. ITspBOoHauaNHUTE JIAOOPATOPHU HM3CIICBAHUS TPsAOBA J1a BKIIOYBAT IThJIHA KPHhBHA KapTHHA C
mudepeniamTHo OpoeHe, OMOXUMUS BKIFOUBAIIA U3CIIeABaHE HA YEPHOAPOOHA U ObOpeyHa (QyHKIIHS,
KpeaTHHKWHA3a ¥ TPOIOHWH. JIONBIHATETHH AUATHOCTUYHU H3CIICABAHUS, KOUTO ClelBa jJa Obaatr
MPOBEJICHH, BKIIIOYBAT €JIEKTPOKapIHoTpamMa, exokapauorpadus, CIIMpOMETPHsi, peHTIeHOrpadus Ha
TPBAHKS KOII, KOMITFOTbPHA TOMOTpadus Ha TPBJAHHUS KOII M KOPEM M THKaHHH OHWOIICHH, aKO €
HE00X0IUMO.

XemaTroJIorMyHaTa OlICHKa MMa 3a 1IeJI Ja U3CclieBa OCHOBHATa IMpUYKrHaA 34 HES u BxrouBa:

-Cxkpununr 3a FIP1L1-PDGFRA wmyranus B nepudepHa KpbB upe3 (iyopeclieHTHa in situ
xubpuanzanus (FISH) wu oOpatHa TpaHckpunTaszHa mojguMepasHa BepwkHa peakius (RT-PCR)

-IToTouHa MTOMETpHSI, OLBETSIBAHE M aHAIN3 Ha nepudepHa KpbB 3a OTKpUBaHE Ha crieuduuHu T-
muMmdoruTHU peHotunose, karo CD3, CD4 u CD8
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-KocTHO-MO3b4HA acriupanus u Ouorcus ¢ oriies1 oleHKa Ha Oposi Ha €03MHODMINTE U €03UHO(DUITHUTE
npekypcopu. ChIIo Taka, ClIeBa Jia Ce UMaT MPEABU/I M CTEIICH Ha AUCIUIA3us U GuOpo3a, eKCIpecusITa
Ha CD34, 6poii MacTolUTH. B TMarHOCTUYHUS QITOPUTHM MOXKE Ja C€ BKIIIOUU M KAPUOTHUITH3HPAHE.

-MonekymnsipHU u3clieIBaHUs 32 OTKpUMBaHe Ha HainuueTo Ha cietu renu kato FGFR1 u PDGFRB,
KakTo U Japyru myrauuu, BkirouuteaHo BCR-ABLI1, JAK2 V617F, KIT D816V u knonanau T
KJIETHUHU PELENITOPHU MpEeHAPEKIaHH

HpI/I CBbMHCHHC 3a CHCI_[I/I(l)I/ILIHI/I BApUAHTH Ha HES, CJICAHUTE TECTOBE MOrar Ja c€ uMatT npeaBua:

-Bapuantute Ha M-HES ce ornuuaBar ¢ moBuileHM cepyMHM HuBa Ha BuTamuH Bl2 mopagu
MTOBUIIEHOTO MPOU3BOACTBO Ha XalITOKOPUHU, KOMTO C€ CBbp3BaT ¢ BUTaMuH B12 B cepyma u paznuunu
ThKaHu. B cimyuaute, korato ckpuHuHIrbsT 3a FIP1L1-PDGFRA He € Bb3MOXEH, U3CIEIBAHETO HA
CepyMHa TpHIITa3a MOXe Jia ce u3noisBa karo mapkep 3a FIP1L1-PDGFRA-nonoxurenen HES, Toit
KaTo MOBMIIEHUTE M HUBA KOpEIUpaT C Ta3u MOJIEKYJIsIpHAa aHoMaius (HaOntonaBaHa npu 79% ot
NAIMEeHTH B €/1Ha cepusi) M Apyrure Bapuantd Ha M-HES. B nonbiaHeHue, MoXke J1a ce yCTaHOBAT
aHeMus1, TPOMOOLIUTONIEHHSI U XEeNaTOCIVIEHOMET aJIHsl.

-IIpu L-HES Haii-uectro mma 3acsrane Ha KoKaTa, BBIIPEKH Y€ M JAPYTd OPraHd Mora ga OblaaT
yBpeneHu. [Ipu MonekynspHO u3ciaeIBaHEe MOXKE Ja C€ YCTAaHOBST aHOPMajHU T-KJIEeTbUHU MapKepH,
BiountetHo CD3-CD4+, CD3+CD4-CD8- u CD4+CD7-. YMecTHO € M U3Cle/BaHe 3a BUpYyca Ha
Epstein-Barr (EBV), Tbit karo XxpoHuuHata uHGEKIHS ¢ Hero Moxke aa naunuupa L-HES.

ITpu L-HES morar na ce ycranoBat u noumenu ctoinoctu Ha IgE, IL-5 u TARC (Tumyc aktuBupas,
peryiaupaH XeMOKHH).

JAudepennuaHa 1uarLo3a
Hudepenunannara quarso3a Ha HES Bapupa B 3aBUCHUMOCT OT CTENEHTa Ha €03MHODUIIHS.

IIpu nexum A0 yMepeHH cilydyau Ha €03MHOGWINS, Hail-Beye TpsOBa Ja ce M3KIIYM pEeakTHBHA
€03MHO(MIIUS B CIIEJCTBUE MH(EKIIMO3HH WK MTapa3uTHU 3a0onsaBanus. [[pueMbT Ha HAKOM JeKapcTBa
U XpaHUTEJIHU 100aBKH, CBIIO MOXKE Ja JOBEE /10 3aBUIIIaBaHE HA Oposl HA €03UHO(UIIHUTE.

B cnyuau Ha ymepeHa 10 Texxka eo3MHO(UINs, TpsSOBa Ja ce MMaT IPEIBU] XEMAaTOJIOTMYHU U APYTH
HeoIIacCTUYHHU 3a0omsBanus. OcTpaTa €03uHO(HMIIHA JIEBKEMUS MPEACTaBIIsBa OBUILIEH OpOil HE3penu
eo3nHo(uIu B nepudepHata KpbB, KOCTHUS MO3bK WM ThKaHUTE, MPUAPYKEeHU OT moseue oT 20%
muenobnactu U >30% eo3uHOGMIM B KOCTHHMSI MO3BbK, Koeto s ominyaBa oT HES. Xponuunara
MHUEJIONIHA JICBKEMHsI € IPYro ChCTOSHHE, KOETO ciienBa na Obae pasrpanudeHo ot HES, Tt karo
OOMKHOBEHO HE BOJAM JI0 XapaKTEPHUTE KJIMHUYHU YCIOKHEHUS NPHU XUMEPEO3UHOPUINSI U MOXKE J1a
0bae unentudunupana ypes orkpuBane Ha BCR:ABL cisita uPHK.

CucTteMHaTa MacTOLIMTO3a C €O3MHOPUIINS, XapaKTepusupaia ce Hannurero Ha D816V myrauuu B KIT
T'€Ha, € JIPYro ChCTOSHUE C, KOETO € BAXKHO Jla C€ HanpaBu au(epeHuanta quario3a. CbOTHOIIEHUETO
Ha abcomoTHUs Opoil Ha eozuHodumure (AEC) xbM cepymHara obma tpuntasa (AEC/tpunraza) e
<100 mpu cucTemMHa MacTonuTo3a ¢ eo3uHopmHs cpemy >100 mpu HES.
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Eosunodumnara rpanynomarosa ¢ monuanruut (EGPA) cemio cnenBa na 6b1e pasrpanundena or HES.
KitouoBusat ormudepenuupam dakrop mexay HES m EGPA e Hanumumero Ha BacKylauT NpU
IocJjeHara.

Jleuenue

OcCHOBHUTE TEPANICBTUYHU LCIW IIpHU JCUCHUCTO HaA HES BkmouBaT HamalsiBaHe Ha 6];)051 Ha
GOSI/IHO(bI/IJ'II/ITe, HO,Z[O6pHBaHe Ha CUMIITOMHUTE Ha 3a00JIIBaHETO U mpeaoTBpaTsdBaHE Ha HEroBara
Imporpecus. CTapTI/IpaHeTO Ha TCpaluAaTa 3aBUCH OT TEXKECTTa Ha 3a6OJ'I5IBaHeTO, BKIIFOUHUTCIIHO
CTCIICHTA Ha XI/IHepeO?;I/IHO(bI/IJII/I}I 1 BB3JICHICTBUETO HA CUMIITOMUTE BBpPXY CbCTOAHHUECTO HA MAallUCHTA.
3a ManMCHTHU ¢ OCKbAHA WJIN JIMIICBAIlda CUMIITOMATHKA € JOCTATBYHO PCAOBHO MPOCIICAABAHC HAa BCCKU
3 MCCCIIa 3a OLICHKA Ha CBCHTYAJIHO OPraHHO 3acCiAraHe.

Texxust HES ce onpenens npu Hannume Ha abcomoTeH 6poii Ha eosuHopummTe 100 x 10%/L (>100
000 kIeTKH/MKIT) M IPU3HAIY Ha XUIIEPICBKOIINTO3a, 3acsralia HepBHaTa u O0eoapoOHaTa cucreMa. B
ciyuan Ha Texxbk HES, 5eueHneTo BKIIFOUBa BUCOKA 71032 MHTPABEHO3CH MpeaHn30i0H 1 mg/kg/nen
wm 1 g/nen merunmnpenHusoniod. [lanueHtuTe TpsOBa jJa ObJAT W3CIEIBAHH CEPOJIOTHMYHO 32
CTPOHTHIIOHJI03a TIPEIN CTapTHUPaHE Ha CHCEMHAaTa KOPTUKOCTEPOWIHA Tepamus. [lpu mamueHTd c
MOTeHIIMaIHa ekcno3uus Ha Strongyloides, ce npenopbuBa npoduiakTuka ¢ uBepMeKTUH B 103a 200
mcg/kg/nHeBHO B mpobiKeHrEe Ha 2 THU. [Ipy OTroBOp KbM Tepamusra, OposiT Ha CO3HHOPHIUTE Cce
penyuupa ¢ 50% B pamkutTe Ha mbpBUTe 24 yaca. [Ipu Jjmmca Ha IOCTATBYHO MOAOOpPEHHE HA
CHUMIITOMATHKATA U XUIIEPEO3NHO(PUINATA B pAMKHUTE HA 2 JIHU, TPpAOBa J1a ce J0OaBH Teparus OT BTopa
JTUHUS B 3aBUCMMOCT OT BapuaHTa Ha HES no mocturane na moctarpuyHa penykiusi Ha Opos Ha
eo3uHO(UIMTE (Harp. UMaTuHKUO, ako ¢ M-HES).

B cnydanTe Ha KIMHUYHO cTabuIieH Wik He ToikoBa TexXbK HES, n360pbT Ha MeinkaMeHT ce ppKOBOIN
ot Bapuanta Ha HES. Umatunu6 (ATC code LO1EAOQL) e Tpo3uH KMHA3eH HHXUOUTOP U CE CUMTA 32
nepuantuBHa Tepamus npu HES ¢ PDGFRA/B myranmu. IlpenoppumrenHara HayamHa 03a 3a
nanueHTy nojoxutendu 3a FIPIL1:PDGFRA e 100 mg nueBHo. KymynatuBHuTE HaHHM C
IBJITOCPOYHO TPOCIIEAABAHE NT0KA3BaT, Y€ Ta3u J103a € JI0CTaTh4yHa, 3a J1a JOBEJE 10 IIbJIHA U TpaiHa
XEeMaToJIOTHYHA U MoJeKyisipHa pemucuu. 3a nauueHTd ¢ PDGFRB mytanuu, npenopwsuntenHaTta
HayanHa no3a ¢ 400 mg nHeBHO, HamalleHa 10 noaabprkama noza or 100 mg. Cucremnure
TIFOKOKOPTUKOCTEPOUIN CITY’KaT KaTO OCHOBHA WJIM ITbpPBA JIMHUSA HA TE€palus 3a IOBEUETO BapUAHTU
Ha HES. /lanauTe OT MHOrouneHTpoB peTpocneKkTuBeH aHanu3 Ha 188 manuentu ¢ HES nokasBsar, ue
85% OT TIX MOCTUraT 4acTW4YHa WIM ITbJHA PEMHUCHS HAa CUMIITOMMTE B PaMKHTE Ha 1 Mecel, Karo
cpeaHaTa MakcuMalHa J103a € 6uia 40 Mr/aH npeaHu30510H (5-625 Mr), a cpeHarta mojbpxKaia 103a-
10 Mr/nH, kato nocneaHara e Ouna npuemana 10 Mmakcumym 20 rogunu. [Ipu nocturane Ha KOHTPOI
BHPXY CHMITOMHTE M HaMalsBaHe Ha Opos Ha eosuHopumure mox 1,5 10%L, nosata Ha
KOPTUKOCTEPOUAUTE OOMKHOBEHO MOXe Ja Obae peayuupana. [Ipu penuauB Ha CHUMITOMMTE,
MIPU3HAIM HAa OPTraHHO YBpeX/1aHe, U/UIIN 3HAYUTEIIHO MTOBHUIIIaBaHe Ha Opos HAa €03MHOMINTE HA OHA
npeaHu30H >10 mg THEBHO € HEOOXOMMO T00ABSIHETO Ha IPYTH CPEICTBA.

Xunpokcuypesita (ATC code LO1XX05) e BTopa JuHUS Tepamus 3a JIMia, KOUTO HE Ce TIOBIUABAT OT
MOHOTEpanus ¢ TIFKOKOPTHKOCTEPOUUIH. MeXaHU3MbT i Ha JEHCTBHE TapreThpa pPa3BUTHETO Ha
€03MHO(UITUTE, KOETO S MPaBU MO-MAJIKO MOJIXOSIIA, KOTaTO € HEOOXO0AUMO OBP30 M 3HAUUTEITHO
HaMaJIsiBaHe Ha Opost Ha €O3MHOPHIUTE. XUIPOKCHYpPEsTa MOKE Jla CE Ha3HAYM KaTO MOHOTEpAIHs WIIU
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B KoMOMHaIms ¢ npeaHu3oioH. Ilpenoppunrennara go3a € 0,5 10 2 g IHEBHO, B 3aBUCHUMOCT OT
MOHOCHMMOCTTa Ha maunueHTa. lIpoyuBaHusita mmoOkKa3BaT, 4e  KOMOMHHMpaHara tepamus (2 g
xuapokcuypest ¢ 1 mg/kg nmpenHU30H AHEBHO) BOJW A0 IbJIHA pemucus npu 60% oT mamueHTure, B
cpaBHeHue ¢ 33% npu MOHOTEpaIUsl C XUIAPOKCHYpeEsl.

Hutepdepon-o (IFN-a) (ATC code LO3ABO01) moxke 1a 1oBe/e 10 XeMaTOJOTHYHA M IUTOT€HETHYHA
PEMUCHHU NP MALUEHTH, pepaKkTEpPHU HA APYTU TEPANIUU BKIIOUYUTEIHO MPETHU30H U/UIH
XUIPOKCUYpEsl, UIIM MOXKE J1a Ce U3MO0JI3Ba B KOMOMHAIIMS C KOPTUKOCTEPOUIU KAaTO CTEPOU-
CIECTSIBAIll areHT MPH MallMeHTH U3UCKBAIIH I10-BUCOKH 103U MPEeIHU30JI0H. ONTUMATHUTE HAYajHa
v moaabprkama go3a Ha IFN-a He ca 1o0pe nedunupanu. OOMKHOBEHO ce cTapTupa ¢ | MUIMOH
€IMHUIINA JHEBHO, C MIOCTETICHHO yBenu4aBane oT 0,5 10 | MHJIMOH eTMHUIIM Ha aTUTMKAIVS Ha BCEKH 2
CEJIMHIIA JI0 JJOCTUTAHE Ha jkenaHus eekT. Jlo3ute morar na Bapupat ot 1 10 4 MUITMOHA SAWMHUIINA Ha
no3a 1o 7 mbtu ceamuyno. [ermmmpanust IFN-2a (ATC code LO3AB11), nposisiBa ehukacHOCT
npodu Ha 6e3onacHOCT, moao0Hu Ha IFN-a, HO ce mpmiiara eJuH T CEIMUYHO, KOSTO TO IIPABH
QITEPHATHBCH U MO-TIOHOCHUM BapHaHT 3a nanueHTute. [Ipemraranara HadaimHa g03a € 90 MKr
ceamuvHo (1-1,5 MKI/KT).
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Cnemna repanusi

PyrunHa Tepanus

AnroputbM 3a euenue Ha HES




buonornunara Tepanus ¢ MOHOKJIOHAJIHU aHTUTENa Tapretupamy IL-5 ¢bi1o ca gacT ot J1e4eHneTo Ha
HES, umaiiku npenBu KIII040BaTa Ha poJisi HA TO3M LUTOKUH MPU JU(EpeHINAUATA, AKTUBUPAHETO
U olesiBaHeTo Ha eo3uHopmiute. Kbm Momenrta menonnzymabd (ATC: RO3DX09) e enuHCTBEHOTO
0/100p€HO MOHOKJIOHAJTHO aHTHUTSUIO 3a NMpUjlokeHue npu mnauuentu ¢ uauonarudyen HES B no3za 300
MT Ha BCEKH 4 CeIMHUIIU, KaTO MPOYYBAHUATA JEMOHCTPUPAT HEroBaTa e(puKacHOCT MPU HaMaJIsIBaHE Ha
pHUCKa OT eKk3alepOanuy U Kato cTepoua-peayupania tepanus. Apyru antu-1L-5/antu-1LS5 penentop
n auTu-CDS52 aHTHTENa ca B IPOLEC HA IPOYYBAHUS

Tpancmiianranus

AJoreHHaTa TpaHCIIJIAHTAIMS HA CTBOJIOBU KJIETKU OT KOCTEH MO3bK/Tiepu(epHa KpbB € ONUTBaHA TPU
MAlMEHTU C arpecuBHO 3a00JsIBaHE, KaTO NPEXUBAEMOCTTA € Bapupana OT 8 Mecena 10 5 TOAUHH.
Brnpeku ycriexa npu n3dpaHu cirydau, poiisita Ha Tpanciuiantanusta npu HES nHe e 1o6pe ycraHoBeHa.
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HACJIEACTBEH AHTMOEJIEM U PEJIKU ®OPMU HA AHTTOEJIEM
(MKE: D84.1)

I. Onpenenenue
1. Onpenenenue U KIUHUYHU Popmu.

AHTHOEIEMBT € TPOsiBa Ha OCTPO HACTBIIMII OTOK Ha JIBJIOOKHUTE CIIOEBE HA KOXKaTa MIIU JIMTABULIUTE B
pe3yinTaT Ha MapOKCH3MAaIHO TMOBHUIIABAHE HA MPOMYCKIUBOCTTa HAa KPbBOHOCHHUTE CBIOBE.
AHrnoeneMbT MOXXe Ja ObJie HACIEACTBEH WIM NPUAOOUT U 1a ObJe NPUYMHEH OT DPa3IU4HU
Ba30aKTUBHU MEAMATOPH (HAmp. XuUcTaMUH W OpamukuHuH) (¢ur.l). CrBpeMeHHa KiacupUKaIMs
pasrpaHuyaBa HacJeICTBEHH M NpUI0OMTH (OpMHM Ha aHTHOENEM, CBbpP3aHH WJIM HE3aBUCUMH OT
nedpuruta Ha Cl-unxuburtopa. OnucBaT ce U AOMBIHUTEIHH, OLIE MO-peaKu (OPMU Ha HACTEACTBEH
anruoenieM ¢ HopmaseH C1-uHXHOUTOp, ACOUUPAHU C HOBOOTKPUTH MyTaliu B reHute 3a paxrop XII,
TJIa3MUHOTEH, aHTUONOETUH-1, kuHuHOTeH 1 U MuodepnuH. Pasno3nasar ce u mpunodbutu Gopmu Ha
aHTHoeJIeM, HampuMep aHruoeneM ¢ npuaoout neduuut Ha Cl-uHXUOUTOpA, MPUIOOUT aHTHOEAEM,
acolMUpaH c ynorpebara Ha MEIUKAMEHTH, TOBIHUSBAILIY PEHUH-aHTHOTEH3UHOBATa cHUcTeMa (Hamp.
aHTHMOEJIeM, acCOLUMHUpaH C ymnoTpeba Ha WHXMOWTOPYM HA AHTHOTEH3WH KOHBEPTHPAIIUS EH3UM,
TUNEenTUIWI nentuaasza |V iy Henmpuiiv3uH) U UAMONaTUYeH HeXxucTaMuHepruden anruoeaem (InH-
AAE).

2.HACJIEACTBEH AHT'MOE/IEM (rpyna 3a6o/isiBaHus)

Orpha code: ORPHA: 91378

HacnencrBenusar anrunoenem (HAE) e rpyna 3a0onsiBaHMs, XapakTepH3Mpalld ce€ C pPeluAUBHpaIIU
€NMu30/IM Ha aHTuoeneM ¢ mnomgdyepran (gammieH xapaktep. o 25% oT ciydauTe MOXKe J1a JIMIICBA
MOJIOKUTENTHA (paMuIIHa aHaMHe3a, T.Hap. “de novo” MyTaluu Npu HalUeHT - MpoOaH[ 3a paMUIIUATA.
KoM rpynata na HAE ce npuuuncnsasat popmute Ha HAE ¢ nepunut na Cl-unxubutopa u HAE ¢
HopMmasieH C1-uHxubuTop.
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Otroeop Ha IH-AAE
aHTUXUCTaMnHN
Be3 ugeHTtuuumpana
npuynHa
PeaucTteHTeH Ha InH-AAE
aHTUXUCTaMUHK
MpupoduTt
ACE-uHXu6uUTOp Nunca wa apyra ACEI-AAE
npuunHa 3a AE
PamMunHa aHamHesa
C1-unx geduunt Hauano >40 roaum C1-INH-AAE
AHrnoenem
6e3 ypTukapusa
MyTaums Ha C1-INH-HAE
Cl-nmx pecpuumr SERPING1 Tan 112
MyTtauus Ha F12 F12-HAE
HacneacreeH
MyTauus Ha PLG PLG-HAE
HopmaneHn C1-wHx
MyTtaums Ha ANGPT-1 ANGPT1-HAE
MyTaums B Kininogen-1 KNG1-HAE
MyTauus B Myoferlin Myoferlin-HAE
HeunsBecTtHa myTauus U-HAE

2.1. HACJIEACTBEH AHI'MOEJIEM C JE®ULNUT HA C1-UHXUBUTOPA

Orpha code: ORPHA: 528623

2.1.1. HACJIEACTBEH AHI'MOEJIEM C KOJIMYECTBEH AE®UIUT HA CI1-UHXUBUTOPA
(HAE Tun 1) Orpha code: ORPHA: 100050

2.1.2. HACJIEACTBEH AHI'MOEJIEM C KAYECTBEH ®YHKIIMOHAJIEH JEOUIIUT HA Cl1-
NHXUBUTOPA (HAE Tun 2) Orpha code: ORPHA: 100051

HAE c¢ nepunur na Cl-uaxuburtopa (C1-INH-HAE) e psiako aBTO30MHO JTOMHHAaHTHO 3a00JIsBaHe,
KOETO BOJIX JI0 TOBTapSIILU CE aTaKX HAa IOTEHIMAIHO JKUBOTO-3aCTpaIllaBalll OTOLH, KOUTO CE CPeIaT
B WIEHOBE Ha €HO U CchUI0 cemeiicTBo. HezaBucuMo oT ToBa, B HAkou ot ciydaute, HAE ce pa3BuBa B
pesynarat Ha de novo (HOBOBB3HUKHAMM) MyTanuu. [Ipu moedero nmanuentu ¢ HAE ce naGmronaBat
mytaiuu B reHa SERPINGI1, otroBopen 3a cuHTe3ara Ha miazMenus nporeud Cl uaxubutop (Cl-
INH), xoeto Boau 10 Hamanen cuHTe3 Ha HopMaieH C1-INH (C1-INH-HAE Tun 1) unu ekcnipecust Ha
mucynknuonanen C1-INH (C1- INH-HAE Tum 2).

2.2. HACJIIEACTBEH AHI'MOEJEM C HOPMAJIEH C1-UHXUBUTOP

Orpha code: ORPHA: 528647

KbM Ta3u rpyma morat 1a 061aT IpUYKCICHU CeHUTE (OPMH Ha HACJIEICTBEH aHTHOEIEM C HOpMaJIeH
Cl-uaxuburop:

2.2.1. HACJIEJJCTBEH AHT'MOEJEM C MVYTAILIUS B TEHA 3A ®AKTOP 12 /Orpha code:
ORPHA: 100054
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2.2.2. HACJIEACTBEH AHT'MOEJIEM C MYTALMS B TEHA 3A TIJTABMUWHOT'EH /Orpha code:
ORPHA: 537072

2.2.3. HACJIEACTBEH AHI'MOEJIEM C MVYTAILIMA B TEHA 3A AHI'MOITIOETUH-1 /Orpha
code: ORPHA: 537891

2.2.4, HACJIEACTBEH AHI'MOEJIEM C MYTAIMA B 'EHA 3A KUHUHOI'EH-1 / Orpha code:
ORPHA:

2.25. HACJIEACTBEH AHT'MOEJIEM C MVYTALNMA B I'EHA 3A XEIIAPAH CVYJIOAT-
['JIIOKO3AMUH 3-O-CYJIOOTPAHC®DEPA3A 6 /Orpha code: ORPHA:

2.2.6. HACJIEACTBEH AHI'MOEJIEM C MYTALMS B 'EHA 3A MUO®EPJIMH /Orpha code:
ORPHA:

2.2.7. HACJIEACTBEH AHI'MOEJEM C HEM3BECTEH JIE®EKT /Orpha code: ORPHA:
dopmurte, IpU KOUTO HE MOXKE JIa C€ OTKPUE IMATOTCHEH BAPUAHT B OMMCAHUTE T'eHU Ce KIacH(pUIupar
kato HeusBecteH-HAE (unknown, U-HAE).

[TonacrosimeMm, excrieptHara rpyna 3a anruoenem kbM ACARE MexayHapoHaTa Mpexka ChBETBa MPH
HyxJ1a tepanuute 32 HAE Morar n1a ObaT ONMTaHu IPU Ta3u rpyma nanueHT, Mmakap u karo off-label
UHIUKAMS T0paayl JIMICAa HA aITCPHATHBH M IPH JIMICATa Ha BH3MOXKHOCT 3a MPOBEXKIaHE Ha
KOHTPOJIMPAaHH KIMHUYHUA W3MUTBAHUS C OIJIe] MaJKHs Opoil MalueHTH, AMAarHOCTHUIIMPAHU ChC
CBCTOSIHUETO.

3. NPUJIOBUT AHI'MOEJEM /Orpha code: ORPHA: 91385

[Tpunobutuar anruoenem (AAE) e rpyna 3a0oiisiBaHUSs, XapaKTE€pHU3Mpalld ce€ € pPEeUUAUBHpAIIU
eNu30/11 Ha aHruoeneM Oe3 JaHHM 3a IMOJIOKHUTENHa (paMuiiHAa aHaMHe3a, 0e3 JaHHU 3a MaTOr€HEH
BapHUaHT B FTeHUTE, OTTOBOPHU 3a Bb3HHKBaHe HAa HAE. KM rpynara na AAE ce npuuncissar popmure
¢ AAE c mpunoour nedpunut Ha Cl-unxudutopa (C1-INH-AAE), AAE, aconuupan ¢ ynorpedara Ha
MEMKAMEHTH, TOBIHSBAIIY PEHHH-aHTMOTeH3WH-aocTepoHoBara cucrema (Hamp. ACEI-AAE),
WIMONaTHYCH HexuctamuHeprudeH anruoenem (InH-AAE).

3.1. IPUAOBUT AHTMOEJJEM C JE®UIIUT HA CI-MHXUBUTOPA (C1-INH-AAE) /Orpha
code: ORPHA: 528663

Hauanoro na nposisure npu C1-INH-AAE o6ukHOBeHO € KbCHO (> 40 TOAMHM) B Y€CTO € CBBhP3aHO C
Jpyro CHITBTCTBAIO 3a00JsBaHe, Hampumep JuM@onpoaudepaTUBHO 3a00JiIBaHE, 3JI0KAYE€CTBEHO
3abonsBane, antutena cperry C1-INH (anti-C1-INH-Ab). Tasu ¢popma Ha aHTHOE/IEM He € CBbp3aHa ¢
mytauuu Ha SERPING1. Bmecto ToBa, C1-INH ce cekperupa HanbJIHO HOPMAJIHO NP TE€3H NALUEHTH,
HO ce KaTaOonM3upa 3HAUUTETHO MO-0BpP30, OTKOJKOTO MOXe JAa ce mnpousBeae. Ilpu uvact or
narueHTuTe ¢ npuaoout nepunur Ha C1-INH, noBummenust karabonussm Ha C1-INH e B pesynrar ot
Hanuyue Ha apToantutena cpemry C1-INH, cbmbTcTBaIo 3710Ka4eCTBEHO 3a00JIsIBAHE UITH KOMOMHATIHS
OT JBETE.

3.2. ITPUJJOBUT AHI'MOEJIEM, CBBP3AH C MEAMKAMEHTH, TTIOBJIMABAILIMU PEHMH-
AHTMOTEH3UH-AJITIOCTEPOHOBATA CUCTEMA /Orpha code: ORPHA: 100057

[TpunoOuTHAT aHTHOEnEeM, acOIMHMpaH C NpUeM HAa MHXMOMTOPH HAa aHTMOTCH3WH KOHBEPTHPAIINS
em3uM (ACEI-AAE) naii-noOpe nedgunupanara ¢opma Ha aHTHOENEM B pe3yiaTaT Ha HpHUEM Ha
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MenukameHTH, nosiusiBai PAAC. ACEI-AAE uma no-rojisiMa 4ecToTa Cpejl )KeHHU, MPEJCTaBUTEIU
Ha HerpouHaTa paca U MylIaqH.

3.3. MIPUAOBUT HEXUCTAMUHEPI'MYEH AHI'MOEJIEM /Orpha code: ORPHA: 658

Koraro anrmoenemMbT ce pa3BuBa €JHOBPEMEHHO, HIIM C€ pelyBa C YPTHKapHs Ce Kacae 3a XpOHHYHA
ypTUKapusATa, HHAYLMpPaHa WK CIIOHTaHHA. AHruoeaeM Oe3 ypTukapus, obade ce 000cobOsBa KaTo
OTJeNHa HO30JIOTWYHA eauHMUa (IbpBUYEH aHruoenem). Ilpumoburture opmMu Ha aHruoenem c
HEU3BECTHU IpPUYMHM (MAMONATUYEH AaHTMOeNeM) MoraTr Ja ObJaT pas3feleHd Ha JBa BHJA:
XMUCTAaMHUHEPTUYCH U HEXHMCTAMHUHEPTUYCH, B 3aBUCHMOCT OT KJIMHUYHHS OTTOBOP Ha MPOIBJIKUTEIHA
npopuIakTUYHA Tepanusi ¢ BUCOKHM J03M aHTMXUCTaMuHM. [loHsKora e TpynHO la ce HamnpaBu
pasrpaHHyYCHHE MEXIY Te3H JBa (EHOTHIIA AaHTHOEIEM, TJIABHO KOTaTO KIMHUYHHUTE XapaKTEPUCTHKU
(Bpeme, OTrOBOp Ha JICUEHHETO, YECTOTA HA aTAaKUTE) HE Ca KATErOPUYHM 3a OLICHKaTa Ha KIMHUYHUS
OTrOBOp KbM aHTUXUCTaMUHU. nnonatuunusat xuctamunepruueH anruoeneM (IH-AAE) ce nposiBsia
10J1 IEUCTBHETO HA OCBOOOJEHHUTE OT MACTOLUTUTE MenuaTopu. IloJ TepMuHa XUCTaMUHEPIHUYeH ce
¥Ma TPeIBHUl aHTHOEIEM, OTTOBapSI HA MPOABDKUTENTHA Tepausi ¢ aHTUXHUCTAMUHH. UMa MAIlMeHTH
obaue, Mpu KOUTO CUMIITOMUTE MHOT'O BEPOSITHO CHILO ca MEAUUPAHU OT MACTOLUTUTE, HO OTTOBAPAT
€IMHCTBEHO HA Tepamusl ¢ KOPTUKOCTEPOUIN HIIH OMAITN3yMal.

Wnnonatnynust HexuctamuHeprudeH npunodut anruoenem (INH-AAE) e rpyna He3aJ0BOIUTETHO
npoy4deHu (popMu Ha aHTHOEIEM, 32 KOUTO CE 3Hae, Ye JIMIICBA TePAIeBTUIYCH OTTOBOP MPH JICYCHUE C
aHTUXUTAMUHH, KOPTUKOCTEPOUIU W/WIN aapeHalnH. ToBa Hajara npearoKeHUeTo 3a OpauKuHIH
KaTo BOJCI] MeIuaTop Ha MpPOSBUTE HAa AHTHOCAEM IpH Te3W NarueHTH. ChIOIecTBYBAaT HAayYHHU
cboOLIeHNs 3a J00po TepaneBTUYHO nosiusiBaHe Ha INH-AAE cnen mpunoxxeHue Ha OpaJuKUHHUH-
HacoueHa Tepanus (OpaguKWHUH-penenTopeH aHTaroHucT, Cl-uHXHMOTOpEeH  KOHLEHTpAT).
[TonacTosieM, ekcriepTHara rpyna 3a anruoeneM kbM ACARE MexayHapoaHaTa Mpeka CbBeTBa MpU
HyxJ1a tepanuute 32 HAE na ObaaT n3non3BaHu NpyU Ta3u rpymna naiueHT, Makap u kato off-label
MHAMKALUSA TOpaay JIUICca Ha ajNTepHATHBUM U TNPHU JIUICAaTa Ha BB3MOXKHOCT 3a MPOBEXKAAHE Ha
KOHTPOJIMPAaH! KIMHUYHU W3MUATBAHUS TOPAJAW MajKkus Opoil MAaIMeHTH, IMArHOCTHIMPAHU ChC
CbCTOSIHUETO.

II. EnnaemuoJjiorus.

Cnopen mexayHnapoauute ganau 3a C1-INH-HAE, uectoraTta Ha 3a005151BaHETO Bapupa CpeITHO MEXKIY
1 cnyyqaii Ha 10 000, no 1 ciy4aii Ha 64 000 nymm, KaTto ce cMsTa, 4e IPH 3aJ0BOJIUTENIHA IUarHOCTUKA
yecroTtata He € noj 1 Ha 50 000 nyum. Ilocnennure myOnuKyBaHU JaHHU 3a ObjarapckaTa MoIyaanus
cbobmaBar yecrorara Ha C1-INH-HAE nipu 1 1a 93 105 nymmu. 3a npuaoOuTHs aHTHOEAEM, aCOLUUPaH
¢ mpueM Ha ACE-unxubutopu ce npuema dectora 1:250 cpen manueHTUTE, MpUEMaIld METUKAMEHTH
OT Ta3u Ipyma.

1. IlaTodusnoorus.

OCHOBHOTO MATO(U3MOJOTHYHO CHOMTHE 3a MOsBaTa Ha aHTHOEAEMa € IMPeXoJiHa, MapOoKCH3MalHa,
MOBUIIIEHA CBHIOBA MPOIYCKIMBOCT HAa CHOBETE B ABJIOOKHUTE CIOEBE Ha JepMaTa WM JIUTaBHUIINTE,
Nopajy JIOKAIHOTO OCBOOOXK/aBaHE HA BAa30AaKTUBHU Meauatopu. bpaaukuHuH e Haif-mobpe
MIPOYYEHUAT MeauaTop Ha peakure Gopmu Ha AE, kaTo HETOBOTO OCBOOOXk/1aBaHE Ce MHUIMUPA TPU
HE3a/JI0BOJIUTEJIEH KOHTPOJI BBPXY AKTUBALMATA HAa KOMIIOHEHTUTE Ha KOHTAKTHAaTa CHCTEMa Ha
KoaryJalusTa pH JIMIIca Ha TEXHUSI OCHOBEH KOHTpoJupal npoteuH — C1 ecrepasnust unxuburop. B
HETOBO OTCHCTBHE, aKTUBHpaHUAT (akTop XIla Boau 10 mpeBpblIaHe HA NPEKATUKPEnHA B aKTUBEH
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IJa3MEH KaJMKPEUH, KOETO OT CBOs CTpaHa € IPHYMHA 32 Pa3lieNBAaHETO HA BHCOKO-MOJIEKYIHUS
KHUHUHOTEH C OTJeJIIHEe Ha Ba30aKTUBEH OpaJuKUHHUH. bpaJuKUHUHBT, OT CBOSI CTpaHa, CE€ CBbP3Ba C
OpanukuHUHOBHS B2 pernentopa BbpXy eHAoTeNHUTE KieTku. CreiBa kackaaa Ha Gochopunmpane Ha
MeXayKiIeTbuHuTe tight junctions, TSIXHOTO pa3jgaseyaBaHEe W KaTO pe3yiTar — enu30JUYHO
MOBUIIIABAHE HA CHJIOBATA MPOITYCKINBOCT.

IV. Knunu4Ha kapTuHa.

[Iposisure nHa CI1-INH-HAE, Tun 1 u Tun 2, OOMKHOBEHO 3amo4yBaT B M'BPBOTO WJIM BTOPOTO
JeCeTUIIeTHE OT )KMBOTAa. OTOKBT MOXKE J]a 3aCErHE KOXaTa, CTOMAIIHO-YPEBHUS TPAKT U JUTaBULATa
Ha TOPHUTE JUXATEITHU IbTHUIIIA.

ITarmmenture ¢ HAE morart na umar:

- mepud)epHA KOXKHH MPUCTHIH (pbIle, KpaKa, JUIE, YCTHUA, TCHUTAIHH U Jp.)

W

- TUTaBUYHU NPUCTHIH (TACTPOMHTECTUHAICH TPAKT, (DapUHKC, JTAPHHKC)

W

- KOMOMHUPAHU TIPUCTHITU ChC 3acATaHE HA TTOBEYE OT eHA JIOKATH3AIUs (110 MPaBUJIO TE3U MPHUCTHIN
MPOTUYAT MO-TEXKKO)

ITpoapommu.

C1-INH-HAE Mmoxe ma Oble mpeamecTBaH OT rajieHe, 0010 Hepas3IoJIoKeHHEe, yMOpa, ChHIMBOCT
u/unu crienupuyeH HeChbpOsIL KOKeH 0OpHUB: epuTeMa MapruHatyM. Pa3BUTueTo Ha 0ToKa 0OUYaiHo e
0aBHO (4acoBe) U ITbJIHATA CHOHTAHHA PEMUCHS HACThIIBa OOMKHOBEHO B paMKUTe Ha 72-96 uaca. [Ipu
MHOT'0 MallMEeHTH, 0COOEHO MpHU JenaTta, NPUCTBIIUTE MOraT Ja ObJaT MpeAllecTBaHN OT MUHUMAaTHA
MeXaHHMYHa JIOKaJHa TpaBMa, CIIOHTAaHHA WM CBbp3aHa ¢ MEIUIMHCKY poueaypH. [lanuenTure chiio
MoOrarT Jia posABsIBAT 3HAYUTEJIHA BApUAOMITHOCT B YECTOTATA M TE€XKECTTa HAa IPUCTBIIUTE C TEUECHHE Ha
BPEMETO, KaKTO U MPU OTAETHUTE MHAUBUIU. YecTo yecToTaTa Wi TEKECTTa Ha aTaKUTE MOXKE J1a ce
IPELMIIUTAPA OT IMOBUIIEH IICMXO-EMOLMOHAJIEH CTPEC, ECTPOr€HHAa KOHTpALENTHBHA TEparnus,
€CTECTBEHHM XOPMOHAIHU KoJyiebanusl, neueHne ¢ ACE-uHXubutopu n/nuiam crbTCTBAId HHPEKINH.
Oo6uxuoBeno mposiBute Ha ACEI-AAE 3acarat esuka u morar jna ObAaT >KMBOTO-3acTpallaBallly.
JlarentHata ¢aza Mexay Hadainoto Ha Tepanusita ¢ ACEl u HauanoTo Ha OTOKa € CUJIHO IPOMEHJIUBA!
B 50% OT ciydanTe TOBa ce€ CiIy4Ba B paMKHUTE Ha II'bPBHsI MECELl OT HAYAJIOTO HA JICUEHUETO, HO MOXKE
na ce nposBd U >10 roavHM cilel MHULOAWpaHe Ha TepanusaTa. Hali-uecTo mpeycTaHOBSIBaHETO Ha
npuema Ha ACEI Bosiu 10 pemucrst Ha CHMOTOMUTE, Makap peLUIUBHUTE J1a HE ca PSIKOCT (10 6 Mecena
cien mnpeycraHoBsBane mnpuema Ha ACEl). KnnHWYHHTE XapakTepuUCTHKH HAa HMIAOTATHYHUS
aHTUOE/EM, WHAYLUpPAaH OT MEAUaTOpu Ha MAacCTOLUTUTE, II0Ka3BaT CXOJCTBA C YpPTUKApHATa,
BKJIIOUMTEIHO ChpOEkK, epuTeM, JeMapKalis Ha JOKaJIW3aluaTa, NPeJUIeKIIMOHHO aHarkupaHe Ha
KJICMIAYUTE U YCTHHU, ¥ CIIOHTaHHA 0OpaTHa eBOJIONMS YECTO B paMKUTE Ha 24 yaca.

V. Kputepuu 3a mocraBsiHe Ha JHAarHo3a.

Maxkap HAE u AAE na ca npeauMHO KJIMHHYHU TUATHO3U, CBHIIECTBYBAT OMPEICICHU XapaKTEpHU
OMOXMMHWYHU, IMYHOJIOTHIHH U TCHETUYHH KOHCTEJIAI[NH, KOUTO ca B OCHOBATa Ha pa3rpaHUYaBaHe Ha
oTaenHuTe (HEeHOTUIIOBE/TEHOTUIIOBE HA aHTHOeAeMa (Tabm. 1).
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broxumMudHm B3ciIeIBaHUS

T'enernann H3CJICABaHUsA

My

tay | My xy My | My
ui | Tarn Hﬁu Tan | Tan | Myranu
Tum Hugo Ha | Huso Ha | o a CA Hugo Ha | Ha ust Ha ust ust 1 Ha
AgC1-INH fC1-INH Clq SE | Ha AN | HA | Ha Myoferl
RPI | FX GP PL | KN [ in
NG | Il T G Gl
1
Tun 1 Tonuskenn Tonuskenn Honu:kenn | Hopmanno | I He | He |He | He | He
<50% <50% oHke P 2
L
<
T
T Hopwato Honunxenn
Z | Tun 2 150078 <50% Honmxenn | Hopmamno | [la | He | He | He | He | He
i MOBHUILICHO 0
@)
F12-HAE Hopmannzo Hopmainno Hopmanno | Hopmanno | He |Jla | He | He | He | He
ANGPT1-HAE | HopmanHo Hopmanno Hopmamno | Hopmamno | He | He | la | He | He | He
PLG-HAE Hopmannzo Hopmainno Hopmamno | Hopmanno | He | He | He | Ja | He | He
KNG1-HAE Hopmanno Hopmanno Hopmanno | HopmanHo He |(He |He | He | a | He
Myoferlin-HAE | Hopmanuo Hopwmaizo Hopmanuo | Hopmamso | He |He |He | He | He | da
'? | Heparane
sulfate 3-0-
T Hopwmainno Hopmanno Hopmanno | Hopmanino | He | He | He | He | He | He
I | sulphotransfera
< | se6gene
—
O | Unknown-HAE | Hopmanso Hopmanno Hopmanno | Hopmanino | He | He | He | He | He | He
c
C1l-INH-AAE Tonmaenn Tonmaenn Monu:kenn | MMonum:kenn | He | He | He | He | He | He
<50% <50% OHIRE OHIKE
ACEI-AAE Hopmanno Hopmanuo Hopmanno | HopmanHo He |[He |He | He | He | He
InH-AAE Hopmanno Hopmanno Hopmanmno | Hopmanno | He | He | He | He | He | He
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Jlerenga:

HAE — HacneAacTBeH aHTHOEAEM,

AAE - mpunoOut aHTHOEIEM;

C1-INH - C1 ecrepaseH nuuHxuouTop;

AgC1-INH - anTurenen Cl ectepazeH HHXUOUTOP (KOJIUYECTBO);
fC1-INH - dynkmonanen Cl ecrepaser HHXHOHTOP (PYyHKIINSA);
ANGPT1 - aarnonoerun-1;

FX12, paxtop 12;

nIC1-INH-HAE - nacnencten anruoezieM ¢ HopMaanu HuBa Ha C1 HHXHOUTODA,;
PLG — ma3MuHoOreH;

KNGL1 — xuHuHOreH 1;

ACEI| — uaxuOuTOpY Ha aHTMOTEH3UH-KOHBEPTUPAIIUS CH3HUM.

3azu,.11)1mTe.1mn N3CJI¢IBaAHUA 3a NOCTABAHC HA JHArHo3aTa

3abJDKUTEIHA M3CIIEABAHUS 3@ MOCTaBSHE HAa KOPEKTHA JMarHo3a B CIy4yauTe Ha pPEeLUAMBHPAL]
aHTHOEJIEM € M3CIIeIBAaHETO Ha:

- kommiemeHt C4,

- Cl-uaxuburop - xommuectBo U ¢yHkuus [AgCLl-INH - anturenen Cl ecrepazeH MHXUOHUTOP
(xonmnuectBo) U fFC1-INH - ¢pynknuonanen Cl ecrepasen uuxudutop (hyHKIms)].

[Ipu cemHeHue 3a anruoenem ¢ npuaoout aeuuut Ha Cl-mHXHOUTpPaA € yMECTHO Ja Ce M3CIe/IBa U
C1q, xoiiTo yecTo ce OTKpUBA HaMaJIeH IpH Ta3u popMa Ha MPUIO0OUT AHTHOE/IEM.

Hopmanuu

(1 HopmanHu no Bpeme Ha
npucrbna)

nlC1-INH-HAE,
3 InH-AAE wnun
ACEI-AAE

pd

Hopmamy

C1-INH-HAE C1-INH-AAE

Jlerenga:

HAE — HacneacTBeH aHTHOEIEM;
AAE - mpuno0OuT aHTHOCIEM;
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C1-INH - C1 ecrepaszeH nHXUOHUTOP;

AQC1-INH - anrurenen Cl ecrepazeH HHXHOUTOP (KOJIHUUECTBO);

fC1-INH - pynkumonanen Cl ecrepazeH HHXHOUTOP (PyHKIHUS);

nIC1-INH-HAE - HacnencTBeH aHruoesieM ¢ Hopmainu HuBa Ha C1 uHXuOHUTOPA;
ACEI — uaxuburopu Ha aHrHOTEH3UH-KOHBepTHpalius eH3uM; C4 — xomiuiemeHT C4;
C1q — xomriement C1Q;

INH-AAE — nnnonatnyeH HeXUCTaMUHEPIHUCH aHTHOEICM;

ACEI-AAE — npuiodut anruoesieM, aconuupan ¢ ynorpeda Ha ACE-uaxuduropu.

JlombIHUTETHN H3CIEeIBaHUs 3a MOCTaBsSHE Ha JuarHo3aTta (1O IpeleHKa Mpu HEeoOXOTUMOCT U
BB3MOKHOCT)

OuakBa ce HuBaTa Ha komiuiemeHnTa C3 u CH50 na 6saar nHopmanau npu HAE u u3cnenBaneTo um
OOMKHOBEHO HE € OT I10JI3a 32 AMArHOCTHYHOTO yTouyHsBaHe. CekBeHnpanero Ha reHa SERPINGI1 moxe
na 6pae ot nonsa npu Hsakou nanueHntu ¢ HAE Tun 1/2 (BkIoYUTENHO MpeHaTalHa JUArHOCTHUKA).
Brrpeku ToBa, OnoxumuaHoTo uscienane Ha C1-INH (konmuecTBo u QyHKIWMS) € Hali-e(hDeKTHBHO U
3HAYUTEIHO MO-€BTUHO OT FT€HETUYHOTO M3CJIE/IBaHE.

VI. IudepeHnuaina 1uarao3a

JudepeHnnanHo-MarHoCTHYHUAT TUIaH €€ M3rPakJa OCHOBHO 3a pasrpaHUYaBaHE HA PAa3IMYHHUTE
penku GopMH Ha aHTHOEIEM, KaKTO Ca OMMCAHH TI0-TOPe, BKIIOYUTEIHO U MI0-YECTO CPeIaHuTe PopMu
Ha WIMONATHYCH XUCTAMHHEPIMYCH aHruoeneM (cbc wWiu 0Oe3 ypTukapus). B Hsikou ciyuam
KJIMHUYHUTE TPOSBU TpsAOBa Ja ce OTrpaHMYaT OT JAPYI'M CBCTOSIHWS, HAalpHMep IpOsSBU Ha
aHa(uIIaKCHsl, TIOJICH-XpaHa CHUHIPOM, cuHapoM Ha Gleich, cMHIpOM Ha MAMONMATHYHO KAMJISIPHO
uztnyane (6osect Ha Clarkson), mogkosxen emduzem u ap.

VII. [loBeaeHue M ajropuTbM Ha JeYeHHE.

OrneHkaTa ¥ OCUTYPSIBAHETO Ha MPOXOMMOCT Ha TOPHUTE TUXATEITHY ITHTHUIIA € IIbpBaTa U Hal-Ba)KHA
CTBIIKA 3a MAIMEHTa B Cllyuyail Ha MPUCTBHII, aHTAKUPAIl KOSATO U [Ia € YacT OT AUXaTeTHUTE MbTHIIA,
THH KaTo MOXKeE J1a CE HAJIOKH KUBOTOCIIACSIBAIIA HHBa3UBHA MEIUIIMHCKA MTPOTICIypa 32 OCUTYpsSBaHE
Ha JUIIAHETO (CTelIHa Tpaxeo- UK KOHUKOTOMHUS).

JlexapcTBara, eheKTHBHHU 32 JICUCHUE ITPU HYXK/A, TIPEICTABIIIBAT OCHOBHUAT HHCTPYMEHT 3a 60pOa che
CMBPTHOCTTA, CBBp3aHa C )KMUBOTO-3aCTpallaBalluTe NPUCTHIU. [IpodnIakTHIHOTO JeueHrne MoXke 1a
HaMaJl 00IaTa TeKECT Ha 3a00JIIBAaHETO, HAMAJISIBAHKH CHJIaTa U MPOIABIDKUTEITHOCTTA Ha aTaKHTe,
KaKTO U TsIXHAaTa 4ecToTa. JIUMCcBa MbJIHO ChIVIache OTHOCHO TEpareBTUYHATA CTPATETHsl: Tepanus Ipu
ayxma (on demand therapy, ODT), cpemy npodunaktuuro snedenue (prophylactic treatment, PT).
[MoaxonwT npu neuenueto Ha HAE TpsOBa ga 0b11e pasriexaad OT KIMHUYHA TJIe/IHA TOYKA, B3UMAKH
TIPEJIBH]T HHIUBUyaTHH ¥ NKOHOMHYECKH ChOOPaXKCHHSI, KAKTO U ChOOPaKEHUSI OTHOCHO CHTYPHOCTTA
u 6e30MacHOCTTa Ha JieueHneTo. Tepanusara mpy Hyk/1a HaMalsiBa TeKECTTa U MPOIBIKUTEITHOCTTA Ha
aTaKUTE TPU MTOBEYETO IMAIIMECHTH, KaTO Ka4eCTBOTO Ha )KHBOT 3HAYUTEITHO CE IMOJA00psSBa OT MOMEHTA,
KOraTo TaKWBa JIEKapCTBa CcTaBaT NocThIHU 3a manueHtute. Konnentpar Ha CI-INH (mobut ot
YOBEINIKa IUIa3Ma WKW PEKOMOWHAHTEH) WIM OpaauKHHUH-PEEeNnTOpeH aHTaroHUCT (icatibant) ca
MOIXOJISAIIN METMKAMEHTH 32 JICUCHUE Ha OCTPUTE aTaKH.

JIpnrocpoynaTta npouIaKTUYHA TEpaIus ce MPEernopbyuBa MPH MAalMEHTH ¢ 4ecTu win Texku HAE
MPUCTBHITN, KAKTO U MPH MAIUEHTH ChC 3HAYUTEITHO BIIOIIEHO KA4eCTBO HA KUBOT.

VIII. Onenka Ha e)eKT OT Tepanus U NpocjaeasiBaHe
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[TocenenneTo npu cnenuaIncT € yMECTHO Jla CE OCHLIECTBSIBAa HA BCEKH 6 - 12 Mecena uiy npu Hyk/1a
OT NPOMsHA B MOBEJIEHHUETO, NMPEACTOAA MHBAa3MBHA MHTEPBEHLUS, IPOMsHA B KIMHUYHUSA XOJ Ha
0ojecTTa WIM TpU BB3HUKHAIU JIPYTH BBIPOCHU, CBBP3aHU ChC 3a00JISIBAHETO. YMECTHO € Ja Ce
IIPOBEXJAT PEIOBHU CPEIH C 11eJ 00ydYeHHEe Ha MalMeHTUTE 3a ONTHUMAJIHO CIpaBsHe ¢ OojecTra U
BB3MOKHOCTHUTE 32 OKa3BaHE Ha CaMOIIOMOLI/CaMOIIPUIIOKEHUE Ha MEeAMKaMEHTH 3a JiedeHue Ha HAE
B Cllydail Ha HyX/a. YMECTHO € OCBhUIECTBABAaHE HA ABJITOCPOYCH MOHUTOPHHT Ha €(UKACHOCTTA HA
MEIMKAMEHTHUTE, HATMYMETO Ha HEXKETAHU €PeKTH WIH ChOUTHSL.

IX. MequkaMeHTO3HO JiedeHUue
1. MeaukamMeHTH 3a JieueHHe Ha ocTpu nposiBu Ha HAE:

Konuenrpar na Cl maxuéurop maoout ot yoBemka miasma (pdCl-INH) ATC code BO6ACOL.
I[Mpunara ce 6aBHO UHTpaBeHO3HO. [10Ka3aH € 3a JIcueHUE Ha Bh3PACTHH, OIPACTBAIIH U aena; J[o3upa
ce crpsmMo TeroTo Ha nanuenTta: 20 [U/kr

Pexomounanten yoBemku C1 unxuéurop (rhC1-INH) ATC code BO6ACO04, Conestat alfa. ITpuara
ce 0aBHO MHTpaBeHO3HO. [Toka3aH € 3a JieueHue Ha Bb3PACTHHU, IOPACTBAIIH U aena; Jlo3upa ce crupsMo
ternoro Ha naruenTa: 50 IU/kr go o6mo 4200 U (mpu > 84 kr)

Icatibant ATC code BO6ACO02, cenekruBen Opaaukuant B2 pernenropen antaronuct, ['oToBa 103a 3a
noIKokHO npuioxenne (prmaxon) 30 mg / 3 ml. [Tokasan e 3a JeueHre Ha Bb3PACTHU, ITOAPACTBAIIH U
nemna; [Ipu gena ce no3upa crpsiMo TErJIOTO Ha MalHeHTa.

Sebetralstat, opasnen kanukpernHOB HHXHOUTOD 3a JieueHue Ha octpu nposisu Ha HAE. [ToHacTosiem
B IIPOLIEC HA MPOLEypa 3a MAPKETHHI aBTOPU3aLU.

Deucrictibant, opanen cenektuBeH OpaJuKHMHUH B2 perentopeH aHTaroHUCT 3a JICUCHUE Ha OCTPH
nposiu Ha HAE. [ToHacTosimeM B mpoiiec Ha KJIMHHYHA H3MUTBAHMS.

2. MeaukaMeHTH 3a IbJrocpouna npopuiakruka Ha HAE:
ATEHIOUPAHU AHAPOTCHU

Danazol ATC code - GO3XAO0l1. TlpernopbuBa ce HPUIOKEHHE HA Hal-HHCKAaTa TEPANeBTUYHO
noi30TBOpHA 1032 (50-200 mr/mHEeBHO, MepopaliHo) MOopaau MOTEHIMATHUS PUCK OT Bb3HUKBAHE Ha
He)KeJIaH! JIEKApCTBEHU peaklMK (HEMOCPEACTBEHU U ABJATOCPOUHHU prckoBe). He ca perucrpupanu 3a
ynotpeba npu HAE, makap nuctopuuecku Jja ca OUiIM OCHOBHO CPEJCTBO 3a NpOQHIaKTHKa Ha OoJiecTTa
IIpH JIMIICA Ha aITepHATUBH B MUHAJIOTO. YIIOTpebaTa UM € MPOTUBOIIOKa3aHa MpH JIela, oApacTBalllH,
KEHCKH 1oJ, OpemeHHocT. [loTeHIManHa ONACHOCT:  XEMAaTOTOKCHMYHOCT, BHUPWIM3ALUA,
XernaTouenyyiapeH KapluuHOM, HapylleHus Ha JUNUAHUS Tpodui, MoKauBaHE Ha TErJio, MPOMEHU B
HacTpoeHueTo. J{a He ce U3IMo3Ba MPH MALMEHTH ChC 370KaYeCTBEHH 3a00isiBaHUA (pak Ha mpocraTa
WIH TBPJA).

TpanekcamoBa kucenmna, ATC code BO2AAOQ2, mepopasieH aHTUGHOPUHOIUTHK. Bb3pacTHU U
nojpactraiy, 1o3a 500-3000 mr/nH nepopanHo. Jluncear yoequTeaHu AaHHU 3a epukacHocT. [a ce
BHMMaBa 332 TPOMOOTHYHM YCIIOKHEHHUS IPU HpEApa3NoyioKeHn nmanueHTu. He ca peructpupanu 3a
ynotpeba npu HAE.
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Konuentpar na C1 maxuéurop n06ut ot yoBemka miasma (pdC1l-INH) ATC code BO6ACOL. B
noza 2000-3000 IU, c¢ namamen o6em (low volume pdC1-INH). Ilpmiara ce mHDOIKOKHO 3a
npodunaktuka Ha HAE. Tlokasan e 3a npodunaktuka Ha HAE npu BB3pacTHM 1 nmoapactamu; 60
IU/kg, nBa IbTH CEAMHYHO, TIOJIKOXKHO.

Lanadelumab, ATC code BO6ACO05, MOHOKJIOHAJIHO AHTUTSIIO, HACOYEHO CpEIly IUIa3MEHHUs
kaymmkpenH [lpunara ce nmogkoxHo 3a npodunaktuka Ha HAE. Tlokasan e 3a npodunaktuka Ha HAE
IIpY Bb3pacTHU U noapacteaiiy; 300 mg, 1Ba IbTH UM BEAHBXK B MECELA, TIOJKOXKHO.

Berotralstat, ATC code BO6ACO6 karcynu 150 mr, nepopajiecH ”HXUOUTOP HA TIA3MEHUS KaJTMKPEHH
[Ipunara ce npe3 ycrata 3a nmpodmraktuka Ha HAE. Iloka3an e 3a mpodunaktuka Ha HAE mpu
BB3pPACTHH U [TO/IPACTBAILIH.

Deucrictibant, opanen cenekTuBeH OpaguKHMHWUH B2 pelentopeH aHTaroHHCT 3a ABJITOCPOYHA
npodunaktuka Ha HAE. [ToHacTosieM B poIec Ha KJIMHUYHHE H3UTBAHUSL.

Donidalorsen, anTuceHc OJMTOHYKICOTHI, HACOYCH CPEIIy IUIa3MEHHUS KaTMKPEUH 3a ABArOCpOoUYHa
npodunaktuka Ha HAE. [ToracrosiiemM B mpoliec Ha KJIMHAYHU U3MUTBAHUS.

Garadacimab, MOHOKIIOHAIHO aHTUTSIO, HACOYEHO cpelily Koarynanuonuus dakrop 12. [Ipuara ce
moaKoXKHO 3a mpodunaktuka Ha HAE Bemawxk meceuno. [ToHacTosmemM B mpoiec Ha mporeaypa 3a
MapKETHHT aBTOPU3AIIUS.

Messenger RNA, konupama Cas9, Single guide RNA targeting the human KLLKB1 gene, renna
tepanus, HacoueHa cpemry KLKBI1 rena 3a apiarocpouna npodunaktuka Ha HAE. Ilonacrosiem B
MpoIiec Ha KIMHUYHU M3ITHTBAHUS.

Navenibart (Star-0215), MOHOKJIOHAJHO AHTHUTSJIO, HACOYCHO CPEIIy IUIa3MEHHs KATUKPEHH 3a

nparocpouyHa npodunaktuka Ha HAE. CyOkyranHo npusoxenue, 1x Ha 3-6 mecena. [Tonacrosiem B
MpoLec Ha KIMHUYHU U3UTBAHUS.
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NMMYHOIAE®UILNTU (MKE: D80. D81, D82, D84, D89)
I. ONPEAEJIEHUE U KIMHUYHU ®OPMHU

[IspBuynKTe MyHOAehuiuTH (Primary immunodeficiency diseases, PIDS) BkirouBaT rpyrma pa3indHu
TCHETUYHU HAPYIICHHUs, KOUTO 3acATaT Pa3InuH KOMIIOHEHTH Ha BPOJCHUS U aJallTUBHUS UMYHHUTET.
bposar Ha otnenHute reHetuuHu PIDS ce e yBenMuyMsl €KCIIOHEHLUHMAIHO C YCHhBBPIIEHCTBAHUTE
naboparopau Metonu 3a auarHoctuka. Ilamumenture ¢ PIDS mmar moBuilieHa 4yBCTBUTEIIHOCT KBbM
MHOGEKIMO3HN  3a00JABaHUSI W HEMH()EKIHMO3HM  YCIOXKHEHUS, BKIIOYMTEIHO  aJIEPruyHu,
37I0KaYECTBEHU M aBTOMMYHHU 3a00JIsIBaHUs, KaTO MOCIEIHUTE ca mbpBara npossa Ha PIDS B Hixoun
Clly4aH.

Nwma nBa Buga PIDS: monorenHn uMmyHone(uIUTH, AbDKAIIM C€ HA MYyTAalliM B T€HH, YYacTBAIld B
MMYHOJIOTHUHUS TOJIEPaHC, KOUTO [TOBUILIABAT MPEIPA3N0I0KEHOCTTAa KbM Pa3BUTHE HA aBTOUMYHHTET,
BKJTIOYUTEITHO TMOJUABTOMMYHHUTET, KaKTO W IOJIMT€HHU WUMYHOJCHUIIMTH, XaPaKTEPUZUPALIH CE C
XeTeporeHHa KJIIMHUYHA KapTHHA, KOATO MOJKE J1a c€ O0SICHU ChC CJIOKHA NMaTO(PU3HOIOTMYHA OCHOBA U
KOSATO MOXKE Jla MMa MHOroQaxkTopHa €TuoJsiorus. BuUCOKOTO pasnpocTpaHeHHE Ha aBTOUMYHHUTE
3abonsBanus B PIDS nemoHcTpupa CloXHUTE BPB3KU MEKIY MEXaHU3MHTE Ha TE3U JIBE ChbCTOSIHUS.
Cuwra ce, e neekTuTe B HEHTPAIHUS U iepuepHus Toepanc, BKounTeaHo myramun B AIRE u T-
peryiaaTopHUTE KJIETKH ChOTBETHO, Ca OT pEIlaBalll0 3HAUYEHHE 3a PAa3BUTHUETO Ha ABTOMMYHHUTE
3a00JsIBaHMS TIPU TE3H MaIMeHTH. Bebimuoct, maronorusTa, koaro Boau a0 PID, gecto cpmio Biuse
Bbpxy Oamanca Treg/Thl7, koero Moxxe &a OOJeKYM I[OsBaTa Ha MPOBB3MAJIMTENIHA Cpela,
yBeJIMYaBalKM IIaHCOBETE 33 pa3BUTHE Ha aBTOUMYHHUTET. OCBEH TOBA CE MPEIOJIara, ye BIUSHUETO
Ha XPOHUYHUTE U MOBTApSILIM ce MH(EKUHUU 4Ype3 MOJIEKYJIIpHA MUMHUKpPHs, aKTUBHpaHE Ha KJIETKU
Ha0Jt01aTeN!, KaKTO U aKTUBHPAHE Ype3 CYNEpPaHTUTeHH, € OT OCHOBHO 3HaYEHHE 3a Pa3BUTUETO Ha
aBTOMMYHUTET. Te3n MHOXXECTBO MEXaHM3MH Ca CBBP3aHU C PA3IMYHU KIMHUYHH CYyO(QEHOTHIIOBE,
KOETO MIpeyYr Ha TOYHAaTa IMarHo3a B KIMHUYHU YCJIOBHS U B HAKOU Cllydyan MoOKe J1a 3a0aBu n306opa Ha
noJxoAsa (papmMakoIoruyHa Tepamnus.

Tpaguimonno PIDS ce omucBar xato 3a00isiBaHMs, TPUUMHEHU OT €IMH WIM MoBede NedeKTH Ha
MMYHHAaTa CHcTeMa, BOJICIIN /10 MTOBHUILIEHAa YyBCTBUTETHOCT KbM HH(pekuuu. Cera e u3BectHo, ue PIDs
ca rpyna OT XeTepOreHHM 3a00sIBaHUS C aHOMAaJIMM Ha MMYHHaTa CHUCTEMa, XapaKTepU3UpPallU Ce C
pa3nuyHM KOMOWHAIMKM OT TMOBTAapsAllM ce WHGPEKIUH, aBTOMMYHHUTET, JuMdorponudepaTuBHU
HapyLIEHUs], [PaHyJIOMaTO3HH MIPOLIECH, aTONUS U 3JI0KaYECTBEHH 3a00IsIBaHUSI.
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paHynomaTto3a

Jlumcpo- ABTOUMYHMNTET
nponudchepaumns

®urypa 1. CbBKYIHOCT OT XapaKT€PUCTHKH HAa IbPBUYHUTE UMYHOJICDHUIIUTH.

1. EIMAEMUOJIOI'UA

Pasnpoctpanenuero Ha PID Bapupa B 3aBUCHMMOCT OT BH1a Ha UMyHOAeduuTa. JIOKaTO CETEKTUBHUAT
neunut Ha IgA e gecro cpeman (1 ot 223 mo 1 ma 1000), Apyrun UMyHOIEPHUIIUTH, KATO TEKKHS
KOMOMHUpaH uUMyHeH nedunur, 3a mactue ca peaku (SCID) (1 nwa 58 000). Twit xato MHOrO
UMYHOJICDUIINTA C€ OTKPUBAT HEMPEKbCHATO, TOYHOTO MM pa3MpOCTpaHEHHWE B OOIIECTBOTO €
HEU3BECTHO, HO C€ OLIEHIBA KaTo HUCKA.

1. KIACU®UKALIUSA

Nmynuute neduuut Morar ja ObJaT ONMCaHU KaTO MbPBUYHU WIM BTOPUYHH. J[0OKaTO MbpBUYHUTE
UMYHHU Ae(HUINTH Ce bDKAT Ha IPUCHINA AUCHYHKIHS Ha MMYHHATa CHCTEMa U Ca TJIABHO TeHETHYHHU
[0 €TUOJIOTHs, BTOPUYHHUTE HUMYHHHM JEPHUIMTU ca CIEACTBUE OT JPYrd MOJUIekKAIld NPUYMHHU
(dhakTopm.

[Ipemnoxxenu ca paznuuau kiacupukanuu 3a PID. TIpe3 2014 MexnyHapoJHUSAT Cbi03 HA OOLIECTBOTO
3a umyHozaedunut (International Union of Immunodeficiency Society, 1UIS) crpatudunupa PID B
JIeBeT KaTeropuy Bb3 OCHOBA Ha BUjAa Ha UMyHHUs nedekT. [lo-cnennanno, Hsxou ot PID otrosapsr
Ha KpUTEPHHTE 3a MOBEYE OT €Ha KaTeropus B Ta3u cxema. MexayHapoaHata koncencycHa (ICON)
knacuukanus Ha PID mpuszHaBa HapylleHHsTa Ha UMYHHaTa AMCperyjalus W aBTOMMYHHOTO
BB3IMAJICHUE KATO OTICITHU CIUHHIIN, Thi KaTO TEXHWTE MMYHHHU MPOSBU MOrar Ja ObJaT BTOPHUYHU
CIIPSIMO JMCPETyJalusITa WM aBTOUMYHHUTETA.
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1. JE@OUIUT HA AHTUTEJIA

JedunuThbT Ha aHTUTENa OOMKHOBEHO C€ XapaKTepH3Upa C MPEAPa3NoNOKEeHHE KbM WH(PEKIIMO3HU
3abonsBanus. MHDeknuuTe ca npeauMHO ¢ OakTepualieH MPOU3X0, HO MOTaT Jia ObJaT ¥ BUPYCHU HITH
nporo3oitan. Te3w neduruTH BapuparT OT MbIHA JIMICA HAa AHTUTSUIO 10 pa3jiMyHA CTENEH Ha
(dbyHKIMOHATHY aHOMaNKMK Ha aHtutenara (Tabmuna 1).

2. KOMBUHUPAHU UMYHOJE®PUIIUTH

Texxkuar komObunupan umyHeH aeduiut (SCID) ce cBbp3Ba chc 3HAUMTETHO HaMaleHH T KJIETKU U
POMEHJINBY KoinyectBa B kietku. Tol e ¢araneH, ako He ce JeKyBa. OOMKHOBEHO MALMEHTUTE Ce
MOSIBSIBAT B HAYAJIOTO HA )KUBOTA C HEYCIIEX, MOBTapsIIa ce quapus, OOPHBH U CEPHO3HU OaKTEpUaHU,
IbOMYHU ¥ BUPYCHU WHQEKIUH. AHAIN3, pa3padOTeH 3a OTKPHUBAHE HA KPBroBe 3a m3ps3BaHe Ha T
xierpunu pernentopu (TRECS), ce u3nonssa 3a ckpuHUHT Ha HOBopojeHu 3a SCID ot 2009 r. B
MoMmeHTa 26 mara B CheIMHEHUTE MATH U3T0I3BaT Ta3u TEXHUKA, KOETO BOAM JI0 ObP30 pa3lo3HaBaHE
Y YCICIIHO JICUCHHE.

Jpyru KOMOMHMpAaHU IMYHOAEC(PUIINTH ca CBBP3aHH C MO-JIEKO 3acerHatu noarpynu Ha T u B knetkure.
Hsikou OT TAX ce MPEeNCTaBsAT C pa3IMuHU CBbP3aHU XapaKTEPUCTHKH, BoaenH 10 cuHapoM (Tabmumna

1).
3. JEOUIUTU HA ®ATOILIUTO3ATA

Ta3u xareropust PID BxitouBa HapylleHHs WM HEAOCTaTh4eH Opoil (arouuTHpaiy KIETKH, UM
HaJMuue Ha TakuBa ¢ JedexkTHa QyHkuus. IlanpeHTuTe ¢ T€3M CHCTOSHUS YECTO MMAT 3a0aBEHO
3apacTBaHE Ha paHU M MH(EKIMO3HU I'PaHyJIOMH ¢ MaJIko oOpa3yBaHe Ha rHoi (Tabmuma 1).

4. JE®OEKTH HA KOMIIVIEMEHTA.

I[e(beKTI/ITC Ha KOMIIJIEMEHTA BKJIFOUYBAT I[e(beKTI/I B KIIACUYECCKUA, AJITCPHATUBHUA WUJIN JICKTUHOBUS II'BT.
HaHI/ICHTI/ITe C )le(l)eKTI/I Ha KIIACUYCCKUA BT YCCTO MUMAT HAKOWU CBHIIBTCTBAIU XAPAKTCPUCTHUKU HA
ABTOMMYHUTCT B JOIIBJIHCHUC KBM I/IMyHOZIGq)I/IIII/IT, JAOKAaTO MAUCHTUTC C aHOMAJIMH HAa aJITCPHATUBHUA
WM JIEKTUHHUSA BT OOMKHOBEHO CE MMPEACTaBAT C TCIKKU ITMOTCHHU I/IHq)CKI_[I/II/I (Ta6nnua 1)

5. JE®OEKTHU HA BPOAEHUA UMYHUTET

HNmyHnonepurnurtute Ha BponeHus umyHuteT BKmouBar aedexru Ha Toll-like penenropure (TLR) u
nepextu Ha ecrecTBeHuTe KieTku youiinm (NK-kierkure), 3aeqHO ¢ HSKOM OpYTd HapylIEHUsS C
NpeApasnoNoKeHNE KbM BUPYCHH/THOMYHHE UH(EKIINH.

6. HAPYHIEHUSA CbC CUCTEMHA UMYHHA JUCPEI'YJIAIIA

Te3u HapymeHus ca CBbp3aHM C ABTOMMYHHU NposiBU U JuMmdonponudepauus. Jlepexkture Ha
ObTULIATA HAa IUTOKUHW/MHTepieBKMHHU (IL) BrirouBaT MyTanuu, KOMTO MoraT Ja JOBeAaT 0
yBeJIMYaBaHe WK 3ary0a Ha QyHKIHSL.

7. ABTOMH®JIAMATOPHU CUHAPOMHU

CuHIpOM Ha mepuoaMYHAa TPECKA: TE3W HAPYLICHUS €€ XapaKTepU3HpaT ¢ MEPUOJUYHA I0sSBA HA
¢bebpuuTer. B 3aBUCHMOCT OT IPUYMHHUTE T€HU, APYTH MPOSBU MOTAT J]a BKIIOYBAT apTPUT, KOpEMHa
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OoJKa, ypTHKapuaieH Win Ipyr oopus. Kpuonupun-aconnrnpanara nepuognyHa TpecKa € IpuIrHeHa
ot mytauu B NALP3 u ce cBbp3Ba ¢ KOHIOHKTUBHT M aMHJIOMI03a W Pa3IMUYHU CHHAPOMH (HAIIp.
cungpom Ha Muckle-Wells (OMIM# 191900), damunen cTyieH aBTOMH(IAMATOPEH CHHAPOM
(OMIM# 120100), Heonaraiano myntucucTeMHO aBTorH(pIamaropro 3abosisBane (OMIM# 607115),
NOMID)). MoHOreHHH MPUYKHH 3a MIEPHOANYHA TPecKa, npuurHeHu oT myTtanuu B MEFV ((OMIM#
249100), damumHa cpeausemHomopcka tpecka), MVK ((OMIM# 260920), Hyper IgD) u TRAPS
(TNFRSF1, (OMIM# 142680)) ce cpemiar npu cunenuduyuan eTHOCH. [TnoreHHn nHQEKIMH, TPECKa,
adro3nm 138U, papunrutr U anenomnatus (PFAPA) e cuaapoMm Ha mepuoauyHa TpecKa ¢ HEU3BECTCH
TeHETHUYCH e(EKT.

Be3nanurenno 3abonsBaHe Ha uepBara, XPOHUYEH OCTEOMHUENHT, IICOPUAZUC, MAHUKYIUT U
TaHIPEHO3HA MTUOJICPMUS MOTAT J1a O'bJaT MPOSIBH HA Pa3IMYHU aBTOBB3NATUTCITHH 3200 IIBAaHHSL.

8. PEHOKOIIUs HA PIDs.

Te3u pascTpoiicTBa ce abpkaT U ce mposiBsiBaT karo PIDS, makap BChIIHOCT &a ca MpUIOOUTH B
pe3yNTaT Ha HOBOTOSIBUIIU C€ aBTOAHTHUTENA WJIM BTOPUYHU COMATUYHU MYTaI|H.

8.1. Comarnunu mytauuu: ALPS-SFAS, RAS cBbp3ana aBTonMyHHa JieBKompoiudeparnBHa Oonect
(RALD) (KRAS unu NRAS).

8.2. ABToaHTHMTENA: XPOHHWYHA JIMIABUYHO-KOKHA Kanauauasza (IL17, IL22), umyHomepuuut npu
BB3PACTHU C MUKOOAKTEpUATHH U CAIMOHENTHU WH(peKIuu (MHTEpPEepOoH raMa), MOBTAPSIIH C€ KOKHU
unpexkmmu (IL6), OemogpoOHa anBeonmapHa mpoTenHOo3a (TPAaHYJIOMHUTEH MakKpodar-KOJIOHHS,
ctumynupan gaxrop, GM-CSF) u npunobur anruoenem ¢ aeduuut Ha Cl uHXUOUTOpA.

IV. TMATHO3A

Juarno3ata Ha PIDS e mpeau3BUKaTeNCTBO MOPAId MHOKECTBO MPUIHHHU:

- Tt kato PIDS ca penku, € He0OXOAMM BUCOK WHJIEKC HA ChMHEHHUE;

- NnnuBumute ¢ enqna u cema PID morar na umar pasnuyau mposiBu U moBeueto PID Hsamar
MMaTOTHOMOHUYHH XapaKTCPUCTHKU;

- UupuBuauTe ¢ AeeKT B €IMH U CHIIU TeH MOTaT J1a UMaT pa3IudHU MPOSBYU;

- CKpUHUHTOBUTE TECTOBE Ca HECTICIIU(UIHU;

- HopmanauTte pe3ynratu oT CKpUHHUHT TecTa He u3kiousart PID;

-Hsikou oT auarHocTHYHHUTE 1a00OPATOPHU TECTOBE M3TOJI3BAT CHEIHAM3HPAHN TEXHUKH, KOUTO HE ca
JOCTBHITHY B TIOBEYETO JIA0OPATOPHH.

BHuMarenHara aHaMHe3a W W3YEPIATSIHHUAT (DU3MYECKH TPerjie]l ca OT pelIaBalio 3HAYeHHE 3a
nuarHoctunupane Ha PID. HacokuTe 3a mpaBuimHa AmarHo3a MOTaT Ja BKJIIOYBAT aHAMHE3a 3a
MOBTAPSANTN ce MH(EKIUN, HAJTMYHE HA 3aCeTHATH WICHOBE Ha CEMEHCTBOTO, (pM3WKaIHA HAXOJKa,
CBBp3aHa C pacTekxa v pa3BUTHETO, KAKTO U HATHYUETO WM OTCHCTBUETO Ha epudepHa TuMpHA THKaH.
JleceTTe peaynpeaUTeIHN 3HaKa, myoaukyBanu ot ¢pouganus Jeffery Modell, momarar na anmapmupar
MEIUIIMHCKUTE CIEIHATUCTH 32 HACOYEH CKPUHUHT B CHUTYallMH, MPU KOUTO TE3W KPUTEPUHU ca
W3ITBITHCHH.

TpsabBa na ce um3kmouaT nmpuunHUTE 3a BTopuuHu PIDS kato nmekapctBa, XVB, HemoxpanBane u
CBHCTOSIHUSI, aCOIIMHMPAHE ChC 3aryda Ha mpoTeuH. [1pu nudepenuannara quarsos3a TpsoBa ga ce uMat
MpeNBUIl U JAPYTH CHCTOSHUS, MpeApasmojiaraimy KbM MOBTapsmu ce uHdexknuu. Hampumep,
penuauBHpalia CHHOMYIMOHaIHa UH(EKIUs MoXxe /1a ObJle XapakTepucThKa Ha KUcTU4YHa (pulpo3a,
I'bPBUYHA [IUJIUAPHA JUCKUHE3Ms, OPOHXUEKTA3UH WIH anepruunu 3abomnsBanus. [1o monoben HaunH
MOBTAPALIUTE c€ KOXKHHU UH(EKIIKU Morat Aa ObAaT BTOPUYHH NPHU CHITBTCTBAILl aTOTUYEH I€PMATHUT.
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Tabmuua 2 mpenocraBs COUCHK Ha WHQEKIMO3HUTE areHTU U cBbp3aHuTe ¢ TAXx PID. Tabnuma 3
IIPEJOCTaBs CIUCHK Ha KIMHUYHUTE XapaKTepUCTUKH U cBbp3aHute ¢ PID. Te3u cnuceuu morar aa

CJIY’KaT KaTo PbKOBOACTBO, HO HC Ca U3YUCPIIATCIIHU.

Tunnynu nudexuun npu PIDs.

HNudexuusn / Undexuo3en areHT

AcounupaH NbpBUYeH UHYHOAePUIIUT

Permausu Ha EOmiaitn bap Bupyc (EBV)

XLP1, XIAP, CD27, ITK, MAGT1, Coroninl-A
def, PI3K-delta, PRKCD

Xeprnec cumruiekc Bupyc (HSV) ennedamur

Hedextu B TLR3 curnamau mpruimia

Haiicepust MeHUHTUTUAKC

HedexTun B cuctemaTa Ha KOMITIEMEHTa (KpaliHH)

Serratia marascens, Burkholderia cepacia,
Staphylococcus aureus, Listeria
monocytogenes, Granulibacter bethesdensis,
Chromobacterium violaceum, Francisella
philomiragia, Mycobacteria, Nocardia,
Aspergillus, Candida albicans, Paecilomyces
species

XpoHWYHA IpaHyJIoMaTo3Ha O0JIeCT

EnrtepoBupycen enuedanur

X-cBBbp3aHa aramaryio0yIHHEMHUSI

Muxkobakrepun

CGD, NEMO/ NFKB1 curnanau metuma, 1112
curnanex mbT, Tyk2, GATA2, IRF8, Macrophage
gp91 phox, ISG15 nedunntu

HSV, EBV, nuromeranosupyc, Bapurena

CNKD, FNKD, DOCKS8 ne¢urut

Cryptococcus neoformans

Anti GMCSF Abs, IFN-gamma curnaitu
nedexTn

Cryptosporidium parvum

Hyper-IgM cunapowm, IL21-R nedexr

Staphylococcus aureus

Anti IL6 arTutena, DOCKS8 nedumur

XpoHHYHa MYKOKyTaHEeHHa KaHIuA1a3a

IL17 nedext B curnanen net, STATI, VODI,
IRFS, APECED, Actl nedurut

HMuBasuBHa KaHguaMAa3a

CARD9

Salmonella sp

IL12 curnamam gedextu, IFN-gamma curnanau
nedexru, STATI, Tyk2, IRF8, ISG15 nedunuru
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YoBemKy manmioMeH BUPYC DOCK8, EVER1, EVER2, GATA2, WHIM,
RHOH, STK4 nedunutu

Tpunanosomuasza APOL1

HSV STAT1, CNKD, FNKD

Pneumocystis jiroveci SCID, HyperlgM, VODI, CARD11, IL21-R

Histoplasma GATAZ2 definedurmrciency

Molluscum contagiosum RHOH nedumur

HN3noa3Bann cbKpaleHus:

NEMO, NF-kappa essential modulator; NFKB1-NF-kappa B1; STIM1, stromal interaction molecule 1;
RAGL, recombination activating gene; FOXNL1, forkhead box protein N1; PNP, purine nucleotide
phosphorylase; CD40LG, CD40 ligand; TWEAK, TNF-like weak inducer of apoptosis; WAS, Wiskott
Aldrich syndrome; XLA, X-linked agammaglobulinemia; STAT, signal transducer and activator of
transcription; FILS syndrome, facial dysmorphism, immunodeficiency, livedo, and short stature
syndrome; TTCTA, tetratricopeptide repeat domain-7A; ADA, adenosine deaminase; UNG, uracil DNA
glycosylase; AID, activation-induced cytidine deaminase; DOCKS, dedicator of cytokinesis; MHC,
major histocompatibility complex; NLRP3, Nod-like receptor PYD family; PLCG, phospholipase
gamma; autoab to GM-CSF, autoantibodies to granulocyte macrophage colony stimulating factor; IL,
interleukin; CGD, chronic granulomatous disease; IPEX, immunodeficiency polyendocrinopathy
enteropathy X-linked; CVID, common variable immunodeficiency; FHL, familial hemophagocytic
lymphohistiocytosis; XLP, X-linked lymphoproliferative syndrome; NOD2, nucleotide-binding
oligomerization domain receptor; LRBA, lipopolysaccharide-responsive and beige-like anchor protein;
APECED, autoimmune polyendocrinopathy candidiasis ectodermal dystrophy; LAD, leukocyte
adhesion defect; CNKD, classical NK cell deficiency; MASP1, mannose associated serine protease-1;
DITRA, deficiency of IL36 receptor antagonist; CARD, caspase recruitment domain; CAMPS,
CARD14 mediated psoriasis; CANDLE, chronic atypical neutrophilic dermatitis with lipodystrophy.

V. TEPAIIEBTUYHO NOBEJEHMUE IIPU PIDs. AJITOPUTHBM HA JIEYEHHUE.

TepaneBTHYHOTO NOBEJICHNUE 3aBUCH OT BUJa Ha UMYHOJe(PUIINTA.

[Mpu nedwumnura Ha aHTUTENA ONMIMHUTE Bapupar oT a) HaOmomeHue (acumnromarndeH SIgAD) 0)
npodunaktuyan anTuOuoTUM (cumnromMatudeH SIGAD) no B) uMyHOrnoOylIMHOBA 3aMECTUTEIIHA
tepanusi (aramarnooymuaemusi, CVID u SAD). Jlozata Ha MMyHOTTIOOYIMHOBATa 3aMECTUTEITHATA
Tepanus TpsiOBa Ja ce MHIAMBHUIYaIU3Upa Bb3 OCHOBA Ha KIIMHUYHUS OTTOBOD.

NmyHocynpecopu (Hanpumep: XHIPOKCUXJIOPOXUH, MHPIMKCUMA0 W KOMOMHALMS OT a3aTUONPUH U
pUTyKCMMal) ce U3MOJA3BaT 3a JIEYeHHE Ha TpaHyJoMaTo3Ha JUMQOLUTHA WHTEPCTULHMAIHA
oemonpobna 6onect (GLILD), cewp3ana ¢ CVID. HabmonaBa ce BHCOKa CMBPTHOCT B KIIMHUYHHTE
npoyuBanus Ha nanueHTd ¢ CVID, nexyBanu ¢ TpaHCIIaHTaLUsl HA XEMOIIOETUYHU CTBOJIOBU KIICTKH
(HSCT), Bprpexu ue e oTOeIsA3ana 1moJi3a mpy OLesIeTUuTe MalueHTH, KOETO MPE/oiara Heo0X0MMOCT
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OT JONBIHHUTEIHM NPOYYBAHUS C IEJd ONTHMHU3MpPAHE Ha MPOLEAYpUTe U YCHEBAaeMOCTTa Ha
WHTCPBEHIIHUATA

[Mpu texbk komOuHupan umyHoneduiut (SCID), Bb3MOXKHOCTUTE 32 JICYCHUE BKJIFOYBAT CH3MMHO
3amectBane (Hanpumep PEG-ADA), renna tepanus u HSCT. ['eHHa Tepanusi ¢ peTpoOBUPYCHU BEKTOPH
€ OITMTBaHa B MHHAJIOTO, HO C€ ChOOIIaBa, e yBeIMUaBa pUCKa OT pa3BUTHE HA TUMQOonpondepaTuBHU
U MUEIOIUCIUIACTUYHH yClIokHeHHs. [locrmeaHuTe mpoydBaHWs JaBaT ONTHMHUCTHYHHU 3asBKH 3a
yCIIEBaEMOCTTA Ha T€HHATa TEpamus C MOMOIITA Ha JICHTUBHPYCHU BekTopH. Pesynrarure or HSCT
3aBUCAT OT HIKONKO (pakTopa, Kato BB3pacTTa KbM MoMeHTa Ha HSCT, akTuBHHM HHQEKIHH,
XapaKTePUCTHKHUTE Ha JOHOpa (CHBIIAJAIl/HECHOTBETCTRAIL, CBhP3aH/HECBbP3aH, KOCTEH MO3bK/KPHB
OT I'bITHA BPBB) U PEKUMA HA KOHJUIIMOHUPAHE.

@aronuTHUTE Ne(EKTH ce YNpaBisBaT ¢ NPOQUIAKTHYHN aHTHMUKPOOHH CPEICTBa M MH(DY3UH Ha
rama-uHTepPepoH. Hsikom HapymieHHWs ¢ HEYTPONEHHs MOTaT Ja ObJaT JIEKyBaHW C TPAHYJIOLHT-
KoJtoHus ctumyiupain paxtop (G-CSF).

Hskoun no6pe nepunupanu cunapomu karo cuaapom na Wiskott Aldrich (WAS), xunep IgM cunapom,
npuunaeH ot CD40 u CD40L nedexrn, DOCKS nmedext, IPEX, HLH, XLP u CGD cpmio morar aa
obaat nexkyBanu ¢ HSCT. OnutBa ce renna tepanus 3a X-csbp3an SCID, nepunur na ADA, WAS u
CGD.

CunapoMsT Ha aenenus Ha xpomoszoma 22011.2 (OMIM# 188400), cunapomsr CHARGE (CHD7
(OMIM# 608892) u SEMA3E (OMIM# 214800)) ¢ Texbk T-KiIeTb4eH UMYHOICHHUIIUT CE JICKYBAT €
ChOOIICHO OT KJIMHWYHHM W3MUTBAHUS, Y€ MOTAT Jia C€ JICKyBaT YCIEIIHO Ype3 TPaHCIUIAHTAIMs Ha
TUMYC.

ABTomH(pIaMaTopHUTE 3a00NsIBaHHUS MoOraT Ja OBbJaT JeKyBaHM B 3aBUCUMOCT OT TSIXHaTa
eTronaroreHe3a. KopTUkocTeponanTe Morar J1a ce M3IOJI3BAT 32 HIKOM CHHIPOMH Ha TEPHOAMYHA
Tpecka. IL1 pernentopHr aHTaroHMCTH KaTO aHAKMHpA MOraT Jia C€ H3MOJI3BAT MPHU CBBP3AHU C
Bh3nanenue nepuoanyan Tpecku. HSCT ce uznmonssa 3a |L-10 gedextn, mpranHIBaIIN BH3TATUTEITHO
3a00IIsIBaHe Ha YepBaTa ¢ paHHO HAYaJIO.

MEJIUKAMEHTO3HO JTJEYEHHUE
1. Tasonermin ATC code: LO3AX

Tasonermin e jekapcTBO, U3MOI3BAHO 32 JICUCHUE HA TEKbK KOMOMHUPAH UMYHOIC(UIINT, TBIDKALIL CE
Ha aeduut Ha ageHo3uH nezamuHaza (ADA-SCID). ADA-SCID e psako HacleJCTBEHO ChCTOSHUE,
IpU KOETO MMa IMpoMsiHa (MyTalnMs) B reHa, HEOOXOIUM 3a MPOU3BOJACTBOTO Ha €H3UM, HapeueH
ageHo3uH ae3amuHasza (ADA). B pesynrar Ha ToBa naruentute Himat eHzuma ADA. Twit kato ADA e
OT CBIIIECTBEHO 3HAUEHHE 3a MOAIbPKAHETO Ha 3paBU JTuMoUnTH (6e11 KPbBHU KJIETKU, KOUTO ce
oopat ¢ nHpekmuTe), MMyHHata cucrema Ha manueHTute ¢ ADA-SCID He pabotu mpaBmiiHO U 6e3
e(eKTUBHO JICYCHHUE TE PSJIKO OLENsIBaT MoBeYe oT 2 roauHH. Strimvelis ce n3mon3Ba npu MayueHTy ¢
ADA-SCID, xouto He MoraT na ObaaT JIEKyBaHH 4Ype3 TPAHCIUIAHTAIUSI Ha KOCTEH MO3BK, ThH KaTo
HSMAT MOJXOJSII, CHOTBETCTBAIl, CBBbp3aH goHOp. Strimvelis ceabpka KIETKH, MOTYy4eHU OT
COOCTBEHHSI KOCTEH MO3BK Ha IMaIleHTa.

Hskon ot knerkure (Hapeuenu CD34+ kneTku) ca T€HETMYHO MOAM(DHUIMPAHHU, 3a Ja ChIbpXKaT
paboren rer 3a ADA. Strimvelis e Bu ekapcTBO 3a MO/IEpHA TepaIusi, HAPSUCHO ,,[TPOIYKT 3a TEHHA
Tepanusa. To3u BUA JIEKapCTBO JEHCTBAa upe3 JOCTAaBSIHE HAa T'€HU B TAJOTO. I'bil KaTo OposT Ha
narrentuTe ¢ ADA-SCID e manbk, 3a00/15BaHETO ce cumTa 3a ,,paako’ u Strimvelis e onpenenex 3a
,,JIEKAPCTBO CHUPaK‘* (JIEKApCTBO, U3MOI3BAHO MPH peiku 3a0omsBanust) ot 26 aBryct 2005 r.
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2. Yoemkn umynornodyaun ATC code JO6BA

YoBeuKusAT UMYHOTJIOOYIMH C€ HM3MOJI3BAa 3a MOJIbp)KaHe Ha MMyHHaTa CHUCTeMa (ecTecTBeHara
3alllMTa Ha OPraHK3Ma) PH JIBE OCHOBHY TPYIIH MAIIMEHTHU: AIIUEHTH, H3JI0KEHU Ha PUCK OT HH(DEKIHS,
3aII0TO HAMAT JOCTaThYHO aHTUTeNa. ToBa Morar jna ObaaT Xxopa, KOMTO ca POJAEHH C JIMIICA Ha
aHTuTeNa (IIbPBUYEH MMYHOJC(UINT) MM XOpa, KOMTO Ca Pa3BWIM BTOPUYHA JIMIICA HA AaHTUTENA
(cunzpoM Ha BropuueH umyHozaeduut, SID)

3. Anakinra ATC code LO4ACO03 npezcraBisiBa YOBEIIKH HHTEPJICBKUH 1 pEIienTOpPEH aHTarOHUCT
(anTH-1L1) 1 ce m3moa3Ba 3a JeUCHHE HA KPHONMUpPUH-aconuupanu nepuoguunu cuaapomu (CAPS).
CAPS ca npumep 3a rpymna OT MOBTaPSIIH C€ BH3NATUTEIIHA ChCTOSIHHSI, M3BECTHH KAaTO CHHIPOMHU Ha
nepuoanuHa tpecka. [larmenture ¢ CAPS umar reHeTH4HM ACPEKTH, NMPU KOWTO C€ MPOU3BEKIA
CBPBXAKTHUBEH IMPOTEHH, HAPEUCH KPUOIUPHH, KOSTO BOJIH JI0 BH3IAJICHHUE B Pa3IMYHH YaCTH HA TAJIOTO,
KaKTO W CUMITOMH KaTo Tpecka, oOpuB, O6oiku B ctaBuTe u ymopa. I[Ipu CAPS nekapctBoTo ce
M3I0JI3BA ITPH MAIIMEHTH Ha Bh3pacT OT 8 Mecena u ¢ Terio Hain-mainko 10 kg.

4. Retroviral gamma ¢ cDNA containing vector ATC code JOSAR01

PerpoBupycen BekTop, chabpxam ramMa ¢ CDNA, e cuHTeTMuHa BHpycHa dacTuia (BEKTOD),
Moubumpana aa cbappka Hopmaiaao korue (CDNA — xonme JJHK) Ha nedextnus rama C ren. Ilo
TO3U HAYUH JICKAPCTBEHUAT MPOAYKT MOXKE Ja MoIu(pUIIMpa KIECTKUTE HA MAlMEHTHUTE, 32 J]a BKIIIOYU
HOpMaJleH TaMa C I'eH W 10 TO3M HAa4yMH Ja M Hakapa Ja MPOM3BEXKIAT HOPMAIHUS MPOTEHH. Ta3u
Tepanus € MpeaHa3HadYeHa 3a JICUCHUE Ha TeXKa KOMOMHHpaHa uMyHHaA HemoctathuHoct (SCID)-XI
3a00JIsIBaHE.
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