NHOOPMALIUA 3A:

HaunmeHoBaHMe HA 3200JIABAHETO

Hedamunna xunoramarnooynumemus (OOMKHOBEHA MPOMEHIIMBA araMmarjio0yTMHEMHUs)

Onpenesienne Ha 3200J11BAHETO

OOuKHOBeHaTa TNPOMEHJIMBA aramaryioOylIMHEeMHs Craja KbM XETeporeHHara rpyma oT
3a0onsBanuss Ha OOmmAT BapuaObwieH wuMyHeH Jjedurmur (common  variable
immunodeficiency unmu CVID). ToBa € mbpBHUYECH UMYHEH JACPUIUT, XapaKTepU3UpaIl ce ¢
XUMOramMarjio0yaIuHeMHsl OT HEU3BECTEH MPOM3XOJ U Bapupall UMYHOJIOTHYEH U KIMHUYEH
¢enorun. Haif-yectute CUMOTOMH ca OCTPU, PEHUIMBUPALIM W HEPSAKO XPOHUYHHU
uH(peKIuK, 3acsaraiuy OCHOBHO JAMXaTellHaTa U XpaHocMmuiaTesnHa cucremu. OcBeH
MH(EKIMO3HATa MATOJIOTHsA, MAMEHTUTE ca C MOBHUIIEH PUCK OT Pa3BUTHE HAa aBTOMMYHHTET
U 3JI0Ka4yeCTBEHM 3a0OJsiBaHUS. 3acerHaTd ca €JHAKBO U JBara Mosa. Bobhnpeku, ue He
CBIIIECTBYBAT TOUYHM JaHHU 3a YECTOTaTa Ha 3a00JsBaHETO, ce Mpuema, e Ts Bapupa ot 1:10
000 mo 1:50 000 xaTo Ha TO3M €Tam ce MpUeMa, Y€ TOBA € HAM-4eCTUAT MbPBUYEH UMYHEH
nepUInT, U3UCKBAI METUIIMHCKH TPYKH. [IbpBUTE CUMIITOME ce TIPOSIBSBAT Ciell 2 TOAHIITHA
BB3pacT. B ocHOBara Ha mocTaBsHE Ha JMArHo3ara € 3HAYUTEIHOTO MOHM)KaBaHEe HUBOTO Ha
Url" u Ha MOHE euH OT OCTAaHAJIUTE JBAa OCHOBHM MUMYHOINoOynnHOBH kiaca (UrA u UrM),
KarTo B CBHIIOTO BpeME ce M3KIYBAT JpYyrH SCHO JAepUHMpAaHU MPUYHHH 32
xunoramariooynuHemusi. JlONBJIHUTENHM JMAarHOCTUYHM KPUTEpUM ca JUIcara Ha
M30XEeMarTyTHHUHH u/unm JIUTICBAIILL cnenupuieH aHTUTeHEH aHTUTENCH
otroBop.Ycranoenure npu CVID myranmuu xaro te3m B renute ICOS, TACI, BAFF-R,
CD19, CD20 u CD81 ca Hamepenu ensa nipu 15% ot nauueHTure, Kato npu ocrasanure 85%
ce Ipearnosara y4acTueTo Ha JIpyru reHeTuuHu cucreMu.llpes nmocnenHuTe roquHu yCUieHo
ce Ipoyd4BaT MaTOr€HETHMYHHUTE MEXaHW3MH, 3aJleTHAIM B OCHOBaTa Ha passutue Ha CVID.
Onucanu ca peauna GEHOTUITHU U (PYHKIMOHAHN HApYIICHUs KaKTO B CIEU(UYHMS TaKa U
B Hecnenu@uuHus/ BbB BPOJCHUS IbPBUYHUS UMYHEH OTTOBOpP, HO TSAXHATa pPa3HOPOAHA
CBIIHOCT NpPHU pa3IMYHUTE MAIMEHTH, KaKTO WU JIMIcCaTa Ha CPABHUTEIHU U KOMOWHHUpaHU
aHAJM3U TpU M3CJIEJBAaHUTE TPYNHU 3aTPyIHSABA 3HAYUTENHO JAe(PUHUPAHETO HA BCHUKHU
BB3MOKHH HMyHONatoreHeTnuHu meTumma. llpm mnammenture ¢ CVID ce mnposexna
MMYHO3aMECTUTEIHA Tepalusi C UHTPABEHO3EeH WIN CyOKyTaHeH MMYyHOrino0ynuH. [IpakTuka
€ UHTPaBEHO3HOTO MPUIIOKEHHE Ja ce 3amoyBa B 1032 400 Mr/Kr/MecedHo, KaTo B Ha4ajioTo
Ha TepanusTa ce MH(QY3UpaT HAKOJIKO IONBJIHUTEIHHM JI03U C LNl MO0-Obp30 MOBHUILABAHE
HuBoro Ha Wrl. HeoOxommMo € H3BECTHO BpeMe 3a HACUIIaHE Ha EKCTPaBa3aIHOTO
IIPOCTPAHCTBO, OpaIu KoeTo HUBOTO Ha Url" ce oleHsiBa Ha TpeTus Mecel] OT 3aro4YBaHe Ha
TepanusiTa M TpU HEOOXOAMMOCT Jjo3ara ce koperupa. IIpu mnanmmMeHTH ¢ XPOHUYHHU
6e10poOHN YCIIO)KHEHHSI, BACKYJIUTH, PEBMATOJOIMYHH YCIOXXHEHHS, XpPOHHYHA JUapus,
MIPOTEUH T'y0Oela eHTeponaTus Wik HeHallaBaHe Ha TerJI0 MOe Ja € Heo0Xo1uMa Mo-BHCOKa
no3a (800 — 1000 mr/kr/mecer) 3a KOHTposl Ha OojecTHuTe M3siBU. Karo anrepHartuBa Ha
MHTPABEHO3HUTE Tpernaparu ca pa3paboTeHu mpenaparu 3a noakoxHo mnpuiokerue (SCIG).
[IpoyuBanus, cpaBHsBallM e(eKkTa OT MHTpPAaBEHO3Ha M CYOKyTaHHa HMMYHOIJIOOYJIMHOBA
Tepamnusi, MOKa3BaT €KBHUBAJEHTHA €(UKAaCHOCT MO OTHOILIEHUE YecToTaTra Ha MH(MEKIUUTE.
[ToKO’)KHOTO TPUIIOKEHWE HA MMYHOTJIOOYJIMHUTE JEMOHCTpUpa IMO-A00pO ToJepUpaHe U
TEHJCHIMS 3a M0-100pa KIMHMYHA €(EeKTUBHOCT B CpaBHEHHE C WHTPABEHO3HUS BT Ha
aruikanusi. OnpenensHeTo Ha MHAMBHUAYAIHUTE 03U U YCIEXBT OT TepalusaTa 3aBUCAT OT
cieHuTe (aKTOpPH: KIMHUYHOTO ChCTOSHUE Ha MaiueHTta, HUBoTto HO WUrl, uectorara Ha
nH(pEeKIUNUTe, TeKECTTa Ha NHPEKINUTE, KAYUeCTBOTO Ha KUBOT U CHICHCTBUETO OT CTpaHa Ha
naruentute. [Ipy nanuHTHUTe, NPH HAJIMYKE HAa YECTO PELUANBUPAIIN BUPYCHU HHPEKIUH CU
BKJIIOYUBA UMYHOMOAYJIHpala Tepanus ¢ M3onpruHo3uH no cxema. 3anoyBa ce ¢ HayalaHa J03a
50 MI/KT/H, KOATO ce peAylHpa MOCTENEHHO B paMKUTE Ha IEPHOJ] OT TPH MECela.




Yerupunudpen koa Ha 3adoasipaiero no MKb-10 (axo TakbB e HaJlu4eH)

D80.1

Kox Ha 3a60asBanero no Orpha code

ORPHA1572

Enunemuosiornynu 1anHu 3a 3adojsiBaiero B Penyoimnka bbarapus

IIpe3 2006 rox. B YMBAJI “AnekcanapoBcka” € CH3AaJCH HAIMOHAJIEH PErucTbp Ha
MAUEHTUTE C MbPBUYHU UMYHHU Ae@uuuTu. ToBa MO3BOJIsIBA KAKTO ChbOMpPAHETO HA JAHHU
3a yecrotara Ha [IM]] B crpaHara, Taka U1 MOHUTOpPUPAHE Ha CHCTOSHMUETO Ha OosiHHUTE. B
MOMEHTa OOIMAT OpoW Ha pEerucTpupaHuTe ManueHTH HaOposBa 164 yoeka. OT Tax 21
MaryeHTa ca ¢ OOMKHOBEH MPOMEHIIMB UMYHOACPUIUT, KaTo 4 OT TAX ca JUArHOCTHIIMPAHU
npe3 2015 ron. B Kinunuka no kimHu4Ha umyHosorust Osxa mpoydenu 10 GomHu (cpenHa
BB3pacT 33,5 1., 4 MBKe U 6 KCHH) NUArHOCTUIIMPAHU M TpociieasBanu 3a nepuoaa 2002-
2014 ron. Be3pactra Ha u3gBa Ha cuMmnromTe Oemie Mexay 4 u 39 r., a JMArHOCTHYHOTO
3abaBsiHe cpenno 10,8 ron. B ximHMYHATA M3siBa TOMHHMpaxa MHPEKIUUTE HA JUXaTelTHATa
CUCTEeMa, CJIe/IBaHU OT OpoHXHEeKTa3Ha OonecT M cruieHomeranus. [Ipu eauH manueHT ce
ornurca HeMH(EKIMO3HO 3acsiraHe Ha XpaHOCMUIIAaTeNHATa cucTeMa. 11o Bpeme Ha JIe4eHUeTo
ce oTuyeTe noBHInaBane cpeaHoto HUBO Ha Url ot 0,6 1o 7,3 r/n. Cpeanusrt Opoii HHpeKIuu
Ha nanueHT Hamassxa ot 10,3 Ha 2,1. Cpegnara roguiiHa ynorpeda Ha aHTHOMOTHUIIU Oeliie
peaymupana ot 8,5 na 2,3 mpuema. [Ipu mnonoBuHaTa OOTHM TpailHO ce HEraTUBHpa
MHUKPOOHOJIOTHYHATA HAXOJKa B 3aCErHATUTE OpPraHW, KaTO CHIIEBPEMEHO c€ MOA00pH H
TETJIOBUS IPUPACT.

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

CH. Muxaiinosa, H. I'emiea, C. JlecuukoBa, M. banesa, A. TemenkoB u E. Haymosa.
Knuanuna xapakTepucTHKa W JICYEHHE Ha TMAlMeHTH C OO0l BapuaOWUieH UMYHEH
nepuut B YMBAJL ,, AnekcanapoBcka®. Menununcku nperien, 51, 2015, Ne6, ctp.
38-46.

Enunemnos1ornyHu 1aHHU 3a 3a00/sBaHeTo B EBponeiickus ¢b103

Brrpeku, ye He chllecTBYBAaT TOUHU JJAHHU 3a YeCTOTaTa Ha 3a00JsBaHETO, Cce MpUeMa, 4e TS
Bapupa ot 1:10 000 go 1:50 000 xaro Ha TO3M eram ce€ MpHUEMa, Y€ TOBA € Hal-4eCTHUAT
II'bPBUYEH UMYHEH JAe(UIINT, N3UCKBAIl MEIULIMHCKU IpiKu. [laHHM 3a 3a0059BaHETO Cpel
HaceneHuero B EBpomelickus cbio3 ¢urypupar B 6azara gannu Ha ESID. OuakBan Opoi
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 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

Onenka Ha CbOTBETCTBHETO Ha 3a200/1BaHeTO ¢ JeUHULIMATA 32 PAAKO 3200/151BaHe
cbriaacHo § 1, 1. 42 or fonbJAHUTEIHHUTE pa3nopeadn Ha 3aKoHA 32 31PaBeTo

3abonsiBaHETO CHOTBETCTBA Ha JajieHaTa B 3aKOHAa 3a 37paBeTo JAePUHHUIIUS 3a PAIKO
3a001sBaHe, a UMEHHO pasnpocTtpanerue moa 5:10 000 mymm cpen HaceneHueto Ha EC,
BKJIIFOUUTCIIHO U B BI,nrame.




Kpurepumn 3a nuarHocTuuupane Ha 3a00/11BaHETO

CrhlecTByBaT KIMHUYHHA KPUTEpUHU 3a mocTaBsiHe Ha quarHo3a CVID, pesusupanu ot ESID
npe3 2014 roauHa BKIIOYBAIIH:
Haii-mManko eqHO OT CJIETHUTE YCIOBHUSL:
e [loBunieHa Bb3NPUEMUYHBOCT KbM UHPEKIUN
e ABTOMMYHHU IPOSIBU
e ['panynomaro3nu 3a00ysBaHUs
e HeoOscHrMa nonaukiIoHaATHA JTUuMdornpomdeparus
e 3acerHar 4ieH Ha CEMEICTBOTO C aHTUTENIEH AePUIUT
e 3HAUMTEIHO MOHMXKEHO HUBO Ha Url" 1 3HAUNTEIHO MOHMKEHO HUBO Ha UTA, ¢
i 6e3 MOHMKEHO CEpyMHO HUBO HO IrM (M3MepeHo Haii-MaJIko ABYKpAaTHO;
<2SD oT HOpMaTHOTO HUBO 3a CHOTBETHATA BH3PACT;
U none eaHO OT ClieIHUTE YCIOBUSA:
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 3kiroyBaHe Ha BCHUYKM BTOPUYHHM MPUYMHHM 32 XHUIIOTaMarjioOyJIMHEMHs,
JUIICa HAa JAaHHU 32 TeXBK T KIeTbueH Ae(PUIUT U MOCTAaBSHE HA AUAarHo3aTa
cJie]l YETUPH TOJIMIIIHA Bb3PacT

OOmusaT BapuabmiieH uMyHeH nedunut (common variable immunodeficiency nmu CVID)
BKJIIOYBA TIpyla OT XETEepPOreHHH CBhCTOSHUS, OOEJUHEHHW OT HapylleHa NPOAYKLIHsS Ha
MMYHOTJIOOYJIMHY ¥ MPOTEKTHUBHH aHTHTENA (1e()eKTEeH aHTUTSIIOB OTTOBOP CJIe/l BAKCHHAIINH
C MMPOTEMHOBHU U TMOJM3axXapuIHU BAKCHHH), KOETO Hali—4eCcTo, HO He BUHATH ce MaHu(ecTupa
C peKypeHTHH OakTepuasHu WHQeKy. Hal-uecThuTe CUMNITOMH Cca OCTPH, PEIHIUBUPAIIN
MHQEKIUK, 3acAralld OCHOBHO JMXaTelHaTa M XpaHocMuiarenHa cucreMu. OcBeH
WHQEKIMO3HATA MTATOJIOTHSA, MAMEHTUTE Ca C TIOBUIICH PUCK OT Pa3BUTHE HA aBTOMMYHUTET
U 3JI0KaYeCTBEHM 3a00jsiBaHMA. 32 MOMEHTa TOYHATa MaTOreHe3a Ha 3a00JsIBaHETO HE €
u3BecTHa. CumuTa ce, 4e OCHOBHUAT AEPEKT € B KbCHaTa B-kieTbuHa audepeHunanus, HO
npupojara My € HesicHa. [Ipu yacT oT O0JIHUTE MMa 3HAYUTETHO HaMalleHHe Ha MPOAYKLUsATa
Ha BUCOKOA(Q)MHUTETHU @HTHUTENA, IOPAIy HApylIIeHHE B COMAaTHYHUTE XUIEPMYTAIHH, KaToO
TakoBa € ycTaHoBeHO B 77% ot Oomuute ¢ CVID c¢ uectu Texku wuHpEKIUH Ha
pecrupaTopHusi TpakT. B HOMbIIHEHHE HUBOTO Ha MYTAllUUTE B JIGKUTE BEPUTH € JAUPEKTHO
CBBP3aHO ¢ OTHOCUTENHUS Opoit nameroBu B kietku npu CVID GonHuTe 1 MOXe /1a ce cuere
KaTo TPOTHOCTHYEH (aKkTop 3a pecnupaTopHUTE ycinokHeHus. OCBeH HapylICHHsATa B
mrdepeHnranusaTa Ha B KieTkuTe M HapynieHata mpoayKIUs Ha UMYHOTJIOOYJIHMHH, TTPH TE3U
MAIMEeHTH ca ONMCaHMU U peiuia Ipyru AedeKkTu B CTpYKTypUTe U (YHKLHUATA Ha UMyHHATa
cucrema. Pomsita Ha T-kieTpuHHTE CyOmomynaniy B MEXaHHU3MHUTE Ha pa3BUTHE Ha
3a00JIsIBAHETO € MO0-CJIabo MPOyYeHa KaTo Ha TO3M €Tall ChIECTBYBA CEPUO3HO OCHOBAHUE /1A
ce mpenrosara, 4e Te Ouxa MOTJH J1a UMaT KiodoBa (yHKIus B HapymeHusita npu CVID.
Bwnpeku ue, noseuero ciaydyan Ha CVID ca cnopaguunu e ycranoBeHo, ue B okono 10-20%
nMa (pammtHOCT, Kato B okojio 80% OT cirydauTe cTaBa BBIPOC 32 aBTO30MHO JOMHHAHTHO
yHaclesBaHe.

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

AJIFOpI/ITMI/I 34 JMAarHoCTUIIMpaHe Ha 3200/11BAHETO

ChblllecTBYBa YTBBPJAEH aaropuThM 3a auarHocThka Ha manuentd ¢ CVID (JIaboparopHo
JMAarHOCTHYCH aJTrOPUThM 3a JIOKa3BaHe Ha MbpBHYHK wuMyHHH nedunuta ([TUI)),
pa3paboreH Ha 6a3a Ha eBporeiickuTe u cBeroBHH npenopbku ( ESID u PAGID)
Ha Bcuukm O00nMHM C OOMKHOBEH MPOMEHJIMB HMMYHOAEC(UT c€ MPOBEXKAAT CIECTHHUTE
W3CIICIBAHUS:
1. KnuHu4Ha oOmneHka - CHEMaHe Ha aHaMHe3a, BKI. (aMuiHa aHamMHe3a W (PU3UKAITHO
U3CIIeIBaHEe
2. CrienupuHI UIMYHOJIOTUYHH U3CIICIBAHHS:

e OreHka Ha XyMOpaJieH UMYHEH OTTOBOD

-KOJIMYECTBEHO
-(YHKIIMOHAIHO

¢ OreHka Ha KJIEThYeH UMYHEH OTTOBOP

- HmyHodeHoTunm3upane Ha JIUMQOIUTHH MOIYJIAIUN

- OYHKIWOHAIHH U3CIICABAHUS
3. KimHuko-1abopaTopHu M3CIeIBaHUS - HA BCUYKH OOJIHM C€ M3CIEIBaT ITbJIHA KPbBHA
kaptuHa ¢ JIKK, o0m GenThk, alOyMuH, YepHOAPOOHH EH3MMH, OCTaThUHO-a30THH Tea,
AKP, But ]|
4. MUKpOOHOJIOTHYHO HU3CJIeIBaHe Ha CEKpeTH (IbpJieH, HOCEH, Xpauka, (erec)
5. dyHKIMOHATHO H3cieaBane Ha auiraneto (OUT)
6. OOpa3uu wm3cneaBanus - Ro rpadus Ha TphIAEH KOII, YIATPa3BYKOBO H3CIEBaHE Ha
KOpPEeMHH OpraHH, rnpu nokazanus KAT Ha kopeM u/uiau rpbeH KOl
JlmarHoza ce mocTtaBs Ha 0a3a W3MBIHEHW YTBBPACHU MEXKIYHAPOAHH KIMHUYHU U
naboparopuu kputepuu. B JI/] ce B3uMar B chOOpakeHHE BCHUKU HMMYHOIS(HUIIUTH C
HapyllleHHe B MMYHOTJIOOynuHOBata cuHTe3a. B okomo 10-20% wuma damuiiHOCT, KaTo B
okoio 80% OT ciaydyauTe craBa BBIIPOC 3a aBTO30MHO JIOMMHAHTHO yHacielsBaHe, 0e3 110
MOMEHTA J]a € YCTAaHOBEH MO JICKAIIHSI TeHETHIEH 1e(eKT.

B T.4. HayYHu nyO0JMKAIMH OT MOCJAeIHUTe MeT TOAMHU M NPUJIOKEeHA
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

AJITOPUTMH 32 JieueHHe Ha 3200/I1BAHETO

OOumsaT BapuaOWiieH MMyHEH AeQUIUT BKIIOYBA XETEPOTeHHA Ipyna oT 3a00JsBaHUSA C
pasnuyHa MaToreHe3a. BbIpekn pasiInyHUTE MMYHOJIOTMYHM MEXAHU3MU IPU OTICIIHUTE
3a00JsIBaHMs KJIMHUYHATA U34Ba CE OMpEeNs OT HAJIMYHATa XUIIOTaMarjo0yIMHEMUs], YHETO
JIeUeHHE € UIMYHO3aMECTHTEIHA TepaIusl.
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Jleuennero Ha INaIMUEHTUTE C CVID ce OCBIIECTBABA B CBHOTBETCBHUEC C IIPCIIOPBKUTE HaA
European Society for Immunodeficiencies (ESID) wu Pan-American Group for
Immunodeficiency (PAGID).

Paspaborenute B YMBAJI ,,Anekcanaposcka* EAJl, Codus anroputmu (AIropuTbM 3a
JICUCHUC HAa II'bPBHUYHHU HMMYHHH ,Z[e(l)I/II_II/ITI/I; AJ'IFOpI/IT’BM 3a IPOBCKIAHEC Ha 3aMCCTUTCIIHA
Tepanus NPy MbPBUYHH UMYHOAC(DUIIUTH) ca ChOOPA3eHU C MEKIYHAPOJIHUTE U3UCKBAHUSL.
[Ipy BcHYKHM MAaMEHTH ¢ OOMKHOBEH NMPOMEHJIMB MMYHOJCHUIIMT C€ MPOBEXIA peryisapHa
HMYHO3aMCCTUTCIIHA TCpalusa ¢ YOBCIIKU FaMaFJIO6yJII/IH. I[03aTa 1 4yecToTaTra Ha BJIMBAaHUATA
CC OIIPEACIIAT OT HUBATA HAa CCPYMHUA Url" 1 K ITMHUYHOTO CHCTOSTHHE Ha nanmueHTa. HGJ'II/I CC
JIOCTHTAaHE W TOJIbpkaHe HUBO Ha cepymeH Url™ >6 rp/m. Ilpu ToBa HUBO ce permcrpupa
CTATUCTUYCCKHU I10 — HHUCKA 4E€CTOTa Ha I/IH(beKI_lI/II/ITe IIpu TE3U MAOMUCHTH, C HAaMAJIIBAHC Ha
6p0$[ XOoCIIMTaJIn3almu 3a ToAWMHaA H 6pOI71 IIpOoJIC)KaHU JICTJIOAHH. HpI/IJ'IO)KeHI/ICTO Ha
WHTPABEHO3HUTE UMYHOTJIOOYJIMHOBH TIpeniapaTH Kpue U U3BECTHU puckoBe. Habmronasar ce
TPpHU KaTCTOPHU PHUCK — He3abaBHA aJICpruida p€akuuAa, pC€aKuus HAKOJIKO HYaca CICq I/IHCI)YSI/I}I,
KaKTO M PUCK OT TpaHC(y3us Ha MH()EKIIMO3HH areHTH.

Z[OH’LJIHI/ITGJ'IHa CUMIITOMAaTH4YHa TCpaliuid 1 HpO(bI/IJ'IaKTI/IKa CC IIPOBECKIa C aHTI/I6aKTepI/IaHHI/I,
AHTUMHUKOTHYHU, HpO6I/IOTI/IIII/I,BI/ITaMI/IHOTepaHI/Iﬂ u ap MCIUKAaMCHTH.

B T.4. HayYHW mny0JMKAIMH OT TMOCJeIHUTe 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.
How I treat common variable immune deficiency Charlotte Cunningham-Rundlesl July 8,
2010; Blood: 116

AJITOPUTMH 32 MpocJeasiBaHe HA 3200/151BAHETO

Bceexn mamment ¢ CVID ce mpocrnensBa perysisipHo, BbB BpB3Ka C HETOBOTO KIMHHYHO
CbCTOSIHHE, HACTBIIWIM YCIOXKHEHUs U e(eKTa OT MpujiaraHara Tepanus
IIpocnensiBaHeTo BKIIIOYBA:
e OueHka KIMHUYHOTO CHCTOSIHME Ha MALMEHTUTE — HajJuuue Ha HHpekuuy,
nepugepHa 1uMpageHoOMeranus, XenarocnaeHoMeranus
e lIMyHoONIOrMYHY U3CTIEIBAHNUS:
- u3clelBaHE Ha cepyMHOTO HUBO Ha WUrl- exemeceuHo, ¢ 1€l ONTHMMM3UpPAHE Ha
MMYHO3aMECTUTEHATA TEPAIUs
- U3CJIe/BaHE CEpYMHUTE HUBAaTa Ha OCTAHAIMTE HMMYHOIVIOOYIMHOBU KiacoBe- UrA,
UrM, UrE
- U3CIe/BaHE Ha KJIEThYeH UMYHUTET- UMYHO()EHOTHUIH3UPAHE HA TUM(OILUTH
® [pOBEXJaHE HAa KOHTpoJHU JabopatopHu u3cneaBanus — [IKK u 6moxumus, ¢ men
PaHHO MAarHOCTUIMPAaHE HA HACTBIWIN YCIOKHEHHUS U NPEBEHLUS HA CTPAHUUHUTE
edeKTH OT MpHJIaTaHUTE MEAUKAMEHTH
e Ilpm mokazaHus ce U3BBPWIBAT W Jp. (QYHKIUOHATHH M HHCTPYMEHTAIHH
n3ciaenpanusa- U, KAT, ®I'C,OKC
e KoHcydTanus ¢ Apyru CHenuaIuCcTU- MyJIMOJIO3U, FaCTPOCHTEPOIIO3H, XEMATOJI03U U
Jp. IpU HEOOXOMMOCT, BBB Bpbh3Ka C Hali-4eCTUTE YCIOKHEHHUS Ha OojecTTa.
Ha 6azata Ha mojyyeHUTe KIMHHUKO-TA0OpPATOpPHU pe3yiATaTH Cce ONTUMHU3Mpa J03ara Ha
MMYHO3aMECTUTEIHNS MeMKaMeHT. M31aBa ce mpoTOKOJI 3a IPOABIKABAHE HA TEpanusaTa
[Tpu nmarmmentute ¢ CVID morar na ce pa3BUBAaT CIICAHNATE YCIOKHEHHS:
- benoapoOnu ycnoxHeHUs, BKJIIOYBAIIKM OpOHXHUEKTa3Ha Ooject, adciecu, 1uMdonieH
MHTEPCTULINAJIEH THEBMOHUT
- ABTOMMYHHHUTE NPOSBU Ca C Pa3IMYHA YECTOTA CPEJ Pa3IMYHUTE NOIMYJIAlH, KOETO
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mpeJroiara pa3inyeH reHeTuyeH TepeH. Mma HiIkou 1oKa3arencTBa, ye MOo-4ecTo ce
MposIBSIBAT MPHU IMALMEHTU C pPaHHA u3sBa Ha Oonecrra. Haili-yecrara aBTOMMYyHHa
MposiBa € HHUTOINEeHHUATa B 0KOoio 5-8% ot marmuentute ¢ CVID u e mpencraBeHa
OpPeIMMHO OT  HWAWONATHYHA  TPOMOOIMTONCHWYHA MypHypa, AaBTOMMYHHA
XEMOJUTHYHA aHEMHUSI U 3HAYUTEIIHO MO-PSIIKO OT aBTOMMYHHA HEYTPOIECHUSI.

- MYJITHCHCTEMHA rpaHyjoMa

- TacTpPOMHTECTUHAJIHH NposiBU (HeoOscHMMa eHTepomnaTus). OKOJIO MOJOBUHATA OT
OOJHHUTE MPUTEKABAT XUCTOJOTUYHA KapTHHA, HAMOAOOSBAIIA Ta3u MPH IbOJIUAKHSL.
[Ipu yacT oT TAX ce ycraHoBsABAaT rpanyinomu. B okoio 20% ce nabmtoiaBa HolyIapHa
mumbonaHa xunepruiasus, a B okoino 30% Bb3ManuTeNHU 4YpeBHU 3abonsBaHus. B
oko0110 30% ot 6omauTe ¢ CVID ce ycraHOBsIBa CIIeHOMETalTs

- Ilpu 2-8% or nmauumentute ¢ CVID ce muarnoctunmpar mnpenuMHo B-kierbunu
Hexomxkkunosu mumbomu (HXIT).

B T.4. HaydyHum ny0JuMKanUM OT TMOCJEIHUTE TMeT TIOAUHU U TPHJIOKEeHa
oubauorpadcka cnpaBka
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AJITOPHTMH 32 pexaduJnTanus Ha 3a00/15BaHETO

[Mpu nmamuentute ¢ CVID BB3HMKBAT HaW-4eCTO YCIOXKHEHHS OT CTpaHa Ha JUXaTeHATa
cucrema — XOBbb, 6ponxuekrazna 6osect, 6e10apoOHN adciecH U eMITUEMH, KOUTO Hajiarat
napajgeqHO ¢ [ATOrCHeTHYHAaTa M CHMIITOMAaTHYHA Tepamus  NpPUIAraHeTo  Ha
pexa6I/IJII/ITaLII/IOHHI/I npoucaAypu - NOCTypaJICH APCHAXK U ANXATCIIHA TMMHACTHUKaA.

B T.4. HayYHW mny0JMKAIMH OT TOCJIeIHATe TeT TOAHHU H NPUJI0KEHA
oudamorpadcka cnpaBka

HeoOxonumu fgeiiHocTH 32 mnpogmIaKTHKa Ha 3a00/1BaHeTO (AKO TaKuBa ca
NPHJI0KHMH)

ITpu Bcuuku nanueHTH cbe cbMHeHue 3a CVID ce u3BbpuIBaT CKPUHUHIOBH UMYHOJIOTUYHH
nzcnenBanus. Ilpw DanuMHTH € yCTaHOBEHA XMIIOraMmarjioOyJIMHEMMsI C€ IPOBEXKIAT
pa3IIMpeHy CIHEeLUaTU3upaHd  HMMYHOJIOTUYHM M3CIIEABAHUS C LeJ MOTBBbpXKJIaBaHE Ha
JMarHo3ara.

[IpoBexxa ce CKpUMHMHIOBO H3CIIE[BAaHE HA CEPYMHU HUMYHOIVIOOYJIMHHU MPU POACTBEHHULN
II'bpBa JINHUS Ha MalMEHTHUTE, TOPaJy YECTOTO pa3BUTHE Ha apyr xymopaineH U]l npu 1ax. 3a
MOMEHTA IPH JbLIEPsATA Ha €IMH OT MAaLMEeHTUTE HU ce JJoKa3a cenekTuBeH UrA nedunurt.
[Mpu mamumenture ¢ CVID ce mpoBexxaa mpoduiakTHKa Ha BUPYCHHUTE WHQEKIUH TIpe3
€CEHHO-3UMHUS TEpPUOJl ¢ MMYHOMOIYJUINM TIpernapard, 3a IOJIy4aBaHETO Ha KOUTO ce
13/1aBa MPOTOKOJL.

[Ipensmxaa ce ga ce MOBUIIM MHPOPMUPAHOCTTA HA OOLIECTBOTO U MEIUIIMHCKATa OOIIHOCT
3a chirectByBaneTo Ha IIWMJ] n B wactHoct CVID ¢ ornex pa3paboTBaHe Ha mporpaMa 3a
npodUIAKTUYHO U3CJIEJBAaHE HAa MMYyHHaTa CHCTEMa B pa3jIMYHU BB3PACTOBU IEPHOAM
CBBP3aHH ChC Ch3PSIBAHETO M OCTapSABAHETO HA HMYHHATa CUCTEMA.

B T.4. HayyHum ny0JuMKalUM OT TNOCJEeJHUTEe MeT TOAUHH H TMPUWIOKEHA
Oubauorpadcka cnpaBka

IIpenJioxkeHnst 3a OpraHu3alusi HA MEJUIHMHCKOTO 00CJHYKBAaHE HAa NMALMEHTHTE M 32
(puHaHCHMpaHe Ha CBOTBETHHTE [CHHOCTH, ChLOOpa3eHH ¢ JelcTBallaTa B CTPAaHATA
HOpPMaTHBHA ypenda

Jleuenuero Ha nauueHTH ¢ Aokasanu I/l - neua u Bb3pactHH, ce nokpusBa or H30K no
Knuanuna mpTeka, BKIIOYEHA B TMakKeTa JIEHHOCTH, TapaHTupaH oT Oromkera Ha H3OK.
AnropureMbT Ha KII e pa3paboTeH oT rpyna HMMYHONO3UW U TEIUATPU, C ONUT B
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obcmyxBaHeTo Ha nanuentu ¢ [TH/].

JlekapcTBeHH MPOMYKTH 32 VI3BHLHOOTHHMYHOTO 3aMECTUTEIIHO JICUCHHE Ha TAI[MCHTHUTE C
HACJIEICTBEHU UMYHOQEIUIMTH ce ocurypsiBa mo usuckBanus Ha H3OK c mpoTtokonu Ha
KOMHCHH OT CHEIIHATUCTH.

[IpenBuxaa ce na ce MOBUIIU WH(DOPMHpPAHOCTTA HA OOIIECTBOTO M MEAUIIMHCKATa OOIIHOCT
Y J1a ce MOBUIIIM BHUMAHUETO Ha MPaBUTEICTBCTBeHU CTPYKTYypu 1 H30K kbM mbpBUUHUTE
UMyHHU aedunuty 3a chiiectByBaHeTo Ha [IM]J] u B wactHoct CVID ¢ ornen paspaboTrBane
Ha mporpama 3a MpoPUIAKTHYHO U3CIIeBAaHe HA UMYHHATa CHCTEMa B PAa3JIMYHU BH3PACTOBU
MIEPUON CBBbP3aHU ChC Ch3PSABAHETO U OCTAPSIBAHETO HA UMYHHATa CUCTEMA.

Cp3naBaHe Ha KIMHUYHU IPOIEAYpU 3a BUCOKO-CIlenuanu3upana nuarHoctuka Ha [TNU]], ¢
NpOABIKUTENIHOCT 12 1m0 24 yaca, m Ha mo-Hucka neHa ot KII. Te Ouxa nokpuiu
nabopaTopHUTE H3CIIEABaHUS, HEOOXOAMMH 3a IPOTOKOJIa 3a 3aMECTHTeNHA Tepamnus B
M3BBHHOOIHUYHATA TTOMOIIL; MPOCIIEASBAHETO U O0YYCHUETO Ha MAIIMEHTUTE, KOUTO PEATHO CE
W3BBPIIBAT B OOJIHUYHATA, @ HE B M3BbHOOJIIHUYHATA CPEJa.

OnucaHue HAa ONNUTA ¢ KOHKPETHH MAIMEHTH ChC CHOTBETHOTO PSIIKO 3afossiBaHe (aKo
UMa TaKbB)

[IbpBusAT B bbirapus ciaydail Ha HalMEeHT ¢ OOMKHOBEH MPOMEHJIMB HUMYHOJIE(DUIUT €
muarHocTunupan ot npod. n-p E.Haymosa npe3 1997 roa. Onutst Ha ekumna ot Kimauka no
KIMHUYHA uUMyHojorus kbM YMBAJI «AnekcaHapoBcka» B JIeUEHHETO Ha OOJHMU C OOIL
BapuaOmiieH UMyHEH Oemie Harpynad npe3 mnocienaure 10 roamnu. PemmOypcupanero Ha
umyHornooynunosure mnpenapatu or H30K npe3 usmuHamure 2 roAMHU HMHTEH3U(ULUpPa
MPUJIAraHeTO UM M TI03BOJIM OIICHKA Ha €()EeKTUBHOCTTA HA JICYEHUETO NpU OOJTHHUTE C TO3M
umynen aedpuunur. B KKU ce mpocnensiBat perynspHo 12 Gomuu ¢ paznuuau ¢GopMu Ha
OOMKHOBEH  MNPOMEHJMB  HMMYHEH  Je(UIHT, BKJIIOUUTEIIHO U HedaMuIHA
xunoramarjaooynuaemusi. bsxa npoydenu 10 6oxHM (cpenHa Bb3pacT 33,5 1., 4 Mbxke U 6
KEHH) AMATHOCTULIMPAHU U INpocieasBaHu B KiMHMKA 110 KIMHUYHA UMYHOJIOTHS 3a EPHO
2002-2014 rox. Bw3pactra Ha wu3sBa Ha cuMmnTtomtre Oeme Mexnay 4 u 39 1., a
JTUAarHOCTUYHOTO 3a0aBsiHe cpefaHo 10,8 roa. B kimHuuHaTa U3siBa TOMUHUpaxa HHPEKIUUTE
Ha JUxaTejHaTa chucTeMa, cle/IBaHu OT OpoHXHeKTa3Ha OoJiecT U cruieHomeranus. Ilpu eaun
MAlUEHT ce onuca HeMH(EKIMO3HO 3acsiraHe Ha XpaHOCMUJIaTeNlHaTa cucrema. JleueHuero u
KIMHUYHOTO TpociensBaHe Oelie W3BbpIIeHO 3a nepuona ot 18 mecena. IIbpBoHavanHo ce
npnoxu 1VIG 3a paznuyen nepruon oT BpeMe B 3aBUCIMOCT OT HIMYHHHSI OTTOBOP M YECTOTaTa
Ha MH(EKIHO3HUTE YCIOXKHEHUs. B mocnexctBue 7 manueHTa NMpeMHHaxXa Ha IMOJKOXKHA
¢dopma Ha mpunoxkenue, a 1 mamueHt or SCIG mpumuna xwMm IVIG. Jlo3ata Ha YoBEmIKU
MMYHOTJIOOYJIMH NpHU pa3IMYHHUTE MAalUMEHTH Oelle CTpOoro MHAMBUIyal3HpaHa ¢ BapHallUd
Mexay 400 u 780 mr/kr. [1o BpeMe Ha JIEYEHUETO C€ OTYETE MOBUIIIABAHE CPETHOTO HUBO Ha
Url" ot 0,6 no 7,3 r/n. Cpennusat Opoit nHpeKIuu Ha manueHT Hamairsxa oT 10,3 Ha 2,1.
Cpennara roguiiHa yrnotpeba Ha aHTHOMOTULIM Oele peayurpana ot 8,5 Ha 2,3 npuema. [Ipu
MoJioBUHaTa OONHHU TpaiHO Ce HeraTMBUpa MHUKPOOMOJIOTMYHATA HAXOJKAa B 3acCErHATHTE
OpraHu, KaTo ChIIEBPEMEHO ce MOoJ00pH U TerjaoBus npupact. ChbIlecTBEHN U3BOAM OT TOBA
Ipoy4YBaHe covar, Y€ KIMHUYHUAT OTTOBOP HE BUHATrU Kopenupaiie ¢ HuBoTo Ha Url™ n/mmm
WHIUBUAYaJIHATa J103a Ha mpenaparture. [10JK0KHOTO MPUIIOKEHHE HAa UMYHOTJIOOYIUHUTE
JEMOHCTpHpa MO-100p0 TOJEepUpaHe M TEHACHIMS 3a MO-100pa KIMHUYHA €(PEKTHBHOCT B
CpaBHEHHME C MHTPABEHO3HHUS MbT Ha alulMKalus. bemie ycTaHOBEHO, 4e ONpenessHEeTO Ha
WHIUBUAYAIHUTE 03U U YCIEXBT OT TepamusaTa 3aBUCAT OT ClIeIHUTE (HAaKTOpU: KIMHUYHOTO
CbCTOSIHME Ha manueHra, HUBoTo HO WUrl, dvecrorata Ha wuHQexIuMUTe, TeXecTTa Ha
MH(pEKIUNUTEe, KAYeCTBOTO Ha )KMBOT U ChJCHCTBUETO OT CTPaHA Ha MAllUEHTUTE.




