NHOOPMALIUA 3A:

HaunmeHoBaHMe HA 3200JIABAHETO

OOUKHOBEH MPOMEHJIMB UIMYHOACHUIIUT C TIPEe00IIaiaBalld OTKIOHEHUS B Opost U QyHKIIUATA
Ha B-knetkute (CVID)

Onpenesienne Ha 3200JIIBAHETO

Oo6uknoBenuss mnpoMeruB umyHogedunur (CVID) BrimouBa XeTeporeHHa rpyma oOT
3a00/IIBaHHUST CHhC CXOJHA KIWHUYHA WU3SBa W PA3IMYCH TMOJUIekKAll NaTOTCHETHYEH
MEXaHU3bM.

OOMKHOBEHMAT HPOMEHJIMB MMYyHOAeDUUUT ¢ npeoOnajgaBallld OTKIOHEHHs B Opos u
¢ynkuusara Ha B xinetkure ciaga kpM rpynara Ha CVID. Toa e mbpBUYeH UMYyHEH Je(UIHT,
XapakTepu3upal] ce C XHUIoramarjoOyJIMHEMHUs BCIEICTBUE Ha IOHIKEH Opoil 3penu
nepudepar B mumponnTi uiam HapymeHHe B KbCHUTE CTAJUH HA TAXHATa IU(EpeHIUAINS.
HaGnronasa ce HapylieHue B pa3npeeiaeHueTo Ha B knerbunuTe cyonomnynanuu — HauBHu B
TUMQOIUTH, HEMPEBKIIOYMIN Kilaca MamMeToBH B nuMdonutn u mnpeBKIIOYHIN Kiaca
nameroBu B knerku. Hail-uecture cumnromMu ca oOCTpH, PELUAMBHUpAId U HEPSAKO
XpOHUYHH MH(EKINH, 3acsralld OCHOBHO JMXaTellHaTa U XpaHOCMUIaTeHa cucteMu. OcBeH
MH(EKIMOo3HaTa MAaTOJIO0I U, MAUEHTUTE ca C MOBUILEH PUCK OT Pa3BUTHE HAa aBTOMMYHHUTET
M 3JI0KaYeCTBEHW 3a00JsBaHMA. 3acerHATH ca €JIHAKBO W JBaTa IoJyia. Bbrpeku, 4ye He
ChLIECTBYBAaT TOYHHU JJaHHM 3a 4eCTOTaTa Ha 3a00JIIBaHEeTO, ce mpuema, uye Ts Bapupa ot 1:10
000 mo 1:50 000 xaro Ha TO3M €Tal ce MpueMa, Y€ TOBa € HaW-YeCTUSIT MbPBUYEH UMYHEH
neGUUINT, U3UCKBAL METUIIMHCKU I'pYoKU. [IbpBUTE CUMIITOMHU C€ MPOSBSIBAT ClIe]] 2 TOANIIHA
BBb3pacT. B ocHOBara Ha mocTaBsHE Ha JMArHo3ara € 3HaYUTEIHOTO IMOHM)KaBaHE HUBOTO Ha
Url" u Ha mOHE eUH OT OCTaHaIUTe JBAa OCHOBHH MMYyHOrNnoOynuHoBHU kinaca (UrA u UrM),
KaTo B CBHIIOTO BpEME C€ M3KIYBAaT JpYyrH SCHO JAeQUHMpAHU MPUYUHU 34
XUIoramarjao0yinuaemMusi. JOMbIHUTENHM JMAarHOCTMYHM KPUTEpPUM ca JIMIcara Ha
M30XEeMarTyTHHUHH u/unm JIUTICBAILL crenupuueH aHTUT€HEH aHTUTEJIEH
otroBop.Ycranosenute npu CVID wmyranuu kato te3u B renute ICOS, TACI, BAFF-R,
CD19, CD20 u CD81 ca namepenu ensa npu 15% oT nmanueHTure, Kato mpu octananute 85%
ce IpeanoJara yyacTUeTO Ha JpYTd FeHEeTHYHU cucteMu. 1Ipe3 nocineaHure roqnHu yCUIEHO
C€ MpOy4BaT MaTOTCHETHYHUTE MEXaHW3MH, 3aJIeTHAIM B OCHOBaTa Ha pasputue Ha CVID.
Omnucanu ca peanna (EHOTUIMHU U (PYHKIIMOHAIHU HAPYIIEHUS KaKTO B cCeU(DUYHUS Taka U
B Hecnenu(uuHUs/ BHB BPOJCHHS ITbPBUYHUS WMYHEH OTTOBOpP, HO TSAXHATa Pa3sHOPOIHA
CBIUIHOCT MPHU PA3TUYHUTE MALMEHTH, KAKTO M JIMIICaTa Ha CPAaBHUTEIHM U KOMOMHHpPAaHU
aHAJIM3M TpPU HU3CIEABAHUTE TPYNU 3aTPyJHSABA 3HAUUTENHO JEPUHUPAHETO HA BCHUKH
Bb3MOKHU HMMyHOnatoreHeTuuHu mbTuina. Ilpm mnaumenture ¢ CVID ce mnposexna
MMYHO3aMECTUTEIIHA TEpaIus ¢ UHTPABEHO3€H WIN cyOKyTaHeH uMyHornoOymnuH. [Ipaktuka
€ MHTPAaBEHO3HOTO MPUIIOKEHHUE Jla ce 3arnouBa B 103a 400 MI/Kr/MecedHo, KaTo B HA4aJIOTO
Ha TepanusTa ce MHPY3UpaT HIKOJIKO TOMBIHUTENHU 03U C ILeJ Mo-Obp30 MOBHIABAHE
HuBoro Ha WUrl. HeoOGxoauMo e W3BeCTHO BpeMe 3a HACHIaHE Ha EeKCTPaBa3aJIHOTO
MIPOCTPAHCTBO, MOpau KoeTo HUBOTO Ha Url" ce oreHsiBa Ha TpeTHs Mecel| OT 3alo4YBaHe Ha
TepanusATa U NpU HEOOXOAMMOCT Jo03aTra ce Koperupa. [Ipu mammeHTH ¢ XPOHWUYHHU
0eno1poOHN YCIOXKHEHHS, BACKYJIUTH, PEBMATOJOTHYHM YCIOKHEHHUS, XPOHUYHA JUapHs,
MIPOTEUH T'y0Oela eHTeponaTys Wik HeHaJ|1aBaHe Ha Terjo MOe Jia € Heo0Xo/1MMa o-BHCOKa
no3a (800 — 1000 mr/kr/mecer) 3a KOHTposl Ha OojecTHuTe M3siBH. Karo anrepHartuBa Ha
HMHTPABEHO3HUTE Tpernaparu ca pa3paboTeHu mpenaparu 3a noakoxHo mnpuioxerue (SCIG).
[IpoyuBanus, cpaBHsABamIM e(ekTa OT HHTPABEHO3HAa W CYOKyTaHHa HMMYHOIJIOOYTHHOBA
Tepanus, M0Ka3BaT €KBUBAJEHTHA €(UKACHOCT 10 OTHOIIEHHE YeCTOTaTa Ha MH(EKIUHUTE. .
IToIKO’)KHOTO TPUIIOKEHHE HA MMYHOTJIOOYJIMHUTE JIEMOHCTPUpA MO-A00pO TOJIepHpaHe H




TEHJCHIMS 3a IM0-100pa KIMHHYHA €(PEKTUBHOCT B CpPaBHEHHE C WHTPABEHO3HUSA MBT Ha
aruikanusi. OnpenensHeTo Ha MHAMBUAYAJIHUTE J03U U YCIEXBT OT TEpalusATa 3aBUCAT OT
cieqHuTe (aKTOpU: KIMHUYHOTO ChCTOSIHME HA MalueHTta, HuBoto Ho Url, yecrotata Ha
MHEKIUHUTE, TEKECTTAa HAa MH(PEKIUNTE, KAaYeCTBOTO HA )KUBOT U CHACHCTBUETO OT CTpaHa Ha
nanueHTute.[Ipy manuHTUTE NpU HATMYKE HA YECTO PELUAMBHUPAIIM BUPYCHU MH(GEKIUU CU
BKJIIOYBA UMYHOMOAYJIMpAIla Tepanus ¢ M30npuHo3uH no cxema. 3arnoysa ce ¢ HayajlHa J103a
50 Mr/Kr/mH, KOSTO ce peaylpa OCTENIEHHO B paMKUTE Ha MEPUOJI OT TPU Mecelia.

Yerupunudpen koa Ha 3a60asaBaHeTo 10 MKB-10 (ako TakbB e HaJIu4eH)
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Kox Ha 3a60asBanero no Orpha code

ORPHA1572

EnuaeMuo0ruyHmn JaHHM 3a 3200/11BAHETO B Penyﬁ.ﬂmca anrapnﬂ

IIpez 2006 roxn. B YMBAJI “AnekcaHIpoBcka” € Cb3[aJICH HAIIMOHAJIEH PETHCThpD Ha
MAUEHTUTE C IbPBUYHU UMYHHU AepuuuTu. ToBa M03BOJIsBAa KAKTO CHOMPAHETO HA JIaHHU
3a yectotara Ha IIM]] B cTpanara, Taka 1 MOHUTOpPHpaHe Ha ChCTOSIHMETO Ha OosHuTe. B
MOMEHTa O0IMAT Opol Ha pEerucTpUpaHUTEe MalueHTH HaOposiBa 164 yoseka. Ot Tax 21
NaIMEeHTa ca ¢ OOMKHOBEH NMPOMEHJIUB UMYHOJAE(PUINT, KaTo 4 OT TIX ca AMArHOCTHLMPAHU
mipe3 2015 rox. B KKU 6sixa nmpoyuenu 10 6omHM (cpenna Bb3pact 33,5 1., 4 Mbke U 6 )KSHH)
JIMarHOCTULIMPAHU U TpociensBanu 3a nepuoga 2002-2014 rox. Bv3pacrtra Ha u3sBa Ha
cumnromre Oeme Mmexay 4 u 39 r., a auarHoctuyHoto 3abassiHe cpeano 10,8 rog. B
KJIMHUYHATAa M35iBa JIOMUHUpaxa WHQEKIUUTEe Ha AuXaTelHaTa CHCTeMa, CIEABAaHU OT
OpoHxuekTa3Ha OoyiecT U ciuieHoMeranus. [lpu enuH mamueHT ce onuca HEMHQEKIHO3HO
3acAraHe Ha XpaHOCMMWJIATeIHaTa cuctema. [Io Bpeme Ha J€4eHHeTo ce OTYETE MOBHILIABAHE
cpennoro HuBo Ha Url" ot 0,6 no 7,3 r/n. Cpeanust Opoil nH(EKIMY Ha MAllMEeHT HaMamsxa
ot 10,3 na 2,1. Cpennara roguiiHa ynorpeda Ha aHTHOMOTHLIM Oerle pedylupaHa oT 8,5 Ha
2,3 npuema. [Ipu nonoBuHara 00JIHM TpailHO ce HETaTUBUPA MUKPOOMOJIOTUYHATA HAXOJIKA B
3aCerHaTUTe OpraHu, KaTo ChIEBPEMEHO Ce MOA00pH U TErJI0BUS MPUPACT.

B T.4u. HayyHM nNy0JMKAUMM OT MOCJEeJHUTE TMeT TOAMHH W NPUIOKEHA
oudamorpadcka cnpaBka

Cu. Muxaitnosa, H. I'emmesa, C. JlecuukoBa, M. banesa, A. TemenkoB u E. Haymoga.
Knunnyna xapakTepucThka W J€YeHHWE Ha MalMeHTH C 0Ol BapuaOWIeH UMYHEH
nepunmut B YMBAJI ,, AnexcannpoBcka’. Menunuacku nperaen, 51, 2015, Ne6, ctp.
38-46.

Enunemunosiornyiu 1aHHu 3a 3a00isBaHeTo B EBponeiickus ¢cb103

Bwnpeku, 4e He ChIeCTBYBAT TOYHHU JaHHU 33 YeCcTOTaTa Ha 3a00JIIBaHETO, Ce MpHeMa, 4e TS
Bapupa ot 1:10 000 go 1:50 000 xaTto Ha TO3M eram ce€ NMpHUEMa, Y€ TOBA € Hal-4eCTHUAT
IBPBUYCH UMYHEH Ae(PHINT, M3UCKBAIl MEAUIMHCKU TPIKU. J[aHHU 3a 3a00JsBAaHETO Cpej
HaceneHuero B EBpomelickus cbio3 ¢urypupar B 0azara mannu Ha ESID. OuakBan Opoii
3acerHaTv MHAMBUM 3a bearapckara nomymnanus ca mexay 140 u 700.

B T.u. HAay4YHHU I[yﬁ.]'ll/[l(all]/l]/l 0T MmocJIEAHUTE II€T TOAUMHHM M IIPUJTOKEHA
onbdanorpagcka cnpaBka

Common variable immunodefi ciency - an update Ulrich Salzer, Klaus Warnatz and Hans
Hartmut Peter Arthritis Research & Therapy 2012, 14:223




OuneHka Ha CHLOTBETCTBHETO Ha 3a00/IsIBaHETO C Je(PpUHHUMATA 32 PAAKO 3a00JisIBaHE
cbriacHo § 1, 1. 42 oT JONBJIHUTEIHUTE pa3nopea0u Ha 3aKoHa 3a 31paBeTo

3a0onsBaHETO CHOTBETCTBA Ha JaJieHaTa B 3aKoHA 3a 371paBeTo AeHUHUIMS 3a PAAKO
3abonsiBaHe, a UMEHHO pasnpoctpanenue moja 5:10 000 mymmwm cpen Hacenenuero Ha EC,
BKIIIOYHMTEIHO U B bhirapust.

Kpurepun 3a nuarnocTunupane Ha 3a00J11BaHETO

CrhlecTBYBaT KIMHUYHHA KPUTEpUHU 3a mocTaBsiHe Ha quarno3a CVID, pesusupanu ot ESID
npe3 2014 roarHa BKIIOYBAIIH:
Haii-manko eHO OT ClIeTHUTE YCIOBHUS:
e [loBunieHa Bb3NPUEMUYHBOCT KbM UHPEKIUN
e ABTOMMYHHU IPOSIBU
I'panynomaro3nu 3a0ossBaHus
Heo0scanMa nonukioHamHa suMbonpoaudepaius
3acerHar WwieH Ha CEMEHCTBOTO C aHTUTEJICH JePHUIIUT
3HAYUTEITHO MOHMKEHO HUBO Ha Url" 1 3HaYMTEIHO ITOHMKEHO HUBO Ha UrA, ¢
i 0e3 MOHMKEHO CEpyMHO HUBO HO IrM (M3MepeHo Haii-MaJIko ABYKpAaTHO;
<2SD oT HOpMaJTHOTO HHBO 3a CHOTBETHATA BH3PACT;
W none eHO OT CJEIHUTE YCIOBHUS:
e Jlom aHTHUTEIEH OTrOBOp KBbM BakCHUHU (W/WIM  OTCHCTBUE Ha
M30XEeMarTyTHHUHH)
e Hucku switched mameroBu B xietku(<70% ot pedepeHTHATa CTOMHOCT 3a
ChOTBETHATA BH3PACT)
e U3kirouyBaHe Ha BCHUYKM BTOPUYHHM MPUYHHHM 32 XHUIIOTaMarioOyIHHEMHUS,
JUIICa HAa JJAaHHU 32 TeXBK T KIeTbueH Ae(PUIIMT U MOCTAaBSIHE HA AMarHo3aTa
Clle/l YeTUPH TOJIUIITHA Bh3pacT
OO6musaT BapuabuiieH uMyHeH nepuuut (common variable immunodeficiency unun CVID)
BKJIIOYBA Tpyla OT XETEPOTeHHH CBCTOSHUS, OOCIMHEHHW OT HapylleHa NPOAYKIHsS Ha
MMYHOTTIOOYJIMHU U TPOTEKTUBHU aHTHUTeNA (1e(heKTeH aHTUTSIIOB OTTOBOP Clie]] BAKCHHAIIUU
C IPOTEMHOBY U TIOJIHM3aXapUIHA BaKCHHH), KOETO HA—4eCTO, HO HE BUHATH ce MaHH(ecTupa
C pekypeHTHH OakTepuanHu wH@exiu. Hail-uecTuTe CUMOTOMHU ca OCTPH, PELUIUBUPALIU
WHQEKIUK, 3acATald OCHOBHO JWXaTelHaTa © XpaHocMuiarenHa cucremMu. OcBeH
MH(DEKIMO3HATa MAaTONOTHs, TAIIHEHTUTE ca C MOBUIIEH PUCK OT Pa3BUTHE HA aBTOMMYHUTET
U 3J0KauecTBEHU 3a00isBaHUSA. 3a MOMEHTa TOYHATa IaTOreHe3a Ha 3a00JIIBAHETO HE €
u3BecTHa. CumuTa ce, 4e OCHOBHHUAT JeeKT € B KbCHAaTa B-kieTbuHa audepeHiuanus, HO
npupojara My € HesicHa. [Ipu yacT oT OOJIHUTE MMa 3HAYUTEITHO HaMaJleHHe Ha TPOIYKIIHSTA
Ha BUCOKOA(QMHHUTETHU aHTUTENA, OpaJu HApyIIEHHEe B COMATUYHHUTE XUIEPMYTAIlUH, KaToO
TakoBa € ycraHoBeHO B 77% ot Oomamre ¢ CVID ¢ wectm Texknm wuHpeknnm Ha
pecnupaToOpHUsl TPAKT. B JOMbIHEHHE HUBOTO Ha MYTAI[UUTE B JICKUTE BEPUTH € AUPEKTHO
CBBp3aHO ¢ oTHOCUTENHUS Opoit mameroBu B xietku npu CVID GoHUTE M MOXKE /1a ce cuere
KaTo MPOTHOCTHYEH (aKTOp 3a pPECHUPATOPHUTE YyclIoXkKHeHHsA. [loHmwkeHHeTo Ha
MPEBKITIOYIIINTE KJ1aca MaMeTOBH B TUMQOIUTH ce acolupa ¢ mo- BUCOK PUCK OT pa3BUTHE
Ha CIUIGHOMETAIUS W TpaHyloMaTo3HU mposiBu. JlumdanaeHonaTusita € CBBbpP3aHA C
MOBHIIICHUE HA TpaH3UTOpHUTE B mumdonutu. OcBeH HapymieHuaTa B AudepeHnuanusaTa Ha
B xieTkute u HapylieHaTa MpOAYKIUs Ha UMYHOTTIOOYIIMHU, TIPU TE3H MALMEHTH Ca OMUCAHU
W peanna Ipyru neeKkTd B CTPYKTypHUTe M (DYHKIMSITa HA UMyHHaTa cucreMa. Bwrpeku de,
noseuero ciaydan Ha CVID ca cnopanguunu e ycraHoBeHo, 4e B okojo 10-20% wuma
¢damunHocT, kato B okosno 80% OT ciayyauTe cTaBa BBIPOC 3a aBTO30MHO JIOMHHAHTHO
yHacJesBaHe.




B T.4. HayyHu nyO0JMKAlMH OT MOCJAeJHHTe MeT TOJMHH M NPHJI0KEeHA
onbdaunorpagcka cnpaBka

Juarnoctrunu kputepun Ha ESID Vojtech Thon, Natalia Martinez, Maria Kanariou, Klaus
Warnatz, Isabella Quinti, Helen Chapel

Common variable immunodefi ciency - an update Ulrich Salzer, Klaus Warnatz and Hans
Hartmut Peter, Arthritis Research & Therapy 2012, 14:223

Comparison of Diagnostic Criteria for Common Variable Immunodeficiency Disorder

Rohan Ameratunga, Maia Brewerton, Charlotte Slade, Anthony Jordan, David Gillis, Richard
Steele, Wikke Koopmans, and See-Tarn Woon Front Immunol. 2014; 5: 415
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ChblecTByBauMa yTBBPJICH AJITOPUTHM 3a quarHoctuka Ha nanueHtu ¢ CVID (JlaboparopHo
JAMATHOCTUYEH QITrOPUTBHM 3a JOKa3BaHe Ha WbpBUYHH HMyHHH jaeduuuru (I[TUMI)),
pa3paboteH Ha 6a3a Ha eBporneiickute u cBetoBHU npenopbku ( ESID u PAGID)
Ha Bcuuku O60nHM C OOMKHOBEH IPOMEHJIMB MMYHOAE(UT ce MpOBEXKAAT CIECTHUTE
n3CIeABaHMS:
1. KiiuHuuHa olleHKa - CHeMaHe Ha aHaMHe3a, BKJI. (aMuiHa aHaMHe3a U (pu3MKaIHO
U3CIEBaHEe
2. Crienu(puHU UMYHOJIOTUYHU U3CIIEIBAHUS:
e OreHka Ha XyMOpaJieH UMYHEH OTIOBOP
-KOJINYECTBEHO
-(yHKIIMOHAIHO — IOCTBAKCUHAJIEH aHTUTEJIEH OTTOBOP
e OreHKa Ha KJIEThYEH UMYHEH OTTOBOP
- HmynodeHnorunuzupane Ha TUMGOLUTHH MOMYIAUU C ONpeAessiHe Ha B xieThuHu
cyononynanuy (HaMBHHM, HEMPEBKIIOYMIM Kiaca IaMeToBH B numdormTH,
NPEBKJIFOYMIIM Kiaca mameroBu B mumdormtu) B3 ocHoBa Ha B kierbuHHTe
cyOmomynanud ¥ Bpb3Kata UM C KIMHWUYHATa u3sBa ¢ wu3paboreHa Euroclass
KJIacupuKaims
- DyHKIMOHAIHYU U3CIEABAHUS
3. KimHuko-mabopatopHy M3cienBaHUS - HA BCHYKH OOJIHM C€ W3CIeNBaT ITbJIHA KPHBHA
kaptuHa ¢ JIKK, o6my GenTbk, allOyMuH, 4€pHOAPOOHH E€H3UMM, OCTaThUHO-a30THH Tea,
AKP, But ]
4. MuKpoOHOIOTHYHO M3CIIeBaHe Ha CEKpeTH (I'bpJieH, HOCEH, Xpadka, derec)
5. ®ynkIMoHaTHO u3ceaBane Ha auiianero (OU /)
6. OOpa3nu wu3cnenBaHusi- Ro rpagus Ha TpbIeH KOII, YATPa3BYKOBO H3CIIEJBaHE Ha
KOpPEMHHU opraHu, rnpu nokazanust KAT Ha kopeM nu/uiau rpbJeH Kol
JluarHoza ce mocTtaBd Ha 0a3a M3MBJIHEHW YTBBPAECHH MEXIYHAPOAHM KIMHUYHU U
nabopartopan kputepuu. B JIJI ce B3uMar B choOpakeHWE BCUYKH HUMYHOACPUIIUTH C
HapylleHHe B UMYHOIIIoOynnHoBata cuHTe3a. B oxono 10-20% wmma damuimHOCT, KaTo B
okoso 80% OT ciydauTe craBa BBIIPOC 3a aBTO30MHO JOMHMHAHTHO YHacleAsBaHe, 0e3 0
MOMEHTA J]a € YCTAaHOBEH MOJIeKAIIHSI TeHETHYEH J1e(eKT.

B T.u. HAay4YHHU I[yﬁ.]'ll/[l(all]/l]/l 0T MmocJIEAHUTE II€T TrOoAMHHM M IIPUJTOKEHA
ondanorpagcka cnpaBka

Common variable immunodefi ciency - an update Ulrich Salzer, Klaus Warnatz and Hans
Hartmut Peter, Arthritis Research & Therapy 2012, 14:223

Juarnoctiunu kpurepuu Ha ESID Vojtech Thon, Natalia Martinez, Maria Kanariou, Klaus
Warnatz, Isabella Quinti, Helen Chapel

Comparison of Diagnostic Criteria for Common Variable Immunodeficiency Disorder

Rohan Ameratunga, Maia Brewerton, Charlotte Slade, Anthony Jordan, David Gillis, Richard
Steele, Wikke Koopmans, and See-Tarn Woon Front Immunol. 2014; 5: 415
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AJITOPUTMH 32 JieyeHHue Ha 3200JI9BAHETO

OOmmsaT BapuaOWiieH MMyHEH Ae(QUIUT BKIIOYBA XETEPOTeHHA Tpyna OT 3a00JsBaHUSA C
pasnuyHa MatoreHe3a. BbhOpeku pa3iMyHUTE MMYHOJOTUYHM MEXaHU3MU IPU OTICIHUTE
3a00JsIBaHMS KJIMHUYHATA U3SBA CE OMpE/eNs OT HAIMYHATA XUIIOTaMarjo0yIMHEMUs], YUETO
JIeYeHUE € UMYHO3aMEeCTUTENIHA Teparusl.

Jleuennero Ha manueHtute ¢ CVID ce ochiuecTBsiBa B CHOTBETCBHE C NPEHNOPBKHUTE Ha
European Society for Immunodeficiencies (ESID) wu Pan-American Group for
Immunodeficiency (PAGID).

Paspaborenutre B YMBAIJI , Anekcanaposcka™ EAJ], Codus amroputmu (AIropurbM 3a
JieYeHHe Ha MIbPBUYHM MMYHHHU JePHUUIUTH, AJTOPUTHM 3a MPOBEXKIAHE HA 3aMECTHUTEIHA
Tepanus Mpu MbPBUYHU UMYHOICPHUIIUTH) ca ChOOpa3eHH ¢ MEKIYyHAPOTHUTE U3UCKBAHUSI.
[Ipu BCHYKM MAIMEHTH ¢ OOMKHOBEH MPOMEHJIMB UMYHOIC(PHIUT C€ MPOBEXKIA pEryispHa
MMYHO3aMECTUTEIIHA Tepalusi ¢ YOBEIIKH ramarnoOynuH. Jlo3ara u yectoTara Ha BIMBaHUATA
ce onpezessaT oT HuBara Ha cepyMHus Url" n knMHUYHOTO chCTOsSIHUE Ha manueHTa. Llenu ce
JOCTUTaHE U MOAAbpkaHe HUBO Ha cepymeH Url" >6 rp/n. Ilpu ToBa HHMBO ce peructpupa
CTaTUCTHYECKH 10 — HHUCKA YeCTOTa Ha MH(EKIMUTE MPHU TE€3H MALMEHTH, C HAMAIsIBaHE Ha
Oposi XOocmHUTalnu3allMd 3a ToauHa W Opol mpojexanu jaernogHu. [Ipunoxenuero Ha
WHTPABEHO3HUTE UMYHOTJIOOYJIMHOBH TIpeniapaTH Kpue U U3BECTHU puckoBe. Habmromasar ce
TPH KaTErOpUU PUCK — He3abaBHA aJlepruvHa peakius, peakiys HIKOJIKO yaca ciel uHpy3us,
KaKTO M PUCK OT TpaHC(y3us HAa MH()EKIIMO3HH areHTH.

JlomrbIHUTETHA CUMIITOMATUYHA Tepanus U NpodUIaKTHKA Ce MPOBEXK/IA C aHTHOAKTEpUAIIHH,
AHTUMUKOTHYHH, TPOOUOTUIIN,BUTAMUHOTEPATTUS U JIP MEIUKAMEHTH.

B T.4. HayYHW ny0JMKAIMH OT TMOCJHeIHUTe NeT TOAUHH H NPUJI0KEHA
oudamorpadcka cnpaBka

An Update on Treatment Strategies for Common Variable Immunodeficiency Drahomira
Detkova, MD, PhD; Teresa Espafiol, MD, PhD Expert Rev Clin Immunol. 2009;5(4):381-390.
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AJITOpHTMH 32 mpocJieisiBaHe HA 3200J15IBaHETO

Beexn namment ¢ CVID ce mpocrnensBa peryisipHo, BbB Bpb3Ka C HETOBOTO KIMHHYHO
ChCTOSIHUE, HACTBIIWIN YCIOKHEHUSI M eeKTa OT npusaraHaTa Tepamnus
ITpocnensBaneTo BKIHOYBA:
e OmeHka KIMHHUYHOTO CHCTOSIHME Ha TANMEHTHTE — HalWuMe Ha WH(peKnuy,
nepudepHa umbaaeHOMETanusl, XenaTOCIIEHOMET AU
e VIMyHOIOTWYHM U3CIIE/IBAHUS:
- U3CIelBaHE Ha cepyMHOTO HUBO Ha WUrl- exemeceuHo, ¢ 1€ ONTHUMM3UPAHE Ha
MMYHO3aMEeCTUTEIIHATa Tepanus
- M3ClIe[IBaHE CEpPYMHUTE HHMBAaTa Ha OCTAHAIMTE UMYHOIJIOOYIMHOBM KiacoBe- UrA,
UrM, UrE
- M3ClIe[iBaHEe Ha KJIEThYCH UMYHUTET- UMYHO(EHOTUITH3UPaHE Ha TUM(OIUTH
e TpoBeXJaHe Ha KOHTpOJHH jJaboparopuu uzciensanus — [IKK u 6moxumus, ¢ uen
PaHHO JMAarHOCTHUIIMPAaHE HA HACTBHIWIN YCIOKHEHUS M MPEBEHLHUS HAa CTPAaHUYHUTE
eeKTH OT MpUaraH1uTe MeTUKaMEHTH
e Jlpu mnoxa3zaHus ce U3BBPIWIBAT M Jp. GYHKIHUOHATHUM W HUHCTPYMEHTAJIHU
n3ciaenpanusa- U, KAT, ®I'C,OKC
e KoHcydTanus ¢ APyru CHENUaNIUCTU- MYJIMOJIO3U, FACTPOCHTEPOJIO3H, XEMATOJI03U U
Ip. Ipu He0OXOIMMOCT, BbB Bpb3Ka C Hall-uecTUTE yCIOKHEHHUs Ha OoecTTa.
Ha ©Oazata Ha moslyueHHTE KIMHHMKO-Ta0OpaTOpHU pE3yJNTaTH Ce€ ONTHUMH3Upa J03aTa Ha
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HUMYHO3aMECTUTCIIHUA MEIUKAMCHT. I/I3z[aBa CC IIPOTOKOJI 3a MPOABbJIKABAHC HAa TCPAIIUATA

[Tpu naruentute ¢ CVID morat na ce pa3BUBaT CICIHUTE YCIOXKHEHUS:

- BenoapoOHu ycrmokHEHUs, BKIFOYBAIM OpOHXUEKTa3Ha Ooject, abciecu, TuMGOHICH
MHTEPCTUIIUATICH THEBMOHUT

- ABTOMMYHHHTE TIPOSIBH Ca C Pa3IMyHA YECTOTa CPEll PA3TMYHUTE TOIYJIAIUU, KOSTO
mpeJroiara pa3inyeH reHeThueH TepeH. Mma HiIkou JT0Ka3aTencTBa, ye MO-4ecTo ce
IposABSIBAT IPU IALMEHTU C paHHA u3sBa Ha Oosecrra. Hali-uecrara aBTOMMYHHa
MposiBa € HHTOINEeHHUATa B 0K0oio 5-8% ot marmuentute ¢ CVID u e mpencraBeHa
OpeIMMHO OT  HUAMONATH4YHA  TPOMOOLMTONEHWYHA MypHypa, AaBTOMMYHHA
XEMOJUTHYHA aHEMHSI U 3HAYUTEITHO TMO-PSIIKO OT aBTOMMYHHA HEYTPOTICHUSI.

- MYJITHCHUCTEMHA rpaHyjioMa

- TacCTPOMHTECTHHAIHHU TposiBH (HeoOsicHMMa eHTepomraTus). OKOJIO MOJOBHHATA OT
OOJHHUTE MpUTEXKABAT XUCTOJIOTUYHA KapTHHA, HAMOAOOSBaIlA Ta3u MPHU IOJIUAKHUSL.
[Ipu yacTt ot TsAX ce ycraHoBsiBaT rpanysnoMu. B okoiso 20% ce HabmroaBa HOTyIapHa
mumbonaHa xunepruiasus, a B okono 30% BB3ManuTeNHU 4YpeBHU 3abonsBaHus. B
oko110 30% ot 6omauTe ¢ CVID ce ycraHOBsIBa CIIIEHOMETalTHs

- IIpm 2-8% ot manmenture ¢ CVID ce muarHocTHmMpar NpeauMHO B-kieThuHU
Hexomxkunosu mumpomu (HXJT).

B T.4. HayYHHW mny0JMKAIMH OT TMOCJHeIHUTe TMeT TOAUHH H NPUJI0KEHA
oudamorpadcka cnpaBka

How I treat common variable immune deficiency Charlotte Cunningham-Rundlesl July 8,
2010; Blood: 116

AJITOpPHTMHU 32 pexaduanTanus Ha 3a00/15BaAHETO

[Tpn nanuenture ¢ CVID BB3HHMKBAT Hail-uecTO YCIOXKHEHHsS OT CTpaHa Ha JUXaTelHaTa
cuctema — XOBbb, OponxuexkTazna 6osect, 0e101poOHM aOCIIECH U eMITHEeMH, KOUTO Hajlarat
mapajejqHO ¢ TaToreHeTMYyHaTa W CHUMIITOMAaTHUYHA Tepamus [pUiaraHero  Ha
pexabMINTallMOHHM MTPOLEAYPH - TOCTYpAJIEH IPEHaXX U AUXaTelIHa THMHACTUKA.

B T.4. HayYHu nyOJMKAIMH OT TMOCJAeIHUTe MeT TOJAMHU M NPUJIOKEHA
Ondanorpagcka cnpaBka

HeoO0xonumu fgeiiHocTH 32 mnpo@uIaKTHKa Ha 3a00/19BaHETO (AKO TaKuBa ca
NPUJIOKHUMH)

[Tpu Bcrukym nanmenT cbe cbMHeHUE 32 CVID ce u3BbpmIBaT CKpUHUHTOBH HMYHOJIOTUIHH
uscnensanus. [lpy mamMHTH € yCTaHOBEHAa XMIIOTaMarjioOyJIMHEMHs ce MpOBEXIaT
pasMIMpPEeHN CIEIUATM3UpaHd  MMYHOJIOTUYHH W3CIICABAHUS C IeJ TIOTBBbpXKIaBaHE Ha
JIMarHo3ara.

[TpoBexxa ce CKPUHMHTOBO H3CIIEIBAaHE HA CEPYMHH WUMYHOTJIOOYIWHHU TIPU POJICTBEHHIIN
I'bpPBA JIMHUSA Ha MalMEHTHUTE, IIOPAJH YeCTOTO pa3BUTHE Ha Apyr xymopaneH WU/ npu tax. 3a
MOMEHTA IIPH JBIIEPsTa Ha €IWH OT MAlMEHTHTE HU Ce JToKa3a cenekTuBeH UrA nedumut.
[Mpu manmumenture ¢ CVID ce mpoBexaa mpoduiakTHKa Ha BUPYCHHUTE WHQEKIUH TIpe3
€CEHHO-3UMHUS TEpUOJl ¢ MMYHOMOJYJIHUINM Ipernapard, 3a IOJIyyaBaHETO Ha KOUTO ce
13/1aBa MPOTOKOJL.

[Ipensmxkaa ce ga ce MOBUIIM MHPOPMUPAHOCTTA HA OOLIECTBOTO U MEIUIIMHCKATa OOIIHOCT
3a cpmectByBanero Ha [IM]J] u B wactHoct CVID ¢ ornex paspaGoTBaHe Ha mporpama 3a
npoMIAKTUYHO U3CJIEJBaHE HAa HMMYyHHaTa CHCTEMa B pa3IMYHU BB3PACTOBH IMEPHOIH
CBBP3aHU ChC Ch3PSIBAHETO M OCTAPSIBAHETO HA MIMYHHATa CUCTEMA.
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B T.4. HayyHu nyO0JMKAlMH OT MOCJAeJHHTe MeT TOJMHH M NPHJI0KEeHA
onbdanorpagcka cnpaBka

IIpensioxkennsi 3a OpraHu3anusi HA MEIUIHHCKOTO 00CHY:KBAaHE HA MALMEHTHTE W 32
¢uHaHCUpaHe HA CBHOTBETHHTE [AeHHOCTH, CbOOpa3eHH C JeiicTBamiaTa B CTpPaHaTa
HOpPMATHBHA ypenoda

Jleuenuero Ha nmanuentu ¢ gokazanu [N/ - geuna u BB3pacTtHU, ce nokpuBa ot H30K mo
Kinunnuna mbreka, BKIIOYEHA B MakeTa JIEHHOCTH, rapantupaH oT Oromxera Ha H3OK.
AnroputeMbT Ha KII e pa3paboTeH OT rpyma HMMYHOJO3W M I€IUaTpPH, C OIHT B
oOciyxBaHeTo Ha manuentu ¢ [TA]].

JlexapcTBeHH TPOAYKTH 3a V3BBHOOJHUYHOTO 3aMECTHTEIIHO JICYCHHE Ha IAIMCHTHTE C
HACJICJICTBEHU UMYHOQEIUINTH ce ocurypsia mo um3uckBanuss Ha H3OK c mpoTtokonu Ha
KOMHCHUH OT CHEIHATUCTH.

[IpenBmwkaa ce na ce MOBHUITY MH(MOPMHPAHOCTTA HA OOMIECTBOTO M MEIUITMHCKATa OOITHOCT
U J1a ce MOBUIIM BHUMAHUETO Ha MpaBUTENCTBCTBeHU CTPYKTypu U H30K kbM mbpBHUUHUTE
UMYHHH nedunuty 3a chinectByBaHetro Ha [1IM/] u B wactHocT CVID c ornexn pa3paboTBaHe
Ha nporpama 3a NpopUIaKTHYHO U3CEeBaHEe HA UMyHHATa CUCTEMa B Pa3jIMYHU BH3PAcTOBU
MIEPHOIN CBBP3aHU ChC Ch3PSABAHETO U OCTAPSBAHETO HA UMYHHATA CHCTEMA.

Cp3naBaHe Ha KIMHUYHU IPOIEAYpU 3a BUCOKO-CIlenuanusupana nuarHoctuka Ha [TU]], c
MPOABIKUTENIHOCT 12 1mo 24 wvaca, m Ha mo-Hucka 1neHa ot KII. Te Ouxa mnokpumnu
Ja0OpaTOpPHHUTE U3CIEABAaHUS, HEOOXOIMMH 3a TMPOTOKOJIA 3a 3aMECTUTEIHA Tepamus B
M3BBHHOOIHUYHATA TTOMOIIL; MPOCIIEASIBAHETO U O0YYSCHUETO HA MAIIMEHTUTE, KOUTO PEATHO CE
M3BBPIIBAT B OOJTHUYHATA, a HE B U3BBHOOJHUYHATA Cpea.

OnucaHue HAa ONNTA ¢ KOHKPETHH MAIMEHTH ChC CHOTBETHOTO PSIIKO 3afosiBaHe (aKo
UMa TaKbB)

[IbpBusAT B bbiarapus ciaydail Ha manMeHT ¢ OOMKHOBEH MPOMEHJIMB UMYHOJEPHUIUT €
nuarHoctunmpan ot npod. a-p E.Haymosa mpe3 1997 roa. OnutsT Ha exun otY MBAJI
«AJIeKCaHPOBCKa» B JICYEHUETO Ha OOJIHM C 001 BapraOWiIeH UMYyHEH Oellle HaTpymnaH mnpe3
nocneauure 10 rogunu. PeumOypcupaneTo Ha umyHornoOynuHoBute npenapatd ot H30K
npe3 M3MHHAIMTE 2 TOJUHM MHTEH3U(UIMpa NpUIaraHeTo MM M MO3BOJM OLEHKa Ha
e(eKTUBHOCTTA Ha JICYEHUETO MpHU OOJHUTE C TO3U UMyHEeH aeduuut. I[Ipemunanu ca o610
21601HU ¢ pa3nuuHu GOpMH Ha OOMKHOBEH MPOMEHJIUB UMYHEH JI€(UIHT, BKIOUUTEIHO U
HeammiHa xunoramarioOynmuaemusi. bsxa nmpoydenu 10 6omuu (cpenna Bw3pact 33,5 r., 4
MBK€ M 6 K€HHM) AUAarHOCTULMPAHU U IpocieasBaHu B KimHuKa 1Mo KIMHUYHA UMYHOJIOTHUS
3a nepuoj 2002-2014 roxn. Bw3pacTtra Ha u3gBa Ha cumnToMTe Oeme mexay 4 u 39 r., a
JMarHOCTHYHOTO 3a0aBsiHe cpeano 10,8 ron. B knmuHMYHATA M3gBa JOMUHUpPaxa UHOEKIUUTE
Ha JUXarejHaTa CucTeMa, clieZiBaHi OT OpOHXHeKTa3Ha OoJecT u cruieHomeranus. [lpu equn
MAIMEeHT ce Onrca HeMH(EKIMO3HO 3aciaraHe Ha XpaHOCMHJIaTeNTHaTa cuctema. Jleuenuero u
KJIMHAYHOTO TIPOCIIesiBaHe Oerie W3BBPIICHO 3a nepuo oT 18 mecena. [IspBoHavamHO ce
npnoxu 1VIG 3a paznuyen nepuon oT BpeMe B 3aBUCUMOCT OT UMYHHHUSI OTTOBOP U YeCTOTaTa
Ha WHQEKIHO3HUTE YCIOXHEHHs. B mocienctBue 7 manueHTa MpeMUHAaxa Ha MOJKOXHA
¢dopma Ha npuinoxenue, a 1 mamment ot SCIG mpumuna xpMm IVIG. Jlozata Ha doBewmku
MMYHOTJIOOYJIMH NP pa3iNyHUTE MAallMeHTU Oelle CTPOro MHAMBUAYaI3UpaHa C Bapualluu
mexay 400 u 780 mr/kr. ITo Bpeme Ha JIeYeHUETO ce OTUeTe MOBUIIABAHE CPETHOTO HUBO HA
Url" or 0,6 no 7,3 r/n. Cpenuusat Opoit MHPEKIUU HA manueHT Hamansxa ot 10,3 Ha 2,1.
Cpennara roguiiHa ynotpeda Ha aHTUOMOTHIM Oelte penynupana ot 8,5 Ha 2,3 npuema. [lpu
I0JIOBUHATa OOJHM TpaliHO ce HeraTMBUpa MHUKPOOMOJIOTMYHATa HAXOJKa B 3aCErHaTHTE
OpraHy, KaTo ChIIEBPEMEHO ce MOJ00pH M TerjaoBus npupacT. ChIIECTBEHH W3BOAU OT TOBA
IIpOyYBaHE coYaT, Y€ KJIMHUYHUAT OTTOBOP HE BUHArW Kopenupame ¢ HuBoto Ha Url" n/nnu




WHIMBUyaJIHATa J03a Ha mpenapaTtute. [10IKOXXHOTO MPHIIOKEHHE HA MMYHOTJIOOYJTHHHUTE
JEMOHCTpHpa TO-100p0 TOJIEpHpaHE W TEHICHIUS 3a IM0-100pa KIWHUYHA e()EeKTHBHOCT B
CpaBHEHHE C WHTPABCHO3HWs ITbT HA alUIMKalWsA. belre ycTaHOBEHO, 4Ye ONpeeisTHETO Ha
HHAUBUAYATHUTC JO3U U YCIICXBT OT TCPAIIUATA 3aBUCAT OT CIICAHUTC (baKTOpI/II KIIMHUYHOTO
CBbCTOSIHHE Ha TmaiueHta, HUBoTo HO Url, dvectorata Ha WHQEKIHMHTE, TEXKECTTa Ha
I/IH(l)eKL[I/II/ITC, Ka4ueCTBOTO Ha KUBOT U C'bI[GﬁCTBHCTO OT CTpaHa Ha MAUCHTHUTC.




