HHOOPMAIINA 3A:

HauMeHoBanue Ha 3a00.059BaHETO

OOHKHOBEH NPOMEHITHB HMMYHOIE(HLNT C aBTOAHTHTENA KBM B- win T-knetkn O 8 2 2
Moan. necoveme nuine nauvenosanue Ha sa6OINCANEMO 1 BLACAPCKIL S3UK COATUCHE HOMENKAGMY PG na
MKE-10. Moaa, nocovemte cunonsvu u aumepuomuenic #QuMenosanus o aboiseanemo. UKD MOKUGA
CHIYCCMBY G,

OnpeaesieHHe Ha 3aboasBanero

ObuknoBenns npomeHnus mmynojedpunur (CVID) sxmousa XETEPOreHHa TIpyna oT
3ab0NsBAHMA CBC CXOJHA KIHMHHYHA H3MBA M pPasliMucH NOUIEXKAll [ATOreHeTHUYEH
MEXaHH3BM.

OOGHKHOBEHHAT IPOMEHINB UMYHOJAEMUIMT ¢ aBTOAHTHTENA KM B wim T KIeTKH craia KbM
rpynata Ha CVID. ToBa ¢ mbpBHYEH MMyHeH meHMUMT, XapakTepH3Wpaml ce ¢
XHIOTaMario0yIMHEMHs. BCiICACTBHE HA MOHIKCH Opoii 3pemm mepndepun B muMdonata
[Opajiy HANMYHEC Ha aBTOAHTHTENA KbM TAX MIH BCIEACTBHE Ha JINCPETYNAIMS BER




B3auMozieiicTBHeTo Moy T m B nmmdountute, npn Hamuume na aproanTHTena KoM T
nmrmpounTare. Kakro u mpH ocTaHatuTe GopMH Ha OBHKHOBEHHS BapuabHIICH HMYHeH
Ae(UunT, Hali-4eCTHTE CHMUOTOMH Ca OCTpH, PEUHIUBHPAIE ¥ XPOHHYHH HH(EKIHH,
3acArdlill OCHOBHO IHXATelHATA M XPaHOCMHIATeNHa cucTeMH. OCBEH WH(EKIIMO3HATA
TaTOJIOT KA, TALMEHTHTE €a C IOBHIIEH PUCK OT Pa3BHTHC HA ABTOMMYHHTET H 3JI0KAUECTBEHH
3a00MIABaHAS. 3aCerHaTH ca eUHAKBO H ABaTa mona. Bempekw, ue He CBINECTBYBAT TOYHH
AAHHH 33 9ECTOTATa Ha 3a00sIBaHETO, Ce NpHeMa, e T Bapupa o 1:10 000 10 1:50 000 xato
Ha TO3M CTall C¢ IIPHCMA, Y€ TOBA € HAH-YeCTHAT NBPBHYEH UMYHEH JedHIUT, W3HCKBALI
MEJMUHHCKH Ipwkd. [IbpBHTE CHMOTOMH ce nposesiBaT ciex 2 TFONHINHA Bb3pacT. B
OCHOBATA Ha NOCTABAHE HA JMarHO3aTa € 3HAUNTETHOTO MOHIKaBaHe HHUBOTO Ha Mrl™ u Ha
MIOHE €/IMH OT OCTAHATINTC [BA OCHOBHM HUMYyHOMOGynuHoBH knaca (MrA m UrM), karo B
CBIIOTO BPEMC €& U3KIFOUBAT JAPYTH ACHO JIeQUHHPAHH NPHYHHHA 32 XHIIOTaMar1o6yTHHeMHs.
JlonbNHATENHK TMAarHOCTHYHH KPHTEPHH Ca JTMIICATA Ha M30XEMATyTHHAHY H/MITH JTMIICBALLl
cretHpUYeH aHTHTENCH OTroBop. YCTaHOBEHHTE npu CVID MyTaiun xaTo Te3M B reHHTE
ICOS, TACI, BAFF-R, CD19, CD20 u CD81 ca HamepeHu eBa pH 15% oT nauuenTure,
KaTo Tpu ocTaHamuTe 85% ce Mpejnonara y4acTHETO Ha JAPYTH CCHETHYHH CHCTEMH. [pes
TIOCICAHHTE TOJMHH YCHJICHO C€ NPOYYUBAT NATOTCHETHUYHHTE MEXAHH3MH, 3aleTHATH B
ocHoBata Ha passuTHC Ha CVID. Onucann ca pemuua QeHOTHNHH ® (QYHKUHOHANHM
HApYLIEHUS KaKTO B CHeUMQHYHUA TaKa H B HECHCHM(MYHMS/ BLB BPOLCHHA I'bPBHYHESA
HMYHCH OTTOBOp, HO TAXHATa PasHOPO/HA CHUIHOCT NPH pa3HYHHMTE MAlHCHTH, KAKTO M
JIUTICATA HA CPABHUTENHM M KOMOMHMDAHH aHAIM3W NPH H3CiIEABAHHTE IPYIH 3aTPYHSBA
3HAUMTENHO [eMHUPAHETO Ha BCHYUKH BH3MOKHHM HMYHOIATOTCHETHMYHM IIBTHINA. [1pu
nanueHTHTe ¢ CVID ce mnpopexaa HMyHO3aMeCTUTENHA Tepamus c HHTPABEHO3EH HIH
CyOKyTaHeH MMYHOTIOOYNHH. |IpakTHKa € MHTPaBEHO3HOTO NPHIIOKEHHE /@ ce 3aro4Ba B
noza 400 Mr/kr/mecedHo, karo B HAYANOTO HA TEPANMITA CE UHY3UpaAT HAKOJKO
AOTBIHUTENHH JO3H ¢ LN No-0bp30 noruiuasane HuBoTO Ha Mrl. Heo6XxoauMo & H3BeCTHO
BpEME 32 HaCHIIAHC Ha EKCTPaBa3aIHOTO IIPOCTPAHCTBO, MOPajy KOeTo HHBOTO Ha Mrl ce
OLCHABA Ha TPETHA MECEl OT 3al0YBaHE Ha TEpalMATa H NPH HEOOXOAMMOCT f03aTa Ce
kopernpa. llpu manMenTH ¢ XpoHHYHM GenOAPOGHH  YCIOKHEHHMS, BaCKyJIMTH,
PEBMATONIOTHYHA  YCJOKHEHHS, XPOHHYHA JMApUs, IPOTEHH Ty0ella €HTEPONAaTH MM
HCHaJ1aBaHe Ha TETTIO0 MOXC Jia ¢ HeoOXoauMa nmo-Brcoka 1o3a (800 — 1000 mr/kr/mecen) 3a
KOHTpoN Ha OosecTHHTe M3ABY. KaTo anTepHatuBa Ha HHTPABEHO3HMTE [IpenapaTi ca
pa3paboTeHn mOperaparu 3a ToAKoXHO npunoxenue (SCIG). [Ipoyusanus, CpaBHSBALIH
epekra OT MHTPaBeHO3Ha H CyOKyTaHHa WMYHOITIOOYIHHOBA TepalMs, [OKa3BaT
CKBMBAICHTHA €()HKACHOCT MO OTHOIICHHE 4YecTOTaTa Ha HHQpEKuHnTe. [loaKOKHOTO
NPHIOKECHHE HA HMYHOTJIOOYJIMHUTE JIEMOHCTPHpA NMO-A006p0 TONEPHPAHE U TeHICHIMS 3a
no-106pa KIMHMYHA eeKTHBHOCT B CPAaBHEHME C HHTPABCHO3HMS ITBT HA AIIMKALWS.
OmpenensneTo Ha WHIMBM/IYANHHTE NO3M M YCTEXBT OT TEPAIHMATA 3ABHCAT OT CICTHHTE
(paKTOpH: KTHHMYHOTO ChCTOSHUE HA NTALHENTa, HUBOTO HO UrT, uecToTaTta Ha HR(QEKUHHUTE,
TEKECTTa HA HMHQEKIMHTE, KAa4eCTBOTO Ha MXHBOT H CBHIAEHCTBHETO OT CTpaHa Ha
nanueHTHTe. JIpy ManMHTHTE NPY HANMYHE HA 9eCTO PELMAMBHPAIIN BUPYCHH HH(EKUHH CH
BKJIHO4YBd HMYHOMOAYJIUpalla Tepanus ¢ M30npHHO3HH Mo cXeMa. 3armoyBa ce ¢ HavyaiHa 1034
50 Mr/Kr/an, KOSTO ce pefyIlHpa MOCTENEHHO B PAMKHTE Ha IIEPHOJ OT TPH MECela.

Muoust, nomgeme Kpamko  ORUCANNE HA 3ADOAAGANENO  CoXAUCHO NPUCIUME ¢ Suniacapwst  wmeduynuncky
CRIAHOUPIMU, HUYHOHWIHY KONCERCYCU, HACORY 30 Q0OPA APUKMUKA 1 KCREPMBY CIRANUGIED HA HOYUOHLINY
Koucyamanmy u waywi opyocecmgea. Onpederennento credsd 0a GINONGA UNHOpManua & pesosupan sud na
(TBACUPCKU EFUK 30 CMUOIOZUSING, ICUHUNHIME NPOAGH, 2CHENUMHA KOUCYUMAWU U 3Uenne nd 3aboineanemo.

Yernpuundpen koa Ha 3a6oassanero no MKB-10 (ako TaKbB € Hatuden)




Mo, nocoueme wemupuyughpen KOO Ha 3ABOIRCAHEMD CHITICH wovenraamvpama MKE-10. Axc marxve ne e
HUATHYEH, MOTH UITONHCEHIE  APLOTONCCHUR 30 AOCKEAMKO U JOCTOSEPHO KOUDAHe N1 3a60I6aHEM: 6
HAYUOHAIHAmMA 30pasia CHCmena.

Kon na 3a6oasBanero no Orpha code

ORPHAL1572

Mors. nocoveme KGO 1A 3UBOITEAREMO ChoAUCIO NOMENKIGINYPANI Orpha code (hitp:fwww.orpha net). Ako
PaKBE NE & HATUSEH. MOIA URTOHCEING APEAIoNCCHIe 3 Adersamna u docmoBEpHO KOGUPANE 11d 3aBOAFAEHEMD
6 HAYUOHWINAIMA 30Pasid CUCMEM,

Enupemuosorsany JaHnd 3a 3aboassanero B Penmy6anxka bearapus

ITpes 2006 rom. B YMBAIJI “Anekcaniposcka” e Ch3qaicH HAHOHAICH pPEeTHCTBP HA
NALNCHTATE C MHPBHYHH UMYHHHM JeQUUUTH. ToBa MO3BONABA KAKTO CHOMPAHETO HA JAHHH
3a 4ectorara Ha 1IW]J] B crpanara, Taka ¥ MOHMTOpHpaHE Ha CHLCTOSHHETO Ha GOTHHTE. B
MOMEHTa obmusT Opol Ha perHcTpHpaHMTe mauuMeHTH Habposmea 164 uosexka. Ot Tax 21
NalKeHTa ca ¢ OOMKHOBEH IIPOMEH/INB HMYHOAehHINT C Pa3lIHYeH OJIEKAI IIATOFeHETHYH
MCXaHu3bM. JeTHpH OT TaX ca auarnocTuuupann npes 2015 roa. B KKH 6sxa npoyyenn 10
Gonuu (cpensa Bb3pacT 33,5 I., 4 MBXe U 6 JKeHH) JMATHOCTHIHPAHH H NpOC/ieaABaHy 33
neprona 2002-2014 ron. Be3pacTTa Ha H3sABa Ha cuMmTOMTe Geme Mexay 4 u 39 r., a
AMATHOCTHYHOTO 3abaBsine cpenno 10,8 ron. B xiuH#YHATA H3sBa JOMHHHPaxa HHEKIHHTE
Ha uxaTeiiara cucTeMa, ceiBaHl oT OpoHxHeKTasHa GoecT U cruieHoMeranus. [lpu eaun
MALMEHT Ce OIHCa HEMH(EKIMO3HO 3acATaHe HA XPAaHOCMHIIATENHara cucTeMa. [Jo Bpeme Ha
JICUCHHETO CC OTHETE NOBHINABAHE CPeAHOTO HUBO Ha UrT ot 0,6 mo 7,3 r/n. Cpejmusr 6poit
MHQEKIHM Ha malueHT HaMansxa ot 10,3 Ha 2,1 Cpennata roaumua ymorpeba Ha
antrOHoTHIM Oewe peaynupana ot 8,5 Ha 2,3 npuema. Ilpu nonosunara Gomuy TpaiiHo ce
HETaTHBHpa MHKPOOMONOTHYHATA HAXO/IKa B 3aCETHATHTE OPIaHHM, KAaTO CHIUEBPEMEHO ce

HOI[OﬁpH H TermoBHA NPHPACT.

Moan, nocoveme enudesuonoeuunn dannu su sabouseaiemo 5 Penviauka Duacaps. Januume mpstsa oa
GRAOUEAM  UNDOPMAYUH 1O TpASAPCKE E3UK 30 3ABUIeBaeMOCMnid, HOALCIHOCNING, HPeHCUBHEMOCma U
CMBPMROCINNG Hd 3aD0ARGGHERO 6 GUI2APCKA 00U RORYIAYNS, KAKIO W XAPAKMEPUCHIURY [ 04aKGAN Opoit ua
ROMVIAHUAIG 8 PUCK.

B T4, Hayusm ny0nMKaumd o1 nocreqHHTe HET IOJMHMH H IIPHJIOMKEHA
oubimnorpadeka cnpabpka

Cu. Muxatinosa, H. Temena, C. Jlecuuxosa, M. Banepa, A. Temenkos u E. Haywmoga.
KnuHuvHa XapakTephcTuKa M JIEYEHWE HA TMAlMEHTH ¢ o0 BapHaOuieH MMYHeH
nepuuur B YMBAJI |, Anexcangposcka®. Menumuncku npernen, 51, 2015, Ne6, cTp.
38-46.

Mons, nookpenenie uRhopMayuama 3q enioeMUOIOANYNUME DGl 30 3aBOIREAHEMO 8 Bbarapust ¢ OanH om
nayuH myOauRayuu 0 nOCedme nent Jo0unt. Budiuospaperama wnhopyranust credsa da trde odopmeitu 6
CIRa B(IHR:}'(!?)[). Mo, HPAOHCEE HbAHOMERCOG BAPHUNIN HO Y UPAHYEINE HAYYH Y r.[vf}nmuz;uu.

Enuaemuaonornynm 1agam 3a 3abonasanero B EBponeiickus cblos

Brhpeku, 4e He ChINeCTBYBaT TOYHH JAHHH 3a YECTOTAaTa Ha 3ab0NIsBaHETO, ce MPHEMa, He T
Bapupa ot 1:10 000 mo 1:50 000 kaTo Ha TO3M eram ce mpuema, 49e TOBA € Hal-4eCTHAT
MBPBHYEH HMYHEH Ne(QUIMT, H3UCKBAll MEIHIMHCKH TPHkd. JIaHHH 3a 3abonsaBaHeTo cpej
HaceneHHeTo B EBpomedckust Chro3 ¢urypupar B 6azata nanHH Ha ESID. Ouaksan 6poii
3aCeTHATH MHAMBUIM 3a beirapckata nonynauus ca mexay 140 u 700.

Mous. rocoveme enudeMUOIGSUNHY QuHHU 30 saloissanemo ¢ Esponeickus cuios. danxume mpabea da
SRAONGAN!  UHOPMAlUA,  npesedend  Ha  Obacdpeku €3k 3d 3aD04e6aeMocmma,  GogecmHocmma,
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APEACUCHEMOTIINA I CAIDPIRROCHIMY 1A 3A00IA8ANEING 6 EBPONRICKU FONYATYUA, KAKMO 1t XALUKPICPUCINKY 1
OHuUKGan OPOIt Ha RORVIAUSING & PUCK.,

B T.4. Hayynum nyOuHKauMM 0T NOCHEIHHTe WeT TOAMHH M NPHJIOKeHA
Ombanorpadeka cnpaska

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

Mo, nodkpeneme ungopmanusina sa enudesuonoouunume daniu 1@ aBOISEANCNO 6 Eaponeciickus cviz ¢
OUHHU 0P HAYVYHU FYOTUKRQUUN OM ROCIEHUME REm 20CUHI. bubanozpapoxama unghopuayus creosa da Hwie
oopyena & cmua Bankyewp. Mous, npuoxceme  nvanomexcmos BUPHAHIN  Hd  YUMUDAHUME  HOAHN
IVOAUKAYUIL,

Onenka Ha chLOTBercTBHETO Ha 3afossBaHeTO ¢ JepHHMIMETA 32 paako 3aboaaBaHe
CBLIJIACHO § 1, T. 42 0T NONBIHHTEIHMTE pa3nopeatH Ha 3akoHa 3a 3APABETO

3abonsiBAHETO CLOTBETCTBA Ha JajeHATa B 3aKOHa 3a 3ApaBeTo JehHHHLHS 33 PIIAKO
3a00s1BaKe, @ UMEHHO pasmpocrtpanenue noa 5:10 000 gymm cpen Hacenenuero Ha EC,
BKJIKOYHTENHO U B benrapus.

Mona, dexaapupaiime coomsememsneno na 3aboiscanenio dedrnuyusima 3a paoko satoaseane cveaacno § 1,
m. 42 om GonvauumeInume pasnopedtu na 3akond 3a 30paseno.

Kpurtepun 3a AMATHOCTHIIHPAHE HA 3200JABaAHETO

ChiecTBYBAaT KpUTEpHH 33 IOCTaBsAHE Ha juarHoza CVID, peBusupann ot ESID npe3 2014
roJHHA BKJTIOUBAIIH!
Haii-manxo enHo oT cnenuure yciaosus:
IToBuiIeHa BE3APHEMYHUBOCT KbM MHMEKIIHH
ABTOUMYHHH MTPOSBH
['pany1oMaTo3HH 3abosBaHus
Heobscnuma nonukionanta mumdonpoandepanys
3acerHar 4ieH Ha ceMeHCTBOTO ¢ aHTHTENEH AehHITUT
3HAYATENHO MOHMXEHO HUBO Ha MIr[ M 3HAYHTeNHO NOHMIKEHO HUBO Ha UTA, ¢
WK 03 TOHIXKEHO CePYMHO HHBO HO MIrM (u3MepeHo Haii-Mamko JIBYKpaTHO;
<28D oT HOpMaNIHOTO HHBO 3a CHOTBETHATA BH3PacT,
U noHe eaHO OT cNeHUTE YCIOBUS:
¢ Jlom aHTHTENEH OTrOBOp KBM  BAKCHHHM (M/HAH  OTCHCTBHE  Ha
H30XEMAar Ty THHHHH )
* Hucku switched nametoBn B knerku(<70% oT petepeHTHaTa CTOHHOCT 34
CLOTBETHATA BB3PACT)
¢ I3kimroyBaHe Ha BCHYKH BTOPHYHM HPHYHHH 34 XHIOTaMariobylTHHeMHS,
THIICa Ha JIaHHH 3a TeXBK T kieThueH NedHMINT H NOCTaBgHe Ha AUarfHo3ara
CIIEJL YETHPHU TOJUIIHA BB3PACT

OOwmaT Bapuabunen mMyHeH Aeduiur (common variable immunodeficiency unmu CVID)
BKIKOYBA IpyNla OT XCTEPOI€HHH CBCTOAHHSA, 00€JMHEHH OT HAPYIICHA NPOAYKLMA Ha
HMYHOTTIOOYTHHY W IIPOTEKTHBHH aHTHTeNa (JedeKTeH aHTUTAIOB OTTOROP CJIel BaKCHHALIHH
C IPOTCHHOBH U NONH3AXaPUAHH BAKCHHHM), KOETO HAi—YECTO, HO HEe BHHATH Ce MaHH(ECTHpa
¢ peKypeHTHH OaxTepuanuu uH@exim. Haif-decTure CHMNOTOMEH ca OCTPH, pelMIMBHpAIIA
MH(EKIHH, 3aCAralld OCHOBHO [HMXATE/HATA M XpaHOCMMIATE/NHA CcHCTeMH. OCBeH
HHGEKUMO3HATA IATOJOTH, MAIIHCHTUTE €A ¢ TIOBHLIEH PUCK OT PA3BUTHE HA ABTOMMYHHTET
M 3JI0KQYeCTBEHH 3ab0NIABaHMA. 32 MOMEHTA TOYHATA I1ATOTEHE3a Ha 3a00NfBaHETO He e
u3secTHa. C4MTA ce, Y€ B HaCT OT CIYyHauTe MOXKe Ja ce ALK Ha aBTOAHTHTEN A KbM B win
T nuMbounTHTe.




Moan, uzbpoiume xpumepuuwme 3a Quaznvcmuyupare ma suebosicanemo (Oepunuyus wa crvial). Mo,
BKHONCINE UHOPMayua 1a ObAZAPCKU CIUR 30 MPUIHAIING U CUMILROMUNE HQ 3A0086aHEMO, eMUNTONAMT 4
numozenezama. [ngopmayuama credsa da ce no3oeasa Ha RPUEME U VMBBPOCH MEOUWUNCKYU CTRANDADAIN,
HOYUORGTHY KONCEHCYCU, HACOKY 30 G00PA NPAKATURA U eKCREPMNN CIANOSUIYA I NAYUOIAINY KOLCVAMAHIN 1
uayuny  opvxcecmea. B ocayuay, we mained ne ca cauwiy ¢ Penybiuka  bBwacapus. npuioxcelme
YVRNCORCIPAiE  CRIGUOGDINY,  HACORYU ¥ KONCeHcyen ciledea da Ovdam npesedenu na Owicapoku ez u
GONIMUPANT CHOOPAZNO KOHKPEMHQING CREYUNIKG 1t YCIOGUR Ha Taacapcrama 30pasna cuememd.

B TM. nayyHEm #y0ImKalHH 0T NOCJHEIHHTE €T TOJHAH H NPHJI0KEHA
oubdImorpadgeka cnpapka

Hnarsoctuunu 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

Mona. nodkpeneme uudhopsayusima 3q Kpumepuuine 3a Qudenocmuiupane wa sabosieaneno ¢ Eqponeicius
CBHYS C Qantl ORE HAVHEY IVBIHKAYLE Om HocreOnume nem coduni. Bubruospadhckama unghoprayun ciredga oa
fwde odopmena & e Banxyswvp. Moas, npunoxcenic AoIHOMEKCMOs GAPUANT KA YUMEPAHUNIC HAOYiTH
nyAIuKayUN,

AﬂrOpHTMH 34 JHATHOCTHIHPAHE HA 3a00151BAHETO

CrpuiecTByBanMa yTBBpPACH alITOPHTEHM 32 AHarHocTuka Ha naikeHTH ¢ CVID (Jlabopartopuo
AMAarHOCTHYEH AIrOPUThM 3a JOKa3BaHEe Ha [BPBMYHM HMYHHH aeduuuth (I[TH])),
pazpaboTeH Ha Oaza Ha eBpoleHcKuUTe U cBeTOBHH Npenopbku ( ESID u PAGID)
Ha Bcuyxn GonayM ¢ OOMKHOBEH UIPOMEHJIMB HMYHOIOeQHT Ce& MNpOBEXAAT CICAHHTC
M3CIIEBAHNS:
1. KnuHu4Ha OnEHKA - CHEMAHE Ha aHaMHesa, BKJI. (paMunHa aHaMHe3a M (H3HKAIHO
H3CNeIBaHe
2. Cienu1YHY UMYHOIOTHUYHH H3CIeABAHAS:
e OueHKa Ha XyMOPaJIEH UMYHEH OTTOBOP
-KOJMYECTBEHO
-QYHKIIHOHANHO — MOCTBAKCHHAICH AHTHTENEH OTTOBOP
e OreHKa Ha KJIETHYCH UIMYHEH OTTOBOD
-  HWmynodenoTunuzvpane Ha TUMGBOIUTHHE NOMYNAIUH ¢ onpefensHe Ha B xierhunu
cyOmonynauMH (HAUBHH, HENPEBKIIOUMIM Kilaca @amMeToBn B maumdouuth,
APEBKIIOUMIH Klaca mameToBd B nuMdpouutn) Be3 ocHoBa Ha B kneThyHHTE
cybnomynauMM H Bpb3KaTa MM ¢ KIMHUYHata M3sea ¢ uH3paborteHa Euroclass
KJacHUKaIuA
- OYHKUMOHAJIHY H3C/IE/BAHUSA
3. Kminuko-naGopaTOpHM HM3C/IEBaHUS - Ha BCHYKM OOIHHM ce H3CIEJBAT IbHA KpbBHA
kaptuHa ¢ JKK, o Oearnk, anbGymMuH, 4epHOJPOOHM €H3MMH, OCTATHYHO-A30THH TEa,
AKP, But /|
4. MuxpoOHoIOTHYHO M3CIIeIBaHE HA CEKPETH (I'BPIIEH, HOCEH, Xpauka, derec)
5. OyHkHMOHAHO M3chenBaHe Ha nuumaneTo (DHJI)
6. OOpasuu wu3cnensaHust- Ro rpadus Ha IphJeH KoL, yATPa3BYKOBO H3CNelBaHE Ha
KOpeMHH oprasy, rrpu niokazanus KAT Ha kopeM H/HIM rphjeH Kot
Jluarnoza ce mocTapsd Ha ©0a3a M3NBIHEHH YTBBPACHH MEXKIYHAPOJHM KIMHHYHH H
nabopatopur kpurepuu. B JIJ1 ce B3MMaT B choOpakeHHE BCHYKH HMMYHOAEQHULMTH C




HapylieHre B MMyHoDIoOyimHOBaTa cHHTe:a. B okono 10-20% mMa damMunHOCT, KaTo B
oxono 80% oT ciyuaWTe CTaBa BBIPOC 33 ABTO30MHO JOMWUHAHTHO YHaclesBaHe, 0e3 1o

MOMECHTA da ¢ YCTAHOBCH ITOIJICHKAUA ICHCTHYICH I[e(l)eKT.

Mous, nocoveme aneopumsy 30 oudsnocmuyupane na sato:useanemo. Moas, skmoveme wnopmanisl Ha
Bracapert e3uK 3q anasuesamd u Quepenyuaama onaeneza ua saboaasaiemo, nabopda vin AF0OpAMOopii,
OOPAsHY W XUCHOIOUWNY USCAROBAHUS, NECOXO0UMGCI O QENeRIEIN H3CAEO8ANHA o MEOUKO-CCHEMNHO
koncvaomupane, opyveu wietedsunus. Mudopuayuama ciredsa da ce nososasa g npuemu u ymespdeni
MEOUYHICKN CIRAHOAPIHEY, HAYUONUINY KONCENCYOH, HACORU 3¢ 000pa HPAKIMUKa ¥ eKCREPMINY CIROHOBHIY Y HU
HEUOILIHY KONCYAMAHMU 1t wayuns opyocecmed. B cuyaali, we makuea ve ca nanu ¢ Penyinuka bvicapus,
APUACIICERUME YYHCOCCIMPARNY CMUHOAPINN, HACOKU 1 KONCEHCYCH CRE08d Od bdam npesedentt Ha Obicapeku
C3UK 1 AQARMUPEN ChOOPAZNG KONKPEMHAMa CReYHURG U YCTORUA Ha DRASAPCKama 30pashd cucmesma.

B T1.4. HayyHH nOyO0JHKAIHH OT MOCJACJIHHTE HET TOAMHH H IIPHIGKEHA
fudauorpadcka cnpaska

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

Juarnoctiunu kpurepun 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

Moan, nodxkpeneme wihopsayuning a4 arropumatione sd QuaHocmuyiipane Ha seborseanemo 6 Esponelickust
Chio3 ¢ Qani O HAYSHU RYSAURAYII 0m nocaednume nem coowny. butauvepadckama wnghopmayiol credea da
Gvae othopuena g cmua Banxyewep, Mons, npuiosceme NbAROMEKCHIOR SADUGINN WO YUITUPGNUME HAUHY
AVEIIKAYUN.

AJITOPHTMH 34 JieYeHHe HA 3200/1ABAHETO

ObumaT BapuabHMiIeH UMYHEH Ae(UUMT BKIIOUBA XETEPOre€HHa rpyna oT 3aboJdBaHus ¢
pasiMyHa MaTor¢He3a. BBIPeKH paziMyHHTE MMYHOJIOTHYHH MEXAaHH3MH [IPH OT/IENHHTE
3a60/1ABaHUs KIMHHYHATA H3SBa CE OIpele/s OT HAMHYHATa XUIOraMarno0ynHHeMHs, THETO
neYeHre € HMYHO3aMECTHTENHA Tepalus.

Jleuennero Ha nammeHTHTe ¢ CVID ce ochbluecTBsBa B CHLOTBEICBHE C IPENOPBKHTC Ha
European Society for Immunodeficiencies (ESID) mu Pan-American Group for
Immunodeficiency (PAGID).

PaspaGotenute B YMBAIJI ,Anekcanaposcka™ EAJL, Codus anropurmu (AJNrOpHTBEM 32
JedeHHe W peXabHIMTAIMA TMPH MAlHEHTH ¢ NbPBHYHHM HMYHHH Je(QHIMTH;, AJTOPDHTBM 3a
IpOBEXJaHE Ha 3aMECTHTEIHA Tepamus IPH [IBPBHYHH HMYHOICHHIMTH) ca cholpaseHH ¢
MEXYHAPONHHTE M3UCKBaHHA, [IpH BCHUKM [OAlMEHTH ¢ OOMKHOBEH MPOMEHIIHB
HMYHOZe(PUUMT C€ UPOBEXKZA pEryIdpHAa HMYHO3AMECTHTENHA Tepamys C YOBELIKH
ramarnoOynud. J[03aTa B UecToTaTa Ha BIMBAHHUATA CC ONMPEAENAT OT HMBATA HA CEPYMHHS
Wr[" 1 KIHHHYHOTO CBHCTONHHE Ha marueHTta. Llend ce JlocTurane u MoJQbpKaHe HHBO Ha
cepyMmen WrT" >6 rp/n. [lpu ToBa HHUBO Ce PErHCTPHUpPA CTATUCTHYECKH [0 — HYCKA YECTOTa Ha
MH(EKIHATE IPH TE3H NAIMEHTH, ¢ HAMaABaHe Ha PO XOCIHUTAM3AIMH 32 rofiHa U Opoi
nponexanu nernoanu. [IpHIokKeHHeTo Ha HHTPaBEHO3IHUTE MMYHOIVIOOYIIMHOBH MpenapaTi
KpHe H H3BeCcTHHM puckose. HaGmionmaeat ce Tpu KaTeropuy puck — HesabaBHa alepruvHa
PEaKiHs, pEaKlHWs HAKOJKO dYaca ciel HHOY3Ms, KakTO ¥ PUCK OT TpaHchysHs Ha
WHGEKIIMO3HH arcHTH.

JonmbIHMTENHA CHMITOMATHYHA TEPANH B MPOPHIIAKTHKA Ce NPOBEXK/A ¢ AHTHOAKTEPHAIIHH,

AHTHMHKOTH'YHH, HpOGHOTHHH, BHTaMHHROTEpAHd U Ap MCOIMKaMCHTH.

Mousi, nocoveme wicopummu 3a 1evente Ha saboaseanemo. Mo, snoneme unhoprayus Ha ObAAPCKN €34K
30 MepaneamINHIIMe NOOXOGH KbM 3AGONSCANEmo, ¢ MOGA NHCAO KOHCOPEUMUSHI U ONeRAnuGH, MeXHume
npedu_wcmsa, PHC'KUBE? U OYUREOHU e(,bemmmuocm. 6’00814‘{14‘ CRENUANUCTU H[)'H ﬂp(_)ﬁ@.}:’(’.‘()ﬂ'ﬁe el Aegenuemo
IIEOL’)-X()@H.WOCI??HZ(I ot K()HC}‘,-"JHJGHHTJ o ()p}':.’!‘f CREYUIHCIN, npenopblmme.wn duemuycH PEIHCHUNM o (!JH;’M‘I(.’CK[J
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akmugriocm t op. Hndopmayuama ciedea 0a ce NO306UEA HA NPUSINN U YMEbPOCHU MeOWuNCKY Cmandapmi,
HAUUONAANY KONCEHCYCIL HACORY 3¢ QOANA NPAKMUKA 11 ERCASPMNY CIAAHOGUIYA HA HAYUOHWLTHT KONCVAIMQIm i
nayuny  opvxcecmea. Boohvwal, we maoxuga we ca  warynn 6 Pemybruca  Beasapus.  npuaosxcentime
YVHCOSOMPANHYE CIMQHOQPMIL  HACOKI 1L KOHCCHCYCH caedsa 0a Dwoam ppegedent Ha OhISAPCRU €3uk it
AOQRIMUPANTY CHODPAIHO KOHKPEMHANG CRSYRGURT T VCAOGUA HA (ThIcapCRama 30pasiad ciemena.

B 1. HayuHuH ny0aHKALHM oOT NoCHeIHATE MEeT TOJHHM H NPHJI0XKEHA
oubauorpadcka cnpaBska

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

Mo, rodkpeneme unOpsayUAMA 30 WIROPHIMUME 34 JCNeRie Ha 3a00I86aHemo 6 Esponeickust ceig ¢
QuHRY OM HAYUHE RYOAUKayUT on rocteorunte nem codunn. Bubiuocpahorama unghopuanust ciedsa da dude
ohopmena ¢ cmut Bankvesp, Moust, npuioyceme  Aanomescimos  GOpuanm g UMNDAHWIe  HAVHRT
nyDuRayuu.

AJITOPHTMH 3a NPOC/I¢IABAHE HA 3200/ IABAHETO

Beeku mamuent ¢ CVID ce mpocnenspa perynspHo, BbB BPb3Ka ¢ HETOBOTO KIMHHYHO
CHCTOSHHME, HACTBITMIHN YCIOKHEHUA | edexTa OT HpHiaraHara Tepanis
[IpocnensBaneTO BKIIOYBA:
o OuneHka KJIMHAYHOTO CBCTOSHHE HA [NAMEHTHTE — HAIWYME Ha HHOEKIHH,
nepudepHa JIEMbagecHoOMerani, XenaTocIIeHOMEranus
o lIMyHONMOrHMYHY H3C/IeBAHHA:
- H3cleiBaHe Ha cepyMHOTO HUBO Ha Hrl- exemeceuHo, ¢ Lel ONTHMHM3HMpaHE Ha
HMYHO3aMecTHTeHaTa Tepalus
- H3CNEIBAHE CEPYMHHTE HHBATA Ha OCTAHATIMTE MMYHOITIOOYIHHOBH KlacoBe- UrA,
HUrM, UIrE
- H3CNIeABAHE HA KIIEThYeH MMYHHUTET- MMYHOQEHOTHIIM3MpaHe Ha IUMDOLUTH
* [pOBeXIaHE HAa KOHTPOJHH nabopatopHn uscneapaHud — JIKK u Omoxmmus, ¢ nen
paHHO JHATHOCTHLIMPAHE HA HACTBIHW/IM YCIOKHEHHS W NPEBCHIHA HA CTPAHHYHHTC
eekTH OT NIpUIaraHuTe MEAMKAMEHTH
o Ilpu nmnokazaHus ce WM3BBLPIIBAT M JAp. (YHKUHOHAIHW M HMHCTPYMEHTAIHH
uzcneasangug- GUJ KAT, OI'C,OKC
e KoHcynranus ¢ JApyrH CHOEHHANHCTH- IYIMOJIO3H, FACTPOCHTEPOJIO3H, XEMATONO3H H
Ap. IpH HeoOX0AMMOCT, BEB BPB3Ka ¢ Hali-uecTHTE YCIOXKHEHHS Ha 601ecTTa.
Ha ba3ata Ha monyueHUTE KIHHUKO-NaOOpPAaTODHH pe3yNTATH c¢€ ONTHMHM3Hpa Jo3ara Ha
HMYHO33aMECTHTEHUS Me/JHKaMeHT. M3aBa ce nMpoToKon 3a MpoAb/KaBaHe Ha Tepanusra

[Tpu nanuenture ¢ CVID Morat Aa ce pa3BUBaT CIEAHHTE YCIOKHEHMA:

- BenonpoGuu yciioxHeHys, BKIIOYBalli OpoHxnekTazna 6onect, abeuecH, TMMPoOBIEH
HHTCPCTHIMANICH THEBMOHHUT

- ABTOHMYHHHTE MPOSBH ca C pa3lH4YHa 4YeCToTa Cpell pasiMUHHKTE MOIY/IalHH, KOCTO
Apeqmnonara pasigueH reHeTHueH TepeH. MMa HaKoM JoKasaTesICTBa, Ye IMO-4eCTo ce
NpOSBABAT IIPH NAlMEHTH ¢ paHHa W3sABa Ha Oonectra. Hali-yecrara aBTOHMYHHA
IpofBa € LHTONEHHATA B OKojlo 5-8% or mamueHTtHTe ¢ CVID u e mpeacrasena
NpeIMMHO  OT  HAMONATH4YHa  TPoMOOUMTONCHHYHA  IypIypa, AaBTOHMYHHA
XEMOJMTHYHA AaHEMHS ¥ 3HAUHUTEIHO I10-PAAKO OT aBTOMMYHHA HEYTPOIICHHS.

- MYJITHCHCTEMHA I'PaHylOMa

- TacTPOMHTECTHHATHH NposBH (HeoOAcHHMMa eHTeponarws). UKOMO IOJIOBHHATA OT
BONHHTE TPUTEKABAT XUCTOJOTHYHA KAPTHHA, HANoOJoOABAINA Ta3H NPY UbOIHAKHSL,
Ilpu HacT oT TAX ce YCTaHOBIBAT rpaHynoMu. B oxono 20% ce nabmogasa HoAynapHa




muMGQOHIHA XHIEPIUIa3Hs, & B OKOJIO 30% BB3NATHTCIHA 4peBHH 3abonsBanxsd. B
oxou1o 30% ot 6omauTte ¢ CVID ce ycTaHOBsIBa CINIEHOMCTATIH S
- Ilpn 2-8% ot namuenture ¢ CVID ce RMArHOCTHIMpPAT NPEMMHO B-kneTbuny

Hexomxxunosl siumpomu (HXJI).

Moast, nocoueme areopumyi 3a npociedssane itd saboaasaemo. Mo, siioueme unchoprayua na Svicapoeki
UK 30 APOSHOAME HA 3ABCARGANEME, 1COBXOTUMOCHING ORY ROCICOBAUY BOAHUYHY U W3SHHGOTIHY Y SPUNCH,
GodeIY CREYNATUCHTY NP RPOCICOABAHEMO 1 HEODXGOUMOCIIMG 0m KORCyimanult ¢ APyl CHEYHATUCI,
ARIMONCHY YCTONCHENUS, HECMOMA 1 MENCECn Hid YCTONCHEHUAMA 1 Op. Huchopmapusima caedea oda ce
HOI0EARA HA APUCMN 1 YMEBPACHIE MEOUUNCKI CONGUOAPMY, BQYHONQIIE KONCENCYCH. Hacortl 3d dobipa
NPAKMURA 1 eKCREPMN CIRAHOBUIY A 1A HAYUOUCLINY KOHCYAMAINTT U 11y I dmorecmsa. B cayvai, ve maxusd
we ca HaauuHy & Penyfauka Buazapus, NPWIONCCHUME HyHOCCHPANHE CIIGHOAPINIL HACOKI Ut KOHCERC)CU
credsa O Fe0dm npesedent Ha GrIcapeKl e3HK ¥ aOUIUPUHI ChOOPAZHO KORKPENHAINY CROYUGAING U YCTORUS
Ha BLaZaPCRAMA 30PABHa CUCIREM .

B T.4. HaydyHAM NOyGIOMKADMH OT TOCA€IHATe NET TOAMHM H UpHIOKEHA
onbanorpageka cupaBKa

How 1 treat common variable immune deficiency Chatlotte Cunningham-Rundles] July 8,
2010; Blood: 116

Moas, nookpenene HHOPMAIBING 34 GAZGPUMAIME 30 npOCIedsBane HA A00IREAREMO 6 LEpOneickust (oo
¢ QaHHN oM MIYUHY IYGIURGHNTL 0N ROCACGHUIIE REM COOURY. Bufimucepaipenama undpopranus credsa 0d Gvoe
opopyena & cmua Baukyewp. Moag, apwioseme nuIHomekcmos GUPUAIN  HA  YUMUPAHUME  HAYHHI
MY GTHR AU U,

AJITOPHTMH 32 PeXa0MiMTanms Ha 3a00/1HBANETO

TIpu nmaumentute ¢ CVID Bh3HHKBAT HAH-YECTO YCHOKHEHMI OT CTpaHa Ha JUXare/HaTa
cicteMa — XOBB, 6ponxuekTaszHa Ooecr, GenoapobHu abCIecH W eMITUEMH, KOUTO Hanarat
mapanen#o ¢  [ATOrGHETMYHATa M CUMITOMATHHHA  TCPalliA MpUIaraHeTo  Ha

peXabHINTALHOHHH IPOLIEAYPH - MIOCTYPANCH JIPEHAX K JXaTeIHa IMMHACTHKa.

Moas, Rnocoueme @ICOpUMMY 30 pexaeuinmaist Ha sabosedieme.  Mona, sicgodente ungopvayui HO
Buieaperi etk 30 HeOBXOSUMOCHma U nompefiiocinune Om CREUAEUPaia pexafimayns, & Mosa YUCHo
sukacng,  MepKy 3a COYUATHA  MHMEHEILL cHeyuaaIy  QOPATOGUMENHY  HVHCOU, npoecucnaing
opuenmupane u npeKsnhuKayust, NCUXOIOUYECKA AOMOY. Hupopmayuama credea Ju ce nosesasd Ha
npuemy 4 yMEvpoeny MEOuUNCcKY CHNOAPIY, NAYUOHGTHTE KOHCEHCYCH, HACOKU 34 dofipa npakmuKa 4
eKCREpIIY CIANOGUIA 1A HAYUORQUIY KOHCYImAnmy naywnu Opyacecmsa. B CAVYQT, Ye makugda He cd
naauuny 8 Penyvbiuky buiasapus, RPUAOICERUME HYCOCCTAPUIHY CIANOUPING, HACOKN U KOHCEHCYCH credsa Oa
Broam npesedenis jtd BBAZAPCKI E3UK U aanmupany Cbolpasno KOUKpEmnama creyihuxa u veiroeus ua
Oracapcrama 30pasnd cucHIesd.

B T.4. HaydHE OyOuHKalPM oOT NOCHeJHUTE NET TOTHHA H NPHJI0AKEHA
oubaHorpadgcka cripaBka

Moast, nodkpeneme UHOPMAyuama 3a aIeopumMume sd pexaiuaumaytis Ha 3abOIREAHCMO 6 Eaponetickus
CBI0S ¢ QAHAY OM HUYVHYE RVEHKAYIY ONT HOCTEOHUNE et JO0UHI. BUGAU0CpAheRana unihopayus ciedsa od
Froe odopmena 6 cmw Bawyesp. Mois, NpUAOKCEME RBIHONCKCNOE SAPUAIRL MU YURIUPUHEME HAVHHY
YO URAYUY,

HeobxoqumMu feiHOCTH 33 MPOQHIAKTHKA HA 3afoagBanero (aKko TakmBa ca
LIPHIT0KHMH)

[IpH BCUUKH TIAIIHEHTH CBC CHMHEHHAC 34 CVID ce u3BLpuiBaT CKPHHHHTOBA HMYHOIOTHYHH
w3cnenBaHus. IIlpd NalEHTM € YCTAHOBCHA XHIOramMarnoOyiHHeMus  ce  TPOBEXIAT
pasIvpeHd CHENMATH3MPAHY — HMYHOJOTHYHA H3CHEABAHMA € Hei IOTBbPK/ABaHe Ha
JMATHO3ATA.

TIpoBekna C¢ CKPWHHHTOBO H3CNE/IBAHE Ha CEPyMHH HMYHOIJIOOYIHHH NP POJICTBEHMIM
IbpRa THHHSA Ha MALKEHTHTE, HOPAH YECTOTO PAsBATHC Ha JAPYT xymopaned W/JI npu Tax. 3a
MOMEHTa TIPH TbIIEPATA Ha SIHH OT [IALKCHTHTE HH C¢ jI0Ka3a CONCKTHECH WrA pedummr.
Ilpn nauuenture ¢ CVID ce mposexia npoQUIAKTHKA HA BHPYCHMTC HH(EKIHH Ipe3
cCEHHO-3MMHMS TEPHOI C MMYHOMOTYTHING IIPENapaTd, 3a MONydaBauceto Ha KOHTO C€
H3/iaBa IPOTOKOJL




[ Tipearuxkaa ce Jia ce TIOBHIIH MH(OPMHPAHOCTTA Ha ODMECTBOTO 1 MeHIHHCKATa OOIIHOCT
3a cpmecrsyranero Ha [TMJ] U B HacTHOCT CVID ¢ ornea paspaboTsaHe Ha Iporpama sa
MPOQIIAKTHYHO H3CNIC/BAHE HA MMyHHATA CHCTEMAa B Padjii¥HH Bb3pacToBH epHOaH
CBBP3aHH CbC CH3PABAHCTO U ocTapsABAHETO HA UMYHHATA CHCTEMA.
Moast, nocoweme dennocniic 3d ApodiarmuKa i SuGONAGaNEMO, QRO MAKU8a od  APUICHIRM. Moz,
gRIIYene HHQ’)OPM(!HRII Hu 517.’!(7(1{)(';‘\'1( UK 34 Heaﬁxu()w.mma m»pauwm, amopu4Ha 24 f?IfJL’.'TfIWH(I ﬂ[){’ﬁ‘(:‘.'[i{!!ﬂ.
PUCKOSsH dm.tcmopu, @ oA HUCAO U (fJHKH?()pr Ha ORQInama L‘p(f()(l’. CK[)HHRH:-‘. U ()[) MH(J)O]JM(H{HFIHIG creda oa
oo hin3ceasd Hd hpuemid u ym(zhp()e:m .ML‘@T!HUHC‘KU cmandapmu. HAYNoOHGanu KOHCEHCYCH, HUCOKU 30 doﬁpa
ITp(H{P??HKtI u E?]'.'Cili.’pmlflt CHIGHOBIMLS Ha HaYUGHAIHUY K(JHC)‘.’N?J(HH?“{ oYY ()p_}‘.?!(‘BCHT(I(L B C.’I_V‘c'dl‘l, ye maKued
we ca nammyuu & Penvbauxa buacapus, HPIIONCEHUIRE  HYNCOCCIPANHN CRIGHAAPINIE, THEACOKU U KOHCENCYCU
caedad ac Oncram npe(ser)em; HA 6?3.-’&'8(1[)(.7\‘?.1 C3IHK H ar)amm;pam.' C‘?p()ﬁf)d}ﬁ() f\-'(mkpenmama (‘H(’L{N(!)w{d U yCAOcUHs
Hd (3?}.’!3.’.1[)(,’?\'1111?61 .'J‘()]?LIB’HKJ cuemeMa.

B 1.4, HayuHu DyOIMKAUHH OT NOCIACIHHTE mer TrOoJHHH H TIPHJI0KEHA

Gnoanorpadcka cCIpaBKa
Mong, nookpenene UHDOPMANUAING 34 eol oOusMUmE  MEPKY 3d poghriarniuka itd sabeaasanemo 6
Esponelickist Cio3 ¢ Dannt oM Haywrn HyOGRURauu om nociedRume Nem 200U, Butauozpagherama
wighopmape credsa Od fede oopmend 6 cmut Bunkyevp. Moas, npuiosceme neiHoMeKcnos supuaiim Hu
Ifumupauunw HAYHItY nyﬁ:rzmm;m«.
[IpenaoxeHus 32 OPraHH3ANMH HA MeIMIMHCKOTO 06CiIy/KBaHe HA NALMEHTHTE M 334
¢unancupane Ha CHOTBETHHTE aeiinocTd, chobpaleHH ¢ jeHcTBamAaTa B CTpPAHATA
HopMaTHBHA ypeaba
TledeqneTo Ha MALHEHTH ¢ JOKa3aHH [TU]] - meua ¥ BB3pAacTHH, <€ [oXpuBa OT H30K mo
KIMHMYHA THTEK4, BKIIOYEHA B IaKeTa JCHHOCTH, TApanTHpaH OT OIKETa Ha H30K.
AnroputembT Ha KII e paspaGoten OT Tpyna HMYyHOIO3H H nefuaTpy, ¢ ONHT B
0fGCTyKBaHETO Ha MALUCHTH C A,
JlexapcTBeHH MpPOAYKTHA 32 V3RBHGONHRYIHOTO 3aMECTHTENHO JICUCHHE HA NAlUEHTHTC c
HaCTeCTREHH HMYHO(QEIHIMTH CE OCHIypsBa IO wsuckpanug Ha H30K ¢ mpoTokojiM Ha
KOMHMCHH OT CIIEIHATHCTH.
[Ipenprkaa ce 1a ce [OBHIIH HHGOPMHPAHOCTTa Ha 00ICCTBOTO 1 Me/AHIMHCKaTa ODIHOCT
¥ fa ce IIOBHINY BHHMAHHETO Ha TIPaBHTEIICTBCTBEHH CTPYKTYPH H H30K xbM OBPBHYHHATE
¥MYHHHE AehHIMTH 32 CHIIECTBYBAHETO na TIUJ] 1 B wactroct CVID ¢ ornen pa3zpaboTBaHe
Ha Tiporpama 3a IPOQHIAKTHIHO p3cTeIRaHEe KA MMYHHATA CHCTEMA B pasIndni BB3pAcTOBH
[IEpHOMIH CBBP3aHH CBC CH3PABAHETO H OCTApABAHETO HA IMYHHATa CHCTEMA.
Cp3jaBaHe HAa KIMHHYHE IIPOUEAYPH 33 BUCOKO-CIIEIHATH3HpaHa JMarHocTHKa Ha 1TUA, ¢
mpoALIDKATENRHOCT 12 10 74 uaca, ¥ Ha II0-HHCKa LieHa OT KII. Te 6uxa NOKpUIH
1aBopaTopHUTE H3CHEABAHUA, HeoGXOIMMH 33 TPOTOKONA 33 3AMECTHTCINA Teparua B
M3BbLHOONHAYHATA [IOMOIiL; TPOCNEAABAHETO H 0By4eHHETO HA TTAIMEHTUTE, KOUTO peainHo ce
M3BBpINBAT B GOMHHYHATA, 8 HC B H3RLHOOIHAYHATA Cpela.
A/IO.’IFI, onuuiene npe().:’m;)fceuuﬂ 3d OpL’(JH?Bdb{H}I HU ;wedubgmrckoma 06(,’..’!‘1’.):'('3(?.'[6' HA  Rpaipuenmume 3a
PUHUHCUPURE G CBOMGENHUME deiinocmu, CboBPAIeHd ¢ CUCMBANAmd 6 COMPANURE HOPMAMIGHT ypedta,
GRTIONUAIENND OBOCHOBANTL APEOAOTICEN 3U dosrpinienus 1 wsMenenun. [pedioocenuama mpaosa 0a yewsm
nodoBpABUHE HA QGCMBRA o KaHecmasil, qoeKEamIll i IHAEPEAEItIL MEOUNURCKE Y 30PAGHH SPUNCU, KaKMo U
(}'HJ‘I?ILUIBH[)(IHE Ha UINOIIBAHUME peqvpcu 8 ?()]?dﬂ!fdl?’ia cucmesd, 8 Inosa NI .wamepua.'.'r.'u i HOBCHHKU.
Hughopsayuama credaa Oa ce RO306aGA HA APUEY U VIELPOCHY AMEOUYUNCKY CAIaAapini. HAYUOR Y
KOHCECHCYCH, HACOKM 3d ()05},’){1 npafcmrma U eh'cncpm}m CRIHOGHELL 114 HOYHOHATIU h‘()ﬂ‘{."‘r',-'.'maf-lnﬂt LGS
opvacecmed. B cavqail, 4e makusa e od HAuHu 6 Pemytaurxa buacapys, NPpUI0Centme yycOCCpaniii
CmanGGPINIL, HACOKY U KOHCTHCYCH credsa fa budam npesedein 1a fracapokl e3uic U qoammupantt cvobpasne
K()HK,DL’mH(lmG cneum[m;«f H}’C’.FICJRHH Hl 6?}.’?2(!])(‘1((’”11(1 Ij’(}p(!t?ff{l CUHCRTRAM.

OnucaHHe HA ONMKTA ¢ KOHKPETHH NALHCHTH ChC CHOTBETHOTO pPAAKO 3abosigBane (ako
HMa TAKbB)
MupeusT B bearapus ciy4ail Ha MAHeHT ¢ 0OMKHOBEH IIPOMCHIHEB AMYHOACQHINT €
JMArHOCTHIIHPpaH OT npod. a-p E.Haymopa mpes 1997 roa. OnuTHT Ha CKHI oTYMBAIJL
«ATeKcanApOBCcKa» B JICUEHHETO HA GoHE ¢ 0611 BapaOMICH HMYHCH Oelte HaTPyHaH pe3 |
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nocieauute 10 romuuu. PeumBypcupaneto na uMyHornoOyimaoBuTe penapatd ot H30K
fIpe3 M3MMHAIMTE 2 TONMHH MHTEH3MWQHIMpa NMPUIATAHETO MM H TO3BOJH OLCHKA Ha
c)eKTHBHOCTTA HA JIeUeHHEeTO MpH GOIBHTE ¢ TO3H HMYHEH AeHIMT. IIpemMuHanu ca o0LO
21 Gonuy ¢ pasnuuHK GOpMY Ha OOMKHOBEH MPOMEHJIHE UMYHEH ACHUIHAT, BKIIOTHTETHO U
nedaMuIHa XHHoramarnooy MHemMus. bsxa npoyyenn 10 Gomnu (cpeana Bb3pacT 33,5r.,4
MBXKE U 6 KEeHH) JMArHOCTHUMPAHH M TpocieasBany B KnuHHAKa M0 KIMHUYHA UMYHONOTHS
3a nepuoa 2002-2014 roa. BeapacTTa Ha u3fgBa HA CAMITOMTE Oellle MEXIY 4K3%r,a
JIMATHOCTUYHOTO 3abapsiHe cpeano 10,8 rog. B knMHEYHATA H35Ba JOMHHEPAXa HHOEKIUATE
Ha TUXaTejlHATa CHCTeMa, ciIc/[BaHy 0T OpoHxHekTazHa Gonect U creHomeranus. 1lpu equy
NALMERT ce omHca HeMH(PEKIMOIRO 3aCiraHe Ha XpaHOCMHIIATEIHaTa cHcTeMa. JIeueHHETo U
KIMHAYHOTO Mpociefssane Geiue M3BBPIUCHO 3a nepuod oT 18 meceua. IIppronayanHo ce
npnoxu IVIG 3a pasnideH NepHOA OT BPEME B 3aBUCHMOCT OT UMYHHHS OTIOBOP H UeCTOTATa
Ha nHQEKHUHO3NWTe YyCeloXHEeHHA. B nocneacTBde 7 nanpeHTa NpEMMHAXa Ha MOAKOXKHA
¢opma Ha mpwioxenue, a | mamment or SCIG mpuMuHa KbM IVIG. Jlo3aTa Ha 4OBEIUKH
MMYHOTJIO0YIMH NpH pasiIAuHATe NanueHTd O¢lie CTporo MHAMBHYaI3HpaHa C BapHallHu
mexay 400 u 780 mr/kr. Ilo BpeMe Ha JE€YEHHETO ¢ OTHETE MOBHIIABAHE CPEAHOTO HHBO Ha
UrT ot 0,6 10 7,3 r/n. Cpenauar Gpoil nHQeKNHH Ha MalHenT Hamanaxa ot 10,3 Ha 2,1.
Cpennara roaumna ynorpeba Ha aHTHOHOTHIH Gee pefyumpana ot 8,5 Ha 2,3 npuema. Ilpu
MONOBMHATa OOMHH TpaHO c¢ HEraTHBHpa MHMKPOOHONOIHYHATA HAXOJAKA B 3aCETHATHTE
OPTaHH, KAaTo CHIIEBPEMEHO ce TOA00PH U Ter1oBus npupact. ChLIeCTBEHH HIBOIH OT TOB4
[IPOYUBAHE COYAT, Ye KIMHMYHAST OTTOBOP HE BMHATH Kopenupaine ¢ Husoto Ha Ul n/unu
MHIMBHAYAIHATA 7034 HA rpenaparture. T0AKOKHOTO NPHIIOKCHHE HA UMyHOTJIOOYIHHHATE
JIEMOHCTPHpa 10-J06pO TONEpUpaHe W TEH/EHIM 33 10-700pa KIAHMYHA e(PeKTHBHOCT B
CpaBHEHHE ¢ HHTPABCHO3HMS NPT Ha alulmKauus. bemre ycTaHOBeHo, 4€ ONMpPEeACHAHETO Ha
MHAABH/IYATHUTE 034 M YCIEXBT OT TEPANMsTa 3aBHCAT OT CEHUTE PaKTOPH: KIMHHYHOTO
ChCTOSHME Ha manueHTa, HUBOTOo Ko Wrl, dYecrotara Ha HHQEKIHMTE, TEXeCITa Ha

HH(bCKI.[HPITC, Ka4eCcTBOTO Ha JKHBOT A CHJACHCTBHETO OT CTpaHa Ha IIalfliCHTHTC.

Mous, onuwieme onuma 6 PenyBarxa Bwicapus ¢ KOHKDemuy RUWUEHMY Coe ChOMBENTIOMO PROKO 3UDOAAGUIE.
Mois, nookpeneme  unopMayuama ¢ QMmN oM Haywi RYOIRKayuy o Rocieoutme  nem 200U,
Butiuvepagickama uipopmayus credsa 0g tvde odopyena 6 cht Bankyssp.




