NHOOPMAIIUS 3A:

Hanmenoranne Ha 3a60.19BaHeTO

Hpyrn obukHoBeH” npoMeHTHEH HMYHOJIC(ULIHTHH ChCTOSHHS

Moaa, nocoveme moano nauvenosanue na saboaseanemo na OBIAPCKI C3UK CHRAUCHO HOMEHIAAMYPAMA Ha
MKb-10. Maas, nocoveme cunowwvu u HREPHAMUGHY HAUMEHOGANER 11Q 3aDOFIGAHEIO, aro  MaKuad
Culyecmaysam.

Onpenenenne Ha 3a6onuBaHeTO

OOCHKHOBCHMS TPOMEHITHB mmynogedunur (CVID) Bkmousa XETepOrcHHA Ipyla oT
3aD0NABAHHA CBhC CXO/HA KIHHWYHA W3SBa W pasInyeH moJUIeXall TAaTOTeHeTHYeH
MEXaHUIBM.

IIpe3 nocneaHuTE rOMHEE YCUIICHO Ce HPOYYBAT MATOrEHETHUHHTE MEXaHH3MH, 3AIeCHATH B
OcHoBaTa hHa passuTHe Ha CVID. Omucamn ca pemuna deHOTHNHH 1 GYHKIHOHAHH
HAPYWCHHUA KAKTO B ClENHUIHUA TaKa M B HeCHEUH(UYHAA HMyHeH OTTOBOp, HO TAXHATa
43HOPOAHA CBHIMHOCT NpPH pa3iHYHUTE MAlMEHTH, KaKTO W JIMICATA Ha CPaBHHTEIIHH H




KOMOHHHDAHH aHAIH3M [IPH H3CIIC/IBAHNTe TPYIH 3aTpYHsIBA 3HAYUTENIHO AedHHHpPaHETO HA
BCHIKH  BRIMOXHH ~ HMYHONIATOTEHETHYHH NHTHIE. KiMHHYHaTa CHMIITOMaTHKa ¢
TIPCACTABCHA OT OCTPH, PELMIMBHPAIA H XpPOHMYHH HHOEKIMH, 3acATallM OCHOBHO
JAHXaTeHaTa U XpaHOCMMIIATeTHa cucTeMu. OcBel HHQEKIMO3HATA IATONOTHSA, TAHHeHTHTE
‘a C IOBHIIIEH PUCK OT Pa3BUTHE HA ABTOMMYHHTET H 3710KAYCCTRCHM 3a00/1BaHus. 3acernaru
Ca ¢/IHaKBO W JBata noja. Brmpekn, ye He ChUICCTBYBAT TOYHM JAHHH 3a 4eCTOTATa Ha
3a00NABaHeTO, ce MpHeMa, Ye T Bapupa ot 1:10 000 ao 1:50 000 kato Ha Tozu eTan ce
TMIPACMA, 1€ TOBA € HAN-YeCTUAT IBPBHYEH HMYHEH Je(HIAT, H3UCKBALI MeIUIHHCKH TPHNkH,
[IspBuTE cHMITOMH ce IpOsBABAT ¢iejfi 2 To/MIIHa Bb3pacT. B ocHoBara na MOCTaBsiHe Ha
JIarHo3aTa ¢ 3HAYUTeHOTO TOHUsKaBaHe HMBOTO Ha VT 1 Ha mome €/IMH OT OCTAHATHTE JIBa
OCHOBHH MMyHOT100yIuMHOBH Knaca (MrA u HrM), kato B chImOTO BpEMeE Ce M3KIIo4YBar
ApPYrH  ACHO  JNeUHMpaHH NpHUYHHE 3a XAMOraMario0yTHHeMus.  JIONBIHHTENHR
/HArHOCTHYHU KPHTEPUH Ca JIMIICATa HA W3OXEMATTYTHHHUHHE H/HITH JTHIcBaul crenuuyen
alTHTENICH OTroBop. YcraHoBenute nmpu CVID MyTalluy Karo Te3n B rerute [COS, TACI,
BAFF-R, CDI19, CD20 u CD81 ca HaMepeHH ensa npu 15% oT nmanwenture, kato opu
ocrananute 85% ce npemonara yuactuero Ha APYI'H FCHETHYIHH CUCTEMH. [Ipy manuenTHTe
¢ CVID ce mpoBexna MMyHo3aMecTHTCIHA TEpAllKl ¢ WHTPABCHO3EH HIH CyOKyTaHeH
HMYHOTIOOYHH. IlpakTHKa € MHTpaBeHO3HOTO NIPHJIO’KEHUE Na ce 3amouBa B noza 400
MI/KT/MECeqHO, KaTo B HAYANIOTO HA Tepanusta ce HHPY3MpaT HAKOJIKO JOMBIHHTENHH JO3H C
1en no-0up3o NOBHINaBaHE HUBOTO Ha WIT, Heo6xoaumo e n3Bectro BpEME 3a HACHIIAHE Ha
CKCTPaBasaHOTO POCTPAHCTBO, TOPA/IH KOETO HHBOTO Ha Ul ce OLCHABA HA TPETHA Mecell
OT 3an0YBAaHC HA TCPANHKATA H NPH HEOOXODHMOCT N03aTa ce koperupa. Ilpu naumentH c
XPOHW'IHH eJI0APOGHH YCIIOKHEHHS, BACKYNUTH, PEBMATOJIOMMYHH YCIOXKHEHAS, XPOHHYHA
/Wapusl, IPOTCHH ryGewma eHTeponaTus Hnd HeHAUTABaHe Ha TEro MOXe Jia € HeoOxoamma
fo-sucoka mosa (800 — 1000 mr/kr/mecen) 3a KOHTpoJI Ha OonectHuTe u3seH. Kato
ATTCPHATHBA HA HHTPABCHO3HHTE MOpenapaTH ca pa3paboTeHn npenmapaTH 3a MOAKOKHO
npunoxerne (SCIG). IMpoyusanus, cpasnseamm edeKkTa OT HHTpPaBEHO3HA U cyOKkyTaHHa
MMYHOI'IOGYIHHOBA Tepanus, MOKAa3BaT CKBHBATCHTHA e(pUKACHOCT 110 OTHOINEHHE YecToTaTa
Ha HHpexuuuTe. TToAKOKHOTO IpHIOKERHE Ha HMYHOTIO0YIHHHTE TEMOHCTPHPA no-no6po
TONEpHpaHe M TCHACHUHA 3a 10-%006pa  KJIHHHYHA cQEKTHBHOCT B cpaBHeHHe c
HHTPABCHO3HMA ITBT HA anuiMKaius. OnpeaensHeTo Ha HHIAMBUAYATHATE JIO3H M YCIEXBT OT
TCPAIINATA 3aBUCAT OT CleqHHTE (aKTOPH: KIIMHHYHOTO ChCTOSHHE HA HAIHEHTa, HUBOTO HO
Hrl', wectotara ma HMHEKIMUTE, TexecTTa Ha HHQEKIMHTE, KA4eCTBOTO HA XKHBOT M
CBHACHCTBHETO OT CTpaHa Ha naunentute llpd nauusTATe NpH BanMuMe Ha yecTo
PEUHIUBHDAIIH  BHPYCHH WHQEKIHMH CH BKTIOYBA HMYHOMOZYIMpalld Teparug ¢
Mzonpunosuu no cxema. 3amousa ce ¢ Hawanma nosa 50 Mr/kr/aH, xosiTo ce peaynupa
TIOCTENCHHO B PAMKHTE Ha TIEPUOJ OT TPH Mecela.

Moas. namaweme wpameo onucanue na 3AVOIIBANCIG  CBAIACHD Apuemume 8 Bwicapus  Ateouyiincy
CHIGHOADINY. NGUUONUANY KOHCERCYCH, HACOKY 3a dOOpa npakmuka U excnepmy CIRANHOSTAYA Had HAYUOUATIN
RONCYFMGHMU 1 nayunu dpyocecmea. Onpedeaennemo credea oa exnouss wHPOPMAYUS @ pesioMupan aud na
OBICAPCKU CIUK 3 EMUOTOUSINA, KAUHUHUIE FPOAGH, PCHEMUMHA KOHCYIMAYIS W ACUEHUE HA 2aBOI98uHem o,

Yernpnundpen ko na 3a6oasBaneTo no MKB-10 (ako Takbs e HaJ/IM9eH)

Mors, nocoveme YEMUpYYUPPEn KOD 1A 3aB0IABLNCMO Coaracio woxtencramypama MKE-10. Axo maros e e
HOAHUCH, MO URT0NCEmE NpeOsONCere 30 adexeamns u QOCHOBEpHO  KONUpane na aboascanemo
HAIUONATNAMA 20PacHa CHCmeMa.

Koj na 3a6onsBanero no Orpha code




ORPHA1572

Mors, nocoveme ko na zaborreanemo cveracio Hoseunraamypama Orpha code (hitp:/Awww.orpha.net). Axo
PHAKDE HE ¢ HATHUNCH. MOIH USIOHCEME APLOTOHCCHUE 30 AOEKRAMKO U DOCIMOGEpHO KOOUpGHE Ka 3ab0I8Ranemo
6 HAWNOHATHAN T 3()[)(18”(1 CHCIEAM .

Enupemnosiornunn aannu 3a 3a6onsranero B Peny6anka Bwarapus

lIpes 2006 roz. 8 YMBAJI “AneKcaH/IpOBCKa” e Ch3jameH HALMOHAIeH PErHCTBD Ha
TTALACHTHTE C ILPBUIHY HMYHHH AepuuuTH. ToBa Mmo3Bosigsa kakTo chOHpaHETo HA JAHHHM
3a decrorata Ha IIM]] B crpanara, taka u MOHHTOPUPAHC HA CHCTOSHHETO Ha GonHuTe. B
MOMeHTa O0IWAT Opoli Ha perMCTPHpaHHTe NalMeHTH HabposBa 164 yomeka. Ot Tax 21
MALKEHTA Ca ¢ OOUKHOREH IPOMEHIHB MMYHOAEBHIHT ¢ Pa3sNUYCH [1OUICHKAll TATOreHeTHYH
MEXaHM3bM. YeTHPH OT TAX Ca JAHATHOCTHHUpAHH npes 2015 ron. B KKH 6sxa npoyyern 10
bonuy (cpenna Bb3pact 33,5 1., 4 MbKe U 6 JKE€HH) THATHOCTHLMPAHH M IpOCTIesBaHH 3a
nepuona 2002-2014 roa. Be3spacTta Ha H3s8a HAa CHMITOMTe Gemie Mexay 4 u 39 r., a
AHArHOCTHYHOTO 3a0aBsHe cpenHo 10,8 roa. B kiMununaTta u3ssa JOMHHHpaxa HHQeKIHHTE
Ha JIMXaTe/THATa CHCTEMA, CIEABAHH 0T OPOHXHEKTa3HA 0OIECT H CIUICHOMETAHs. IIpu exun
MALKEHT C€ ONMUCA HEMH(EKUMO3HO 3acsiraHe Ha XPaHOCMUIATENHATA CHeTema, [To BpeMe Ha
JICUCHAETO C€ OTHETE MOBHINABAHE cpeHOTO HUBO Ha Url ot 0,6 mo 7,3 r/m. Cpenuusr 6poii
MHQEKUMH Ha [alMeHT Hamansxa oT 103 Ha 2,1. Cpennara rogmmmba ymorpe6a Ha
aHTHOHOTHIH Gemle pexyunpana ot 8,5 Ha 2,3 npuema. Ilpu nonopunara Goaun Tpaiiko ce
HETaTHBHpa MHUKPOOHOJIOTHYHATA HAXONKa B 3aCErHATHTE OPraHy, KaTo CBUIEBPEMEHO Ce
1000pH M TErIOBHS IPHpacT.

Moua, nocoweme enudeswonozummm dammy 1a sabosseaneno & Penvonuxa bwacapun, Hanmime mpatsa da
BRUCHBAM  unpopMayust na OvAcOpeky e3ux s saboiesaemocmma, GolecmoCnme. APERCUBTEMOUIIMY U

CMBOINGCIIMG 1id 34D0ARSUNEeMO ¢ 6b.€r‘_’apcf{a (')(3?1{{) HORVIGY YA, KAKMO W XUPIREUCNTUR Y B OY K Gl 6p0ﬁ Hd
NORYAQUUARG 6 PUHCK.

B T.u. mayywm myGumkammm or nociaeamure mer FOAHHH W [PMIOKEeHa
bubauorpadgcka cnpapka

Cn. Muxaitnosa, H. 'emesa, C. Jlecuukora, M. Banesa, A. Temenxos u E. Haymoga.
Knunuyna xapakrepuctuka W Jiedende Ha NaNMEHTH ¢ obm BapuabuieH MMyHeH
dedunur B YMBAJI »AJEKCaH/IPOBCKA*. MeTuIUHCKH npernex, 51, 2015, Ne6, crp.
38-46.

Moas. nookpeneme unopMayuama sa enudemu0IonwHIMe Januy subonssuremo 8 Bvazapus ¢ daunn on
HAPuHY Ry GIukantu om ROCIEOHUINEG Nem 200 UM, bubanospaperama unghopmayus credsa da Suoe ohopreny g
amiey Bauyenp. Moas, apuicoceme nwanomexcmon SAPUUNIT 1O YHIMUPAUUINE ROV IVETHRAN I,

Ennpemuosiornanu nannu 3a 3a6oassanero B EBponeiickus cb1o3

Bbnpekn, ue He chlueCTBYBAT TOUHH JAHHM 33 YECTOTATA Ha 3aD0NI4BaHeTO, CE NPHEMa, Ye TS
Bapupa ot 1:10 000 no 1:50 000 xato Ha TO3M eram ce NIpUCMd, Y€ TOBA € HAl-4eCTHUAT
IIPBHYCH UMYHCH JIeULHT, H3HCKBA] MEAMLMHCKE TPIokH. JJaHHK 33 3a60SBaHeTo cpen
HacejeHueTo B EBpomnelickus cwro3 urypupar B Gasara gaunu ma ESID. Ouaxsan OpoH
3acerHaTH MHIHBMIM 33 bhirapckata nonynaius ca Mexay 140 u 700.

Mousi. nocoveme enudesuonosunnu dannu sa zaGorseanemo s Esponeucsust cvwz. lanrume mpsitsa o
GRUONGAM  unhopyayus,  npesedena  Ha  Gvacapckn esux  sa sabosesaemocmma,  Gotecmiocmma,
RPEACUBAEMOCINIMA  CBPIIOCMA 1 30GOITCAHEMO ¢ eBPUACIICKG NOMYAAUUA, KAKING 1t XAPUKMEPUCTINKH 1L
ONARGAN BPOTL Hd NORYIAUAMA 8 PUCK.

B Ty, Haydmnum ny6aMkanMH 0T nocleXHHTe TeT TrogHHH M NPHJIO/KEHA
onbanorpadgeka copaska




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

Moas, nookpenente unghopsayusma 3a erudesuorosusnunte Oguun 6 suborsganeno ¢ Eeponelickus cwios ¢
OUHHU OM BAVYHY RYEIUKAYUE OM HOCTeOnume nem 200uny. butiiuvepapexama ungopmayun credea da Frde

oipopstena ¢ cmun Bawyevp. Mons, APIAGHCEME  HBIHOMCKCMOS  GAPNAHIM Nl QUITUPUHEME Ny
vk ayu,

Onenka Ha cboTBeTcTBHETO Ha 3a6oNsBaHETO € ReGUHHLHATA 32 PAIKO 3a00agBaHe
chIIacHo § 1, T. 42 0T ZONBJAHHTENHUTE paznopendu Ha 3aKkoHa 3a 3paBeTo

3abonsBaHeTo CBOTBETCTBA Ha JajeHaTa B 3aKoHa 3a 30paBeTo NepMHHLMA 3a pAAKO
3abonsBale, a MEHHO paslpocTpanenue mon 5:10 000 AyWH cpen HaceneHuero Ha EC,
BKIIOUUTEHO U B briarapus.

Moas, dexrapupaiime cvomeememeauemo na zaboinsanemo ¢ DeDuauyuana 3a paoko 1a6oansane cra1acno S,
m. 42 o donmanumennume paznopeddu na 3axona sa s0pacemo,

Kputepnu 3a gnarnoctuumpane na 3aboassanero

ChbluecTBYBaT KPHTEPHH 33 TOCTABAHE Ha AMATHO3a CVID, pepusupann or ESID mpes 2014
roausa. KIMHUYHHTE KPUTEPHH BKITIOUBAT;
Haii-manxo enno or cneanure ycmosus:
IloBniiena BL3NPHEMYHBOCT KEM MH(EKIIM
ABTOUMYHHM IIPOSBH
I'panyroMarosuu 3abongpanms
Heobsacuuma nonuknonanya numponponudepaims
3acerHaT 4ieH Ha CEMENCTBOTO ¢ AHTHTEICH Aeduiur
3HAYMTENHO TOHHXEHO HHBO Ha Url™ M 3HaYuTenHO TTOHHXKEHO HUBO Ha UITA | ¢
HIH Oe3 MOHMKEHO CepyMHO HHBO HO UrM (M3MepeHo Hall-MaJIKO ABYKDATHO;
<2SD oT HOPMAaITHOTO HUBO 3a CHOTBETHATA BB3pacT;
W nowne enHo ot cnenuTe yenosus:
» Jlow adTHTENEH OTroBOP KBM  BAaKCHHH (MMM OTChCTBHE Ha
H30XEeMarilyTUHHHH )
* Hucku switched namerosn B xnetxu(<70% ot pedepenTHATA CTOHHOCT 3a
CBhOTBETHATA BbH3PacT)
* Mskmousane Ha BCHYKM BTOPHYHH IPHYHMHK 338 XHIIOTaMarioOyIHHEMus,
JMIICA HAa JaHHH 33 TeXbK T KieThueH medUUMT U MOCTaBsHe Ha AWArHo3aTa
CJIEJ1 YETHPH TOJUIIHA Bh3PACT

OOt BapHabuicH umyHeH AeuuuT (common variable immunodeficiency nim CVID)
BIJIIOYEA TpyMa OT XCTCPOTCHHH ChCTOSAHHSA, OOEIMHEHH OT HapylleHa NpONyKUHs Ha
UMYHOTTIOOYJIMHH M IPOTEKTUBHH AHTHTENA (IeEKTeH aHTHTAIOR OTrOBOD CleJl BAKCHHALIMK
C IPOTCHHOBH M NOJIM3aXapU/IHH BAKCHHH ), KOCTO HaH—4eCTO, HO HE BUHATH Ce MaHuecTHpa
C peKypeHTHH OakTepuannu uHpexkud. Hali-uecTure cuMmromu ca OCTPH, PELHIUBHPALIN
MHOEKIMH, 3acsiralli OCHOBHO [UXATENHATa W XpaHOoCMHuaTelHa cucTemMH. Ocied
MHEKIHO3HATA TATONOTHS, HAIIHEHTUTE €A ¢ NOBHIIEH PHCK OT pa3BUTHE Ha ABTOHMYHHUTET
M 3JI0Ka4ECTBCHH 3a00jABakus. 3a MOMEHTa TOYHATA NATOrEHE3a Ha 3aGOIIBAHETO He ¢
H3BECTHA.

Moas, wsbpoitme xpumepuume sa duaznocmuyupaie na  aboassanemo (Oeunuyus na crvuat). Moas,
GIARGHENE UHGUPAMAY U HO Ei2aPCRU CIHK Ja RPUSHALUME U CUMIMOMUME He SEOOASBUHEMO, CMUOTOUZMG U
namozenesama. Huhopywanyusima credsa da ce nosvsasa wa npuenu u YOIELDOCHY MEOUHUNCIU CRGaHIUpm,
HAWHONLIHY RORCEHCVCN, HACOKY 3u Q0BPU RPAKINIKA 1 eRCAEPITHY CRIOHOBUULA 1A HOWUOH L KOHCYAMURIN U
nayanu - opyxceemsd. Bocynai, we maxusu we ca nadsiinn 6 Pemviuga Bvazapus,  npuroxcenume
MYHCOCCIIPAHHU_CIMUBOapmY, HUCOKY 4 KoNCeHcver credsd oa Gnoam npesedent Hd Gvacapori esuk i




AOARMUPAY COOOPAING KOUKPEMIAMA CHEYNDURA U YCI08UE 1A DbASAPCKRAMA 30PAGHA CUCMEMd,

B 1.4, HaydHM ny0AMKAIMH OT NOCIE[HHTE MeT T'OJHHM M MPHJIOKEHA
O6ubanorpadexa cnpaska

Huarnoctranm 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

Moan. nodkpeneme unopmMayuAma 3a KpUMCPUUME 3a OUACHOCMUNUPANE HA 3ABOIRSANEME § Feponeticnun
CHHIZ ¢ QNI OM HAVYHY NYEAUKQUUN O II0CTEANUMNE Nem O0UHIL Fubruoepadhcrcame unghopstayns cieosa oa
fmde opopviena ¢ cmur Banyonp., Moas, APUAVICEM e MBANOMERCRIOR BADUAHI 1A YIVRUPAUNIE HAYYHY
HYOTHK YUY,

AJITOPHTMH 33 THATHOCTULHPAHE Ha 3200158BaHETO

CrpllecTByBaMMa YTBBPAEH QITOPHTHM 33 TUACHOCTHKA HA NauuedT ¢ CVID (JTaboparopHo
AHATHOCTHYCH QIrOPUTBM 33 [OKa3BaHC HA NBPBHYHAM MMYHHH aeduumtua (ITH]T)),
pazpaboTeH Ha Da3a Ha epponelickuTe i creToBHH npenopsky ( ESID u PAGID)
Ha Beruke GosHm ¢ OOMKHOBEH NDPOMEHIHB HUMYHONE(HT CC IPOBEXKIAT CHEAHHTE
H3CINIE/BaHMA:
1. Knuenyea olenxa - cHeMaHe Ha apaMHe3a, BKI. (aMuIHA aHAMHE3a M (H3WKAIHO
H3cle/IBaHe
2. Cneun¢uIHU UMYHOJIOTHYHE H3C/Ie/IBAHUS:
e OueHKa Ha XyMOpaJleH UMYHEH OTIOBOP
-KOTTHYECTBEHO
-(QyHKIIHOHATHO — IOCTBAKCHHATICH AHTUTENIEH OTTOBOP
¢ OneHKa Ha KICTEYEH HMYHEH OTTOROP
- Hmynodenorunusupane Ha THM(OLUMTHA MONyJIAlMK ¢ ONpeNensHe Ha B KieThunu
cyOmonynauuu (HauBHM, HENpPEBKIIOUAAM Kiaca NaMeToBM B muMbonury,
NPEBKMIOYHIMA Kinaca maMeToBH B numdouutH) Bw3s ocHoBa Ha B kierwhunmTe
cybmonmynauumm W Bpw3KaTa MM C KIMHMYHATa H3sBa ¢ HMapaboreHa Euroclass
K1acHuKaius
- (DyHKUHOHANHH H3C/EABaHHS
3. Knunuko-nabopaTopHu H3ciefBaHMs - HA BCHYKH OONHM Ce M3CNEIBAT IIBJIHA KPHBHA
kapruda ¢ JIKK, obm Genrpk, anbyMuH, 4epHOJAPOOHH €H3HMMH, OCTAThYHO-a30THH Tena,
AKP, put J]
4. MuxpoGuoIOrHyHO M3cTIeABaHe Ha CeKpeTH (TBPIIEH, HOCEH, XpauKa, derec)
5. OyHKUHMOHANHO K3cleABaHe Ha aumaneto (PUJT)
6. Obpasuu wuscnensanus- Ro rpadus Ha rphlieH KOLI, yNTPa3sBYKOBO H3CHC/BaHe Ha
KOpEeMHH Oprany, pH nokazanus KAT Ha xopeM H/uny rpheH Kom
Mluarsosa ce mocrass Ha 0a3a H3MBIHEHW YTBBPAEHM MEKAYHAPO/HU KJIMHHYHH H
naboparopun kputepuu. B JUJ| ce B3uMaT B croOpaxkeHWe BCHUKM HMYHOACDHIMTH C
HapylIeHHE B HMyHOnoOynHHoBaTa cHHTe3a. B okomo 10-20% mma daMuiHOCT, Kato B
okot0 80% oT ciyyauTe cTaBa BBIPOC 3a ABTO30MHO JIOMHMHAHTHO YHACNICAABAHE, Oe3 fio

MOMCHTA JI1a € YCTAHOBCH IMOJACKAIINA I'EHETUUEH ,IIG(DEKT.

Mois. nocoveme @icopumau 30 QudeHocmuyupane mu satiousconemo. Mo, sroveme  Wihopsmanus vy
OBACUPCKI €3UK 30 GHAMKEIAMU U OUQePeHIAIHAMG OUUTHOG KA 3aDOISCANENO, HABOPA oM AaDOPaMOPHN,
QOPU3NT_ W XUCPIOAGOUYRI NICACORANHI, HeOGXOMUMOCT. O SCHCMUNIN HICHACOGOHUA W MeDURO-2CHEMUNH




koncvamupane, Opvou wicagdsanus. Hughopwanuama ciedea du ce nozosasa na Apueiny 1t vmewpoenu
MEOUHUNCRY CIHAHOGPIIY, HAYUOHAANT KOHCENCYCH, HACOKY 3G 00BPA Npaxmuia i excheprinu CImaNoguIa Ha
HAURONATIN KOUCYAmanmu 4 nayuni opyoxecmea. B cayuail. ve maxuca ne ca nawwunn 6 Pemyéauna bvicapus,
RPUTOACCHUME HYHCOCCPANIU CIIAHOAPINY, HACOKY 1 KGICEHLYCU Cledsa da fvdan npeseden ra fuicapeku
CIUK U AOGRNTUDAHL ChOOPAIHO KONKPEMNAMA cNeYiPURa 1 yCI06ust 1d BrIcapckama 30pasia cucmeta.

B T.9. HaydHm nybaMKalHM 0T mNOCHAeHHTE TET TOAHHM M IIPH/ICKEHA
OHOanorpadgceka cnpapka

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

Huarnocridnn kputepuu Ha ESID Vojtech Thon, Natalia Martinez, Maria Kanariou, Klaus
Warnatz, Isabella Quinti, Helen Chapel

Comparison of Diagnostic Criteria for Common Variable Inmunodeficiency Disorder

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

Mous, nodwpeneme unhopmansima 2a aazopumstiune 3a QUASHOCHIUYIPANE HO 3Q00A6AHEING 6 Esponeiicrns
CBRIZ ¢ OURRN O HAYUHY RYOTUKGYNTE GIR ROCHCORUME REm 200UNLL. bufiawospaexama unhopseans credsa da
(oe u(,b()p.-wena o Cmii Bdlﬂ{'y(}'b/}. A/](L"I}i, FICLONCEIME . B IRGIRCKCRIOR SUPDHURIN HA HUMupanume HdyyHi
RVOTHK AR UMY,

AJITOpHTMH 32 JieueHHe Ha 3a6019BaHETO

Obuwsar apHabuieH MMYHEH JepHUAT BKIIOYBA XETEPOreHHA TPyHa OT 3abONABAHUSA C
paziu4Ha naroreHesa. BhUpEKH pasTMYHHTE HMYHOJIOTHYHH MEXAHH3MH ITIpM OTAETHHTE
3a00JI1BaHHA KIMHAYHATA H34BA Ce ONPEIENs 0T HAIMYHATA XUIIOTAMAro0y IMHEMHS, YMETO
JA€YCHHE € HMYHO3aMECTHTEIIHA TEPAIHS.

Jleyenuero Ha maimentate ¢ CVID ce ochluecTBABA B CHOTBETCBHE C IPENOPLKATE HA
European Society for Immunodeficiencies (ESID) u Pan-American Group for
Immunodeficiency (PAGID).

Paspabotennte 8 YMBAJIL , Anekcaupposcka® EAJI, Codus anropurmu (AnropuTEM 34
JICICHHE H PeXaGHIIMTALMs DU MAIMEHTH C I'bPBHYHH HMYHHH JeQUIMTH; ANIOPHTBHM 3a
IIPOBEKJIaHE HAa 3aMECTHTENIHA TCpanMs [P ObPBHYHH HMYHOJEODUIHTH) ca choOpa3ecHH ¢
MCMJIYHADOAHHTE M3HCKBanus. Ilpy BCHYKM nalmMeHTH ¢  OGHKHOBEH NPOMEHIHB
HMYHOAC(HIIAT Ce MPOBEXAA PEryJispHA HMYHO3AMECTHTENHA TEPANHY C UOBELIKH
ramarobymmy. Jlozata ¥ 4ecTOTaTa Ha BIMBAHKATA CE ONPEIENAT OT HUBATA HA CEPYMHHS
Hrl" v x1MHMYROTO CheTOsHHE Ha maimeHTa. Llenu ce focTurane u moaobpkaHe HHBO Ha
cepymen Url” >6 rp/n. [Ipu Tora HEBO Ce PErHCTPHpa CTATHCTHYCSCKH O — HHCKA Y4eCTOTa Ha
HHGEKIHKTE [P TE3H NALMEHTH, ¢ HaMansiBaHe Ha 6pos XOCHMTAIM3AUEY 3 FOMHA H GPOil
TIPOJIeKaHH JIerNoaHu. [IpHNOKEHHETO Ha HHTPaBEeHO3HNTE UMYHOTJIO0Y/IHHOBH TIpenapar
KpHe ¥ H3BECTHH puckoBe. HabmosaBar ce TpM KaTeropws puck — HeszaGaBHa alepruuHa
peakius, peaklHs HAKONKO waca cief WHY3us, KakTo H PHCK OT TpaHCQysus Ha
HH(EKIHO3HH areHTH,

JlONBIHATENHE CHMITTOMATHYHA TEPANHS | NPOGHIAKTHKA Ce TIPOBEXKAA ¢ AHTHOaKTepHATHH,

AHTHMHKOTHYHH, Hp06HOTHuH, BUTAMUHOTEpANUA H Ip MEHKAMCHTH.

Moas, nocoveme wicopmau sa sevenne na soboisanemo. Mois, exnoveme UHGPOPMAYUST 1G B1bacapoKku e3uK
3 Mepanecmuniime nOX00U Kbu 36160)3')?6’(1’”8.‘!10. & MOGUE YNHEAD KONCEPBUIMUEHY U OREPDARUBHY, MEXRUME
NPCOUMCIIBA, PUCKOBE U ONAKGANU e(PeKimUGHOCI, GUOLHIN CAENUIUCIINE RPH APOCENCOUNE HO ACHEHUCMO U
HeOOXOQUMOCIMG O KOHCYAMAYUY ¢ GPVeN CACHUUALCT, HPenopbLamenen Ouemuden pescui i dusuuecra
akmugnoem u Op. Mngopmanusma credea 0u ce RO3064GG U NPUEME U YMEBPOCHI MEOUYUHCKY cmandapin,
HAYUOHATHU KORCEHCYCU, HACOKU 30 006}'}& RPAKTRUKG U eKCREPIMHU CIANOGUNHLA HA HAYHONTINYG KGHCYIMANN i1
HaViHE  dpyowcecmad. B emyugii. we maxusa we ca panmni e Penvbaura  Bracapus,  npuioxcenume
YYUCOCCRIDAIN. CIRANOAPIN, HACOKN W KOHCencycy c3edsd da {tedam npesedent na 6wi2apeku e3uk u
AOARMUPANY CHOBPLTIO KOHKPCIMNUMA CREYUGURA I VEIDERA 1ia Guacapekama 30pacHU cucmeia.




B T.4. nayunu ny0namkanmmm oT MOCHCIHHTE NET TOIMHM H NPHJIOKEHA
onbanorpadeka cnpaska

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-Rundles] July 8,
2010; Blood: 116

Moas, nookpeneme nubopmayusma za arcopumsIme 20 Aeuenne Ha AGOINCAHEMO § LEaponetickns cvios ¢
GAHHU OM HAVYHU IVOTUKAYHE UM BOCIEORUME Rent SO0 bubitupepagpexama unopstayus credea da Swoe

uhopmena ¢ cmu Banxyevp., Mors, npuwiosceme  nmanomexcmos SUPUANI HU YUMUPUHIING  HaYYHN
IVOAHK ALY,

AITOpHTMH 32 Ipoc/eNsBaHe Ha 3a0019BaHeTO

Beekn maument ¢ CVID ce npocieaspa peryiapHO, BbB BPB3Ka C HErOBOTO KJIMHHYHO
CBCTOSHHE, HACTBIIMIIA YCIOXKHEHUS H eeKTa OT IPHJIaraHaTa TCpamus
IIpocneassaneTo BKOYBa:
¢ OueHka KIHHHYHOTO CBCTOAHHE HAa NAUHEHTHTE — HAJHYME Ha HHpeKun,
neprdepHa TMMbageHOMETAINS, XENATOCILIEHOMETATHA
o  HMyHOIOrHYHH H3C/IEBAHUA;
- H3CIeiBaHe Ha CEPyMHOTO HMBO Ha Url- exemecedHo, ¢ Hen ONTUMH3MpaHe Ha
HMYHO3aMECTUTEIHATA Tepanys
- H3C/Ie[BaHe CEPyMHMTE HHMBATA Ha OCTaHANMTE MMYHOTJTIOOYIMHOBH Kmacome- HrA,
HUrM, UrE
- H3CIEABAHE HA KJICTHUCH HMYHUTET- MMYHOMEHOTHIIN3HPAHE HA JIHMQOIHTH
® [IpOBEKJIaHe HA KOHTPOJIHH NabopatopHy uacnensanns — [IKK u OuoxuMud, ¢ uen
PaHHO IMATHOCTHIMPAHE HA HACTBIKIIH YCIOXKHEHHA M NIPEBEHLHMA Ha CTPAHMYHHTE
e)eKTH OT IIPUIIATAHKMTE MEIUKAMEHTU
o llpm nokasaHus ce wu3BBPIIBAT M Ap. (YHKUHOHANHH H HHCTPYMEHTAIHH
uscnensanug- OUJ, KAT, ©I'C,OKC
* KoHcynrauus ¢ Apyrd CHenWalMCTH- TYTIMOJIO3H, FaCTPOSHTEPOIO3H, XEMATONO3H H
Ap. pH HEOOXOOHUMOCT, BBB BPB3Ka ¢ HAM-YeCTHTE YCIOKHEHUS Ha GOTecTTA.
Ha 6asara Ha nomydyeHHTe KIMHHKO-NaGOpaTOpHH pe3yNTaTH ce ONTHMHU3Hpa [03aTa Ha
MMYHO3aMECTHTEIHHA MeAHKaMeHT. M3naga ce mpoToko: 3a npoxbkkasane Ha TepanuaTa

Hpwu naunenture ¢ CVID Morar aa ce pasBUBAT CIEAHUTE YCIOMHEHHS:

- benompo6nu ycaoxHeHHs, BioUBallK OpoRXUeKTazHa GonecT, abeieck, nuMboueH
HUHTEPCTUIHANICH THEBMOHHUT

- ABTOHMYHHHTE IPOSBY Ca C Pa3jMYHA YECTOTA CPEjl Pa3TUYHHTE TONYIIALHH, KOCTO
npeanonara pa3iuyeH reHeTudel Teped. MMa HAKOM JoKaszatencTBa, 4e Mo-49ecTo ce
NpoABABAT NPH INALMCHTH ¢ paHHa u3sgBa Ha Gosectra. Hait-yecrara aBToMMyHHA
IpoABa € NKTOIICHHATa B OKONO 5-8% oT manmeHTuTe ¢ CVID M e npencrabena
NpeIUMHO  OT  MIMONATHYHA  TPOMOOUMTONEHMYHA  Myplypa, ABTOHMYHHA
XEMOIMTUYHA aHEMHS H 3HAYUTEHO N0-PAAKO OT aBTOMMYHHA HEYTPOIEHHS,

- MYJITHCHCTEMHA IrpaHyioMa

- TaCTpPOMHTECTHHATHM NpoABM (HeoOsIcHHMa cHTepomnats), OKOJI0 MONOBHHATA OT
GONHUTE IIPUTEXABAT XUCTOJIOTHYHA KapTHHA, HANO/00ABAIIA TA3H MPH I{bOIHAKHS.
Ipu 4act oT TAX ce ycraHOBABAT rpanyioMu. B okoso 20% ce Ha6moasa HonynapHa
nuMQouIHA XHniepriasysa, a B okono 30% Bb3nalHTeNHM upeBHH 3adonsBanud. B
okono 30% or 6onuute ¢ CVID ce ycragoBsBa cruieHoMeranns

- llpu 2-8% ot mammenture ¢ CVID ce auarHocTHIMpaT npemuMHO B-krerhunu

Hexomxxunosu mumbomu (HXIT).
Moas, nocoueme arcopumaru 3a npocredasane Ha satorseanemo. Mors, skroueme unpopsaus ia Gureapckn
E3UK 3Q NPOSHOIANA HO 3a0OTAGAREN0, HEOHXOOUMOCTIING O ROCACO8UIY DOIHUNHU 11 W3EBHOOIHUHN SPUNCH,




godenu creylaciucn npu H.L)G(.'Jféf()ﬂ@(”!(:‘!}’f{) U HEODXOOUMOCHNIG Om KoHeyimayuy ¢ ()p.}'{_’?! CRET[ULIUCIT,
BHIMONCHY VCI0NCHEHUA, yecmoma 1 medcecm na yoioxckenusma u op. Hugopuayuama credsa da ce
nozocaca Ha npuentd U _Vﬁl@'bp(jf.'fﬂ .11&‘()11’3[!”!(‘}\'5{ CD?(!I![)LT[JJ‘?HI. RUYUGHAUIN KORNCCHCYTH, HACOKH 34 C)Oépfl
HPARIMUKA U CRCHEPRIHU CRAHOGHW (A HUT HAUONTNN KOHCVAMARING U HAVYITH ()[))’.)IC{’-CI?!{?LI, B C'.T)"{(?!?, Y MARUsd
we ca waduuny ¢ Penynuca Bvreapus. npurcacenume wywcdecmpanny cmanodapmu, HACcoKH U KONCEHCYCH
caensa 0a Gudam Apesedeny Ha Gva2apokt e3ux 1 adanmupant Chobpaznoe KonKpemuama creupuKa u vea1o6us
1na BuaZUPCKama 30PABHT CUCRIEMUL.

B T1.4. Hayuyssm ny0GaHKauHH OT MOCTEIHHTE WeT TOANHM H IPHII0OKEHA
oubanorpadicka cnpaBka

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

Moaonra. nodxpeneme wunhopsaynama 3a arzopumasume 3a npociedasane na saGoaasanemo g Eeponeickust cwios
© Sannu om KRl vEIukayyy om nocaednume nem codunu. bubauospachekama unghoparayus credea da tude
()(f){)P.H{’H(f 6 CHIR? B{lijf'ﬁ"l‘)p. .Mr()fl}l, npuaoMHcenie MBIROMCKCM O GAPWAnR. Ha NRIUPARTIE HAdVYHY
HYDAUK U,

AJIFOPHTMH 32 pexaOHIHTALHsI HA 3300/9BAHETO

[Ipu namuenture ¢ CVID BB3HMKBAT Haf-decTo YCIOKHEHHMA OT CTpaHa Ha AMXarTellHara
cucreMa — XOBB, Oponxuekrazua 6onect, fenoapobHu abCecH U eMIUEMH, KOUTO Hajarart
mapanenHo ¢ [aTOreHEeTHYHaTa W CHMITOMaTHYHa TepalnHsA [pHjiarafeTo Ha

peX&ﬁHHHTaHHOHHH NpoueaAypHu - MOCTYPAJICH JPCHAX H JHXATEIHa T’MMHACTHKA.

:11{)."!}?, nocoyenme ((CieopumMu 3a pexa(ﬁmuanwf Ha suboasisanemo, Moxust, sicnovente ?!H(f)()fl\«!(ﬂ{l{}a’ el
6‘1’).’.'&’“]7(}'}(1{ EINK 30 HeOOXOOUMOoCcmmea | m)mpeﬁf{(}cmume G CREYULIUIH AR pexaﬁwmmm;wt, & Rmogad YHet)
(j)u}’HK(UHG, MEPKU 2 CoNUdnd UHMUL DU A, CREYNWTHU (}6[){?3()(‘5(117’1(3.-’!?{?{ n"{_}’f)i'('{)u, np()rf)ewamramn
OPUCHIRNPaNe U Apersatuduraymsl, neuxoroenneckd novowi. Hudopwayuama ciedeu 0a c¢ nososasa Hd
npuemn o }’J’f?(}'bpc){fﬂlt .*'If(:'()?zf?{uHCKTl (:man()aplmr. HAONUOHGIHK KOHCCHCYCH, HACOKN 3d dr)ﬁpu RPAKMURKG U
CRCnepmny CIRANGBUU(U HA HARUOHEHY KOHOImanmu u Hayuliy ()pym(,'ec?mﬁ'a. B {'.-'.'_}"fﬂi’?. e MaKHea ne ca
waayunn 8 Penviauka Bvizapiol, MPHAONCEHUMe Yy Neoecmpanntt CaNOapmu, HacoKy 1t KONCEHCYCH CAedeu Ou
fuddant npesedenti #a OWACAPCKY e3UK N AUARMUPGHYE ChOOPA3I0 KONKPEMHAMG cReybura 1 yer06us Hd
ObieUpCKAma 30PUEHd CUHCMEMU,

B r1.u. HayYHH ny0aMKanMH oOT MNOCIEIHHTE MNeT IOAMHM H IPHIOKEHA
oubaunorpadcka cnpasBka

Mars, nodkpeneme unhopMaysima 34 GIPOPHMMIME 3d pexatunnanst wa saboasaaiemo ¢ Eeponeiickus
CHIOF ¢ OTHHIE O HAYYHL YOIuRayun om nociednume nem 2odunid. Bubauospadhekama ungopyanua ciedsa o
tvoe ohopvena ¢ cmua Bankyewp., Moust, Apuaodceine WeInomencmos GApuaning He YUIUPAOHIEme  Hay R
AVIETHK UYL,

HeofxoauMu JeifmocTn 3a mnpoduiakTuka Ha 3al0ojsiBaHeTo (aKo TaKHBa c¢a
NPHJI0KHMH)

ITpu BcHHUKH MallMEHTH cbe chbMHEHHE 3a CVID ce U3BLPINBAT CKPHHHHIOBH HMYHOJIOTHYHH
wichefBaHusa. [lpy MAUMHTH C YCTaHOBeHAa XHIoramarjoOyjuHeMmus ce fPOBEXJAT
paslIMpeHH CIeNHATH3WPaHH  MMYHOJOTHYHM M3CNEJABaHHA ¢ LEN [OTBbPKIABaHe Ha
NHarHo3ara.

ITposexaa ce CKPUHHHIOBO H3CIIENBAHE HAa CEPYMHH MMYHOITIOOYJIHMHH OpPH POACTBCHHUIH
II'bPBA JIMHMA HA MAUMEHTHTE, TOPaIH YeCTOTO Pa3BUTHE Ha ApyT XyMmopaneH W1 npu tsix. 3a
MOMEHTA [IPH IbLIEPATA HA eIMH OT MAIIHEHTHTE HH Ce JOKa3a celektuBer UrA aeduuur.
Mpu naupenture ¢ CVID ce mposexpa npoduiakTHka Ha BHPYCHHTE HHQEKUHM Mpe3
CCCHHO-3UMHHS TIEPHO/ C UMYHOMOAYIHINH IIpenapaTd, 3a NOJyYaBaHETO HAa KOMTO ce
H3/1aBa IPOTOKOIL.

Ipenpixnaa ce Jia ce MOBHIIYM HHGOPMHUPAHOCTTa Ha 0DIIECTBOTO H MEIMIMHCKATA 0OIHOCT
3a chiectsyBaneTo Ha [T u B uacTHoct CVID ¢ ornen paspaboTsade Ha mporpaMa 3a
NpoPHIAKTHYHO H3CICABAHE HAa HUMYHHATA CHCTEMA B pa3MMHU Bb3PACTOBH TEPHOAH

CBBP3aHH CBC CBE3PABARCTO H OCTapABAaHCTO Ha HMYHHATa CHCTCMA.
Mo, rocoweme delinocmu 3a ApoEaarmusa vd 3AGLAGARCMD, UK IRARUGH ¢u apuioxcom. Moaa,
@KAdeme UQUPMalus iy Bri2apcril e3UK 30 neobXoouMama Nbpeuynd, SMOPUIHA 1 MPEniiid RPeGeH Y,




PUCKOGU akmOpl, G MOGH HHCAV U hakmopu ua OKGIHAMA CPEOA, CKPUIIYIS U dp. Huhopuayuama ciedsa od
ce HOOGUEA HA HPUEMH ¥ yMEHPORHU MEUNUHCKIL CINGHOGPIIY, TIayuoH Tl Koncencyct. nacoky 3a dobpa
RPAKMUKE U CKCAEPTIHE CIAHOGUUL 11 d JIAYUOH AT KONCYTMANM it HAVIHY OPYIIcecmea. 3 CHpuali, ye makusa
ne ca nanwwnt 6 PenyOnura bvazapus. npuicoicenime YYHCOCCMPARIU CINAROAPINY, HACOKY U KOHCEHCYCH
caedeq Oa Budam napesedeny 1id DLAAPCKI E3UR U aoanmupani CHOUPAING KONKPEMIAM CRENWPNKA U VCTO8Us
Het GBACAPCRANIG 3PAGHA CUCHLEM .

B T.u. HaydyHH uYOJHKANHH OT TOCIEJHHTE MNET TOMUHM H NIPUJIOAKEHA
oubanorpadcka cnpapka

Mowt, nodrpeneme  uugropMayuAma  3u Heobyoouume  MepRU du APODTAAKINURL 1id SADVIACAHCIMO &
Egporeickist Cwio3 ¢ QuHHU 0nL HAVYHY AVOSUKAYUTE OB AOCTEOHIIRE  1en cooui,  Butimospachexama
unpopsayus creosa 0a Gvoe oopmena s cnuwt Bankysep. Moist, npuiocente ReAROMEKcnoe gapuain 1d
yumMUpaIUMme HavwI 1y OauKay.

Mpennoxenusi 32 OPraHA3aNMsi HA MEIHIHHCKOTO oGcaykBaHe Ha MaUHEHTHTE H 32
¢uHancHpaHe Ha CLOTBETHHTE ACHHOCTH, chofpasend ¢ JeficTBamaTa B CTpaHaTa
HOpMATHBHA ype10a

TlewenueTo Ha MalieHTH ¢ fokasanu [IA]] - fena u BB3pacTHY, CC MOKpABA OT H30K mo
KnMHHYHA IbTEKa, BKIIOYEHA B IlakeTa JeHHOCTH, TApaHTHPaH OT 6romxeta Ha H30K.
AnropurbMbT Ha KIT e paspabored oT rpyma MMYHOIOSH H negMaTpd, ¢ ONUT B
obcnyxkpaneTo Ha maruenTd ¢ ITU]L

JlexapcTBeHH NPOXYKTH 3a W3BBHOONHHYHOTO 3aMECTUTENHO neveHHe Ha MauHEHTHTE C
HacleACTBEHH MMYHO(EINIINTH Ce OCHTYpsABA IO M3UCKBAHHUA HA H30K ¢ npoTokoaH Ha
KOMHCHH OT CIIEITHANTHACTH.

IlpeaBikaa ce a ce TOBMITH HHGOPMIPAHOCTTA Ha OBIIECTBOTO ¥ MEIMIIMHCKATa OOIHOCT
¥ Ja ce MOBHIIM BHUMAHUETO Ha MPaBHTCICTBCTBCHU CTPYKTYPH M H30K kbM MbpBHYHHTE
HMYHHH fieHIIMTH 38 CBIICCTBYBAHETO Ha U] u B wactroct CVID ¢ ornex paspaboTsane
Ha IpOTpaMa 3a NPO(HUIAKTHYHO H3C/IENBAHE HA MIMYHHATA CHCTCMA B pa3nuvHH BL3PAcTOBH
[IEPUOIH CBBP3aHH CHC Ch3PABAHETO U OCTAPSBAHETO HA MMYHHATA CHCTEMA.

Cp3zaBaie HA KIMHHYHH MpOLEAYPH 3a BUCOKO-CIICHHANU3Mpata AHATHOCTHKA HA MU, ¢
IPOIBIDKUTENHOCT 12 mo 24 d9aca, W Ha MO-HHCKA NCHA OT KI1. Te ©uxa MOKPHJIHA
naGopaTopHKTE HM3CHeNBaHMs, HEOOXOMUMM 33 MPOTOKOIA 34 3aMEeCTHTEIHAa Tepanus B
M3BBHGOIHHHATA TTOMOLL; POCIe/ISBAHEeTO H 00yYEHUETO HA TIAUMCHTHTE, KOUTO Peatio ce

U3BBpIIBAT B QoNIHUYHATa, a HE B A3BLHOOMHUYHATA cpela.

Moug, onneme NpediAodCenus 3¢ opeanusaiud Hd Meduitickomo  oGwIyIeeue g Rayuenmume i 34
punaucupane na coomeemiune deimocntu, coobpaseny ¢ QEHCMGAYAM 8 CMpaHama HopMamusid vpedba,
GIAONRIREH0 OBOCHOBUNE APEOAVNCONNS 30 DONBIHENU U USMEHENUA. [pecaoxcernunma mpaoey 0u Heism
nodobpssaie i OOCMBAA 00 KAHECMBENH. AOEKGAMNN U HABPEMEUHY MEOUYUHTKI 1 30PACHU CPUNCH, KUKMO U
ONMUMUUPANE 1A UIROAIGAHUME PECYPel & SOpaGHama cucmesa. 8 Mosd HUCIO MAMEPUATn U HOGEHRY.
Hnhopmarpwiing caedea 0a ce RO308a6d Hd wpueni i VGBI MEOUYUACKN CIMGHAGPMU, IIayuonaine
KONCEHEYCH, HACORU 3@ Q0OPA RPUKMUKG 1 ERCREPHIN CImaliosingd NG HGHHOUATIN KOHCY MM 1 HAYEil
opyocecmea. B caywan. we MAKued He cd HATUNIY ¢ Penviauxa brizapus, npuiodcenume wyocoecmpaniy
cIaIdapmy, HACOKH U KOHCEHCYCU c1e06a Qa deoan npesedenty Ha HpASAPCKU C3UK W Adanmupani chabpasio
KOMKPEMHAMa CREYUUKRE 1t YCAOGUR 1 HhIeapeRam 30PasHa CHCInEMA.

OnucaHHe HA ONKTA ¢ KOHKPETHH MALHMEHTH ChC CHOTBETHOTO PHIKO 3aboasaBaHe (aKO
HMA TAKBB)

[Ispeuat B beArapus ciydadl Ha MauMeT ¢ OOHMKHOBCH TIPOMEHIHMB HMYHOHNEQHIHT €
jmarsoctrimpan ot ipod. ja-p E.Haymopa 1mpes 1997 rox. OnuThT Ha exun oT YMBAJ
«AJNEKCAH/IPOBCKAY B JEHCHHETO Ha GOMHH ¢ 06 BapuabuieH UMyHeH Oelle HaTpYMaH Mnpe3
nocnenuute 10 roguun. PeumOypcupaHeTo Ha MMYHOTJIOOYTHHOBUTE NPENApaTH OT H30K
Mpe3 M3MUHATMTE 2 I'ONHHH WHTeH3MGbHUIMpPa [PUIATAHETO WM H TO3BOIM OLCHKA Ha
e(eKTHBHOCTTA Ha JICYEHNETO NIPH GosuuTe ¢ To3U uMyHeH nedumur. llpemMuHany ca obmo
21 GonHy ¢ pasnadHd GopMH Ha ODMKHOBEH MPOMEHIIME HMYHCEH AeGHIUT, BKIIOUHTEIIHO K
HedaMWIHA XHIOraMari00yTHHEMH. Bsaxa npoyvern 10 Gonuy (cpefiHa BH3pact 335r.,4
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MBXKe U 6 JKEHH) TMaTHOCTHLMPAHU M MpocieisBaHy B KIHHUKA M0 KIMHHYHA MMYHOIOTHS
3a mepuon 2002-2014 ron. Bw3pacTTa Ha u3gBa Ha cuMOTOMTe Oeme mMexmy 4 w 39 1., a
AMArHOCTHYHOTO 3abaBsHe cpeao 10,8 roa. B x1uHUYHATA H3sAB2 IOMHHHpaxa MHOEKIUHTE
Ha uXaTeNHaTa CUCTeMa, CIICABAHM OT OPOHXHEKTa3Ha GolecT U crteHoMeraius. 1lpu eamn
IIAIIHEHT C€ OMUCa HEMH(GEKIMO3HO 3aciATane Ha XPAaHOCMMUIIATEIHATA cHcTeMa. JIeYeHHeTo U
KITMHAYHOTO TIpOCneasBaHe Oelle M3BBPIICHO 3a nepuoi ot 18 meceua. [TspsoHavanso ce
npnoxu [VIG 3a pasniuen nepron oT BpeMe B 3aBHCHMOCT OT HMYHHES OTFOBOP H 4ECTOTaTa
Ha MHOEKUMO3HMTE ycnoxHeHus. B mocneacreue 7 manwedTa NMpeMMHaxa Ha IIOAKOXKHA
¢popma Ha npunoxenue, a 1 nauuent or SCIG npumuna kem IVIG. Jlozara Ha UoBewIKH
MMYHO[JIOOYJIMH NP pa3TMdHATE NALUEHTH Gellle CTPOTO MHAMBMJIYAI3MPaHa ¢ BapHalliH
Mexy 400 u 780 mr/kr. ITo BpeMe Ha TeUEHHETO ce OTYETEe MOBHIIABAHE CPEJHOTO HHBO HA
Wrl" or 0,6 mo 7.3 r/n. CpemHusit Opoil HHQEKUHW Ha MamueHT Hamamsxa ot 10,3 wa 2,1.
Cpennara rosmmmna ynotpeba Ha aHTHOMOTHIM Gellle pexyuupana ot 8,5 Ha 2,3 npremMa. Ipu
HOJIOBHHATA OONIHH TpalHO ce HeraTHBMpa MHKPOOHMONOTMYHATA HAXOIKA B 3aCETHATHTE
OpraHH, KaTo CBUIEBPEMEHO c€ NoJ0OpH H TernoBus npupacT. ChIIECTBEHH H3BOAM OT TOBa
Ipoy4YBaHe cOYat, 4¢ KIHHMYHHUAT OTTOBOP HE BHHArH KOpeNHpaiue ¢ HUBoTO Ha Url w/unu
HHJMBHYATHATA [03a Ha mpenaparure. [10JK0okHOTO NpHIoKeHHe Ha UMYHOTJIO0YIHHUTE
AEMOHCTPHpPaA 10-100p0 TOJNCPHPAHE M TEHAEHIMA 3a MO-A00pa KIMHWYHA e(EKTHBHOCT B
CpaBHEHHE ¢ HHTPABEHO3HHS BT HA amulMKalMi. beme ycranoBeHo, ye onpegensHeTo Ha
HHAUBUAYATHHTC JO3K ¥ YCIEXHT OT TEPANHATA 3aBUCST OT CleTHUTE PaKTOpH: KIHHHYHOTO
ChCTOSIHHE Ha TallMeHTa, HUBOTO HO Mrl, uecrorara Ha uH(exkuMuTe, TekecTra Ha

HH(I)CKLIHI/ITE, KA4¢CTBOTO HA XHBOT U CBASHCTBHETO OT CTpaHa Ha MAanMeHTHTE.

Moan, onuuteme omima ¢ PenyGanca Boacapus ¢ Konkpentuy RUljuermg cbc CoOMBERMHOM PHOKO 3a6013180HE,
Moan, nodkpeneme wndhopuayusima ¢ OarHU oM HAYNMYE BVOTHRGYRY  OM ROCICONUME  liem  FOONHI
butinoepadpexama undpopstayus caedya du Fvde apopmend 6 cmud Bankvewp.




