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Pestome: O6wwmsT BapnabuneH nmyHeH aecdouunt (CVID) ce xapakTtepusvpa Cc nunca Ha
UMYyHOrNobynuHU, n3paseHa BapnabunHOCT B KMMHUYHOTO NPOTUYAHE U UHAOU-
BMAyaneH TepaneBTUYeH noaxop. Llenta Ha HacTosAwoOTO npoyvBaHe e fa ce
oueHn edeKkTbT OT NpoBexaaHata OT Hac UMYHOCYBCTUTYUMS Npy NauueHTn ¢
CVID 3a nepviog ot 18 meceua. BkntoueHn 6sixa 10 6onHM (cpegHa Bb3pacT
34,7 1., 4 MbXe, 6 XKeHu), AuarHoCTULMpaHM 1 npocneassanyn B KnuHuka no
KNUHMYHa nmyHornorusa 3a nepuog 2002-2014 r. Bb3pactta Ha ussiBa Ha cumn-
TomuTe Gewwe mexay 4 u 39 r., a AnarHocTM4HoTO 3abaBsiHe — cpegHo 11,7 T.
KnuHnyHO AOMUHMpPaxa MHeKuMnTe Ha guxaTenHaTa cucrema. [epBoHavanHo
npu NauveHTUTe ce MPUMOXM MHTPaBEHO3EH MMYHOrNOOYNUH 3a pasnuyeH ne-
pvoa OT BpemMe B 3aBUCMMOCT OT MMYHHWUS OTFrOBOP M YyecToTata Ha MHAEKUU-
03HUTE YCnoxHeHus (cpegHo 3a 10,1 meceua). Bnocnegcrteue 7 nauueHTu
npeMmHaxa Ha nodkoxHa dopMa Ha npuroxeHue. [lo3ata Ha npenapaTtute
Gelle cTporo nHAMBMAYyanuaupaHa ¢ Bapuauum mexagy 400 n 780 mg/kg. OTye-
Te ce noBuvLIaBaHe cpedHOTO HMBO Ha IgG ot 0,7 po 6,6 g/l. CpegHuat Gpon
nHdekumn Hamansea ot 9,1 Ha 3,2. CpegHata roguliHa ynotpeba Ha aHTMbuo-
Tuum Gelwe pegyumpaHa ot 7,3 Ha 2,6 npuema. MNpu nonosmHaTta 60nHKM TparHO
ce HeraTuBupa MukpobrnonornyHata Haxogka. B 3aknioveHune, 3amectutenHaTa
Tepanus ¢ YOBELLUKU MMYHOrNobynuH € OT ronsiMo 3HayeHue 3a NpeBeHumsaTa Ha
MHMEKUMO3HUTE YCMNOXHEHN Npy naumneHTuTe ¢ CVID, kakTo 1 3a nogobpsiBa-
He KayeCTBOTO Ha XMBOT.

KnioyoBu aymu: 06w, BapnabuneH nMyHeH AeduumT, KNMHUYHA U3siBa, UMyHO3aMecTuTenHa Te-
panusi
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Summary: Common variable immunodeficiency (CVID) is an antibody deficiency with a
high variability in its clinical presentation and individually adjusted treatment
approach. The objective of this study was to evaluate the role of intrave-
nous/subcutaneous immunoglobulin therapy on the clinical outcome of patients
with CVID for 18 months period. The analysis involved 10 patients (average age
34,7 years, 4 males, 6 females) with follow-up period before replacement
therapy ranging from 2002 to 2014 year. Average disease onset was between 4
and 39 years and the average diagnostic delay of CVID was 11,7 years. Almost
all patients demonstrated pulmonary infections. Initially the patients received
intravenous immunoglobulin (IVIG) for different period depending on immune
response and infectious complications. Over time 7 patients switched to subcu-
taneous route of application. Immunoglobulin doses ranged from 400 to 780
mg/kg/month. During therapy, median serum IgG levels increased from 0,7 g/l to
6,6 g/l. The mean number of respiratory infections per patient per year de-
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creased from 9.1 to 3.2. The mean annual number of antibiotics used decreased
significantly from 7.3 to 2.6 per patient. In half of the patients negative results for
persistent microbial colonization with CVID related pathogens were achieved. In
conclusion IgG replacement therapy prevents infections and improves quality of
life in patients with the disease.

common variable immune deficiency, clinical features, replacement therapy
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BbBEOEHME

MbpBuyHKUTE UMyHopedmumtn (MNL) ca cbe-
TOSIHUSA, NMPU KOUTO NUMNCBA UMK € HapylleHa yHK-
UMSiTa Ha HSKOWM OT KOMIMOHEHTUTE Ha WMMyHHaTa
cuctema. lNo-ronsimarta vacT OT Te3un 3abonsiBaHus
ca reHeTM4HO ODYyCMNOBEHU 1 ce cpeLuaT npu geua,
HO Hsikou chbopmuM ce MpOsIBSIBAT M B 3psina Bb3pacT.
CpegHo 1 Ha 500 gywwm ce paxga c NMO. Cnopea
ctatuctTudeckute pfaHHMm Ha ESID (European
Society for Immunodeficiencies) 3a 2014 r. Ha nbp-
Bo msicTo cpeg MNMNL ca gedmumntnte ¢ npeobnaga-
BalLO 3acdraHe Ha MpoAyKuusaTa Ha aHTuTena —
56,66%. OOWMAT BapuabuneH uMyHeH AeduunUT
(Common Variable Immunodeficiency — CVID) e
BTOPUAT MO YECTOTa UMYHEH AeduLMT, CBbpP3aH C
Xymopanuus wumyHuteT, cnef IgA gedwuumTa [6,
20]. 3acsra B eaHakBa CTEMEH MbXe U XEHWU C Yec-
ToTa okono 1 : 30 000 B kaBkaskata paca. CVID
BKIIOYBA rpyna OT XETEPOreHHW CbCTOsiHWS, 00e-
OVHEHW OT HapylleHa MMYHOrnobyrnuMHOBa MpoayK-
UMSt M HapyLleHa NPOoAYyKUUS Ha NPOTEKTUBHU aHTU-
Tena (HapyLlleH aHTUTANOB OTrOBOP Crnej BakCuHa-
UMM C NPOTEMHOBM W MONU3axapuvaHU BaKCUHM),
KOEeTO Han-4eCTo, HO He BUHaru, ce MaHugecTmpa ¢
pekypeHTHU BakTepuanHu UHOEKLUN.

Kputepuunte 3a noctaesHe Ha gmarHosa CVID,
npvetn ot ESID (ESID Registry — Working defini-
tions for clinical diagnosis of PID, May 2015),
BKITIOYBAT:

— MWHUMYM edHO OT crnegHUTe CbCTOSIHUS: MOo-
BUMLLIEHA Bb3NPUEMYMBOCT KbM MHAEKLMUN; NposiBa
Ha aBTOMMYHUTET; rpaHyrnomMaTto3Ha GonecT; Heo-
OsicHMMa nonuknoHanHa numdonponudepaumns;
UrieH OT CEMEWNCTBOTO C aHTUTENEeH AeduLmnT.

— 3HaunTenHo noHmwxkeHn IgG n IgA cbc unu
©e3 NoHmwxeHn HMBa Ha IgM (M3MepeHn Hal-marnko
nBa nbtn; < 2 SD OT HOpManHWTe CTOMHOCTM 3a
Bb3pacTTa).

— HesapgoBonuteneH aHTUTANOB OTroBOP KbM
BaKCUMHU (M/MnNn nunca Ha N30XemarnyTUHUHN), T.€.
OTCbCTBME Ha MPOTEKTUBHU HMBA BBMNPEKN BaKCU-
HaumsaTa u/vnm HACKU MpeBKNYUnM nameTosun B-
knetkn (< 70% OT Bb3pacToBOOOYCMNOBEHUTE pe-
dEepEeHTHN CTOMHOCTM).

— Jlunca Ha BTOPMYHU NPUYMHK 3a Xunorama-
rnobynmHemus.

— lNocTaBsiHe Ha AuarHosata cref 4-roguiHa
Bb3pacT (BBMPEKU 4e cumMnToMuUTE Morat ga ce
NPOSIBAT U NO-paHo).

— Jlunca Ha pokasatencrtBa 3a TeXbk T-kne-
TbyeH gedunuuT.

Bbnpeku HanuumMeTo Ha ANarHOCTUYHU KpUTEpUn
nocraBsHeTo Ha gmarHo3a CVID yecTo ce 3abass ¢
rOAMHU crief MbpBaTta M3siBa Ha CUMMTOMAaTMKaTa Ha
3abonsasaHeTo. 3a CALL 3a6aBsaHeTO € cpeaHO OKOJIo
5-6 roauHn, a 3a EBpona cpegHo okono 4 roguHu
[16]. Mo Hawwm npeaxogHn gaHHu 3a Bwnrapusa 10 €
okono 15 roguHu [2]. Mo oTHOLWEHWe Ha KMHWYHaTa
KapTuHa Han-4ecTun npu naumeHtute ¢ CVID ca cuHo-
nynMOHarnHnTe UHMEKLMM — peLmamBupaLLy CUHy3u-
TW, OTUTK N BpPoHXMTK [6]. YecTo e n pasButrMeTo Ha
MHEBMOHMN N BPOHXMEKTA3UN. XapaKTepHN NPUYMHU-
Tenu ca M3BbHKNETbYHM BakTepum OT poda Ha Hae-
mophilus influenzae, Streptococcus pneumoniae, Mo-
raxella catharalis [18, 22]. Bb3amoxHO e aa ce Habnto-
[aBaT M aTUMUYHK NPUYMHUATENN KaTo Pneumocystis
jiroveci unu Mycobacteria. lNMoHacTosiLLieM pa3BUTUETO
Ha OpoHXMeKTasuv Npy nauueHTUTe ce CBbp3Ba He
TOMKOBa C peunavBupalln 6ernoapobHu MHGEKLUK,
KOJKOTO CbC CEpUO3HOCTTa MM (NMHEBMOHMS/cenTuLe-
MUs1), KaTo ce MpeArnonara Bpb3ka ¢ nonmmopdusma
Ha MBL (Mannose-Binding Lectin) reHa. YcTtaHoBeHO
e ole, Ye OpoHXMeKTasnmTe He ca CBbP3aHN C KbCHO
nocTaBsiHe Ha AuarHosata (T.e. C NPOABITKUTENHOCT-
Ta Ha 3abonsiBaHeToO M funcata Ha 3amecTuTenHa
WUMYHOrNo0ynnHoBa Tepanus) UM ¢ TIOTIOHOMYLUEHE
[9]. Opyrn onuceanm MHAEKUMM Npu naumeHTn ¢ CVID
ca: VHMekuMn Ha oTdenuTenHaTa cuctema C Haw-
yecT npuunHuTen Ureaplasma uraelyticum; ctaBHM
MHJEKUMM OBUKHOBEHO C MpuumHuTen Mycoplasma
sSpecies; €eHTepOBMPYCHU MeHUHroeHuedanutn wu
0epMaToOMUO3NTK;  FaCTPOMHTECTUHAMNHN  YCIOXHE-
HUSA, n3passBalLy ce B MHEKLMO3Ha Anapus ¢ npu-
ynHutenn Salmonella, Campylobacter, Giardia n no-
psoko ¢ Cytomegalovirus u Cryptosporidium (npwu
okono 20% ot 6onHuTe). ABTOMMYHHUTE NPOsiBM ca C
pasnuMuHa 4ecToTa cpeq pasnuyHuTe nonynauumu,
KOEeTO npearnonara pasnuyeH reHeTuyeH TepeH. Mima
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[JoKasaresncrea, Ye Nno-4ecto ce nposiBaBaT Mnpu na-
LUMEHTM C paHHa m3siBa Ha Gonectta. Ham-yectuart
ABTOMMYHEH (PEHOMEH € UMTOMNeHMsATa npu oKoro 5-
8% o1 nauueHtute ¢ CVID, npeacraBeHa npeavmMmHo
OT mamonaTuyHa TpoMboumMToneHnyHa nyprnypa, a.-
TOMMYHHA XEMONUTUYHA aHEMUSA U 3HAYUTENHO Mo-
psSOKO OT aBTOMMYyHHa HeyTtpornieHusa [13]. Opran-
cneunguyHnTe aBTOUMYHHW 3abonsBaHUS KaTo nep-
HMLMO3HA aHeMUs], LUMTOBMAHA NaTomNorMsa 1 BUTUMK-
ro cblWo ce HabnogaBaT no-4yecto npu GonHuTe C
CVID cnpsimo obwiaTta nonynauus. [pyr xapakrepeH
Bb3nanuteneH eHoTun npu naumeHtute ¢ CVID e
MynTUCMCTEMHATA rpaHyromaTosa, KaTo eTMosorus-
Ta Ha Te3u nesun BCe Olle ocTaBa HeussicHeHa. [a-
umeHtute ¢ CVID ca ¢ BMCOK puUCK OT pasBuTue Ha
rpaHynomMaTo3Hn WHUNTpauMn 1n numdonaeH WH-
TepcTuumaneH nHeBMOHUT, O3Ha4aBaHu kato GLILD
(rpaHynomaTo3Ha/nMMdoumnTHa nHTepcTMumnanHa be-
noppobHa 6onect), OTHOBO C HesiCHa eTuonorus [25].
MpuunHata 3a nosiBata Ha Bb3MNANUTENHN racTPouH-
TEeCTUHanHN YcrnoXHeHus (HeobsicHMMa eHTepona-
TUSl) CbLLO oCTaBa HeussicHeHa. Okono nonosuHaTa
BOMHM npuTexaBaT XMCTOMNOMMYHa KapTWHa, Hanodo-
6sBaLLa Tasun npu usonuakus [14]. Mpw okoro 20% ce
Habntogasa HodynapHa numdounaHa xunepnnasus, a
npu okono 30% — Bb3nanuTenHU YpesHU 3abonsiea-
Hus. [Mpun okono 30% o1 6onHuTe ¢ CVID ce gnarHoc-
TMuMpa CnieHomMeranus, gbfkala ce Ha pasnuyHu
npuunHu. HabniogaBaHata npu naumeHtute ¢ CVID
xenaTomeranusi CbLIO UMa pa3HoobpasHa eTnonorvs
— aBTOMMYHHU YepHOApoOHN 3abonsBaHust (XPOHU-
YeH akTuBeH xenatut — XAX, mbpBuYHaA OunmuapHa
umposa — lNBLl), BUpyCHM MHGEKUMM (BUPYCHM Xena-
TUTU, KaTO YCINOXHEHNE Ha TepanusTa C MHTPaBeHO3-
HU UMyHOrNoGynuHm — IVIG), unn MHOUATPATUBHM
CbCTOSIHUS, BCMEACTBME Ha ManurHeHn meTacTaswu.
Hanocneabk e ycTaHOBEHO, Ye criydante Ha Heobsic-
HUMa xernatomeranus npu nauveHtute ¢ CVID ce
ObIpKaT Ha HodynapHa pereHepaTuBHa Xunepnnasus
[24]. He Ha nocnegHo MsicTo cepuoseH npobnem npu
ToBa 3abonsaBaHe ca HeonnasuuTte. MNpu 2-8% oT na-
uneHtute ¢ CVID ce guarHocTuumpaTt npegMmHo B-
KNeTbYHN HEXOMKKMHOBY NMdbomu [19].

Tepanusata Ha CVID e npegyMHO MMyHO3aMec-
TUTENHa N OOXUBOTHA, KaTo ce npurarat pasfuyHu
npenapaTy YOBEeLLKM MMYHOrMobynuHn, [obmBaHu oT
3gpaBu gobposonuu. lMpenapatute 6uBat agBe oc-
HOBHM (POPMW B 3aBMCMMOCT OT HayvHa Ha BbBEX-
AaHe: UHTpaBEeHO3HN umyHornobynuHu (1VIG) n cyb-
KyTaHHU MMyHornobynuum (SCIG). Mpu vacT oT na-
uneHTtuTe ¢ CVID un rpaHynomaTto3a ce Habniogasa
nogo6pexue npu npunaraHeto Ha TNF-alpha nHxu-
outopu (Infliximab wnun Etanercept) [23]. OnuncaHo e
M yCNewHo MOoBMAusIBAaHE OT MNPUMOXKEHWETO Ha
Infliximab Ha Bb3nanuTenHW nNposiBM OT racTPOWH-
TecTUHanHus TpakT npu naumeHTn ¢ CVID [11]. Onu-

TbT Ha ekvna oT KnuHunkata no KiMHWYHa UMyHOrO-
s ¢ baHka 3a ctBonoBu knetkM kbm YMBAII
+AnekcaHapoBcka” B AMarHoCTUKaTa u NeYeHneTo Ha
MO patvpa ot 1997 r., korato € gnarHocTuUmMpaH
MbPBUAT Criyvan y Hac ¢ obLy, BapnabuneH MmyHeH
aedouumt npu 51-roamiiHa xeHa ¢ xunoramarnoby-
NIMHEMWSI, YECTU CUHOMNYNIMOHANHN MHAEKUUM, racT-
POVHTECTMHANHa CUMMTOMaTMKa WM XenaTocrnieHo-
meranus. OT ToraBa 4O cera ca AuarHoCTULMpaHn 1
npocnegssaHu noseye oT 85 MaumeHTn ¢ pasnuyHun
dopmn Ha MWL, ot kouto 20 ¢ CVID. Peumbyp-
CMPaHEeTO Ha MMYHOrnobynuHOBUTE npenapaTtu oT
H3OK npe3 nsmmHanute 3 rogmMHu MHTeH3uduumpa
npunaraHeTo UM W MO3BOMM OLEHKa Ha edekTuB-
HOCTTa Ha ne4vyeHVeTo npu B6OMHUTE C TO3N MMYHEH
fedvumt. ETO 3ali0 B HACTOALWOTO MpOyyYBaHe cu
noctaBMxMe 3a Len Aa aHanM3aupame OCHOBHUTE
acnektn v edekra OT PerynspHo npuraraHe Ha
UMyHO3amecTuTeNHa Tepanusa npu 6onHuTe ¢ CVID
C orneg ONTUMM3UPaHe Ha IeyeHneTo, nodobps-
BaHe Ka4yeCTBOTO Ha XMBOT Ha MaUUEHTUTE U Cb3-
[aBaHe Ha [MpernopbkM 3a TepaneBTUYHO MoBe-
OeHve.

MATEPWUAN U METOOU

MpoyyBaHeTO BKMtouBa 10 OONHM, guarHoOCTULM-
paHK, nekyBaHM W npocnegsBaHn B KnuHukaTta no
KMMHMYHA MMyHororus. Benukm naumeHTn 6sixa ¢ au-
arHosa o6y, BapnabuneH umyHeH gecuumt, ocHoBa-
Balla ce Ha Kputepuute Ha ESID. BonHute 6Gsixa
BKJIIOMEHN B HauMoOHanHMs perncTbp Ha naumeHTuTe
C MbPBUYHU UMYHHU AehUUMTU, KATO 3a MbIIHOTO UM
XapaktepusmpaHe cbbpaxme M uM3non3eaxme nog-
pobHa aHaMHEeCTMYHa U OOKyMEHTanHa MeauumHcKa
nHdpopmauus. NoBeyeTo oT naumeHTUTe Bsixa npoc-
negasaHn B KnuHukata no KMUHWYHa UMyHONOrMs Ha
YMBAIJ1 ,AnekcangpoBcka“ — Codomsi, npe3 nocres-
HuTe 10 roguHu C MU3KMYeHne Ha gBama, permcTpu-
paHu 1 gnarHoctuumpann npes 2014 r. 3a KnMHU4YHa
oLeHKa bsixa B3eTU B CboDpaXeHue crnegHuTe rnoka-
3aTenu: Bb3pacT Npu MosiBa Ha OMfakBaHUATa, KOSITO
Oelle aerHMpaHa KaTto Bb3pacT Npy Bb3HUKBAHE Ha
MbpPBUSI eNM304 Ha MHBa3MBHA MHAEKLMS UMM XPOHM-
YeH XO4 Ha CUHY3WUT U CpeaeH OTUT; Bb3pacT npu
NMocTaBsHE Ha AuarHosata — YTOYHsIBaHe crnef nog-
POOHM MMYHONOTMYHN U3CTEABaHUST U NOKpUBaHE Ha
CbOTBETHUTE OOLLIONPUETU KPUTEPUW, BPEME Ha Ou-
arHOCTMYHO 3abaBsHe — MPOABLIHKUTENHOCT Mexay
Bb3pacTTa Mnpu NosiBa Ha onnakBaHusiTa 1 Bb3pacTtTa
npv MNocTaBsHe Ha guarHosaTta. HadyanHuTte 1 noc-
neaBalLMTe enn3oamn Ha MHMEKUMst Npy BCEKU Nauu-
eHT Bsixa permcTpmpaHu ¢ nHpopmaumsi 3a CboTBET-
HWTE naToreHu Npu NpPoBeXAaHUTe MUKPOBMonorny-
HW un3cneaBaHus. bpoHxuekTasunte 6sxa gokasaHu
NnocpeacTBOM peHTreHorpadus/ckeHep Ha 6an apo6.
Mpn HeobxoammocT Bsixa NpoBexaaHu exorpadocku
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n3cnenBaHus, (OyHKUMOHANHW U3CneaBaHns Ha au-
LaHeTo, hnMbpOoKONOHO- 1 ractpockonus. demorpadd-
CKUTEe [OaHHM Ha naumeHTuTe (Tabn. 1) nokasaxa
CrnefHoTO pasnpefeneHne: Mbxe — 4, XxeHn — 6, Ha
cpefHa Bb3pacT — 34,7 roavHW, Kato Han-mMragusar
nauueHT Gelle Ha 25 r., a HaW-Bb3PaCTHUAT — Ha 50 T.
CpegHaTa Bb3pacT npu 1m3sea Ha cumntTomute Belue
21.4 r., kato npu 30% OT nauMeHTUTe Hayanoto e
npean 10-rogmwHa Bb3pacT. OT HayanoTo Ha K-

HMYHaTa M3sBa OO0 YCTAHOBSIBAHE Ha Xunoramarso-
OynuHemus cpegHo 6sixa namuHanm 7 r., a oo nocra-
BsiHe Ha auarHosata CVID — owe 4.7 r. CpegHoTo
06LL0 AnarHocTMYHO 3abaBsiHe Bapupalle 3HaduTern-
HO B rpynara, CbC CTOMHOCT OT 11.7T.

KnuHunyHute nposisn (cpur. 1) npu naumeHTute
BKMtOYBaxa 3acsaraHe Ha pasfnn4yHuM OpraHn K cuc-
Temun: G6enogpobHa, racTpoOMHTECTUHANHA, KOCTHO-
CTaBHa, HepBHa N NUMAHa.

Ta6nuua 1. KnuHuko-pemorpachcku nokasarenu Ha nauueHTurte ¢ CVID

# Naument/ Mon lopuHa Ha Bw3pact Bn3pact Bb3pact npu TepaneBTUYHO
WHUYmnanu paxaaHe npu NbpBa NnposiBa npu ycTaHoBsiBaHe Awaruocmuupaue/ 3abaBsiHe Ha UMYHO-
Ha KNUHUYHaTa Ha xvnoramarnoGy- roa. rnobynuHosara
cMMnToMaTHKa/roa. nuHemus/roa. cybeTuTyums/e roa.
#1 CBN MBX 1970 4 19 37 6
#2 AVIT XeHa 1980 25 26 27 6
#3 BAMN KeHa 1980 18 19 19 14
#4 BCA MBX 1985 12 12 25 3
#5 1M KeHa 1989 6 12 12 13
#6 NBMN KeHa 1964 29 36 37 12
#7KNC KeHa 1966 27 39 39 8
#3 10B MBX 1965 26 49 49 0
#9 HX MBbX 1968 31 32 39 13
#10 LLICH XeHa 1977 24 28 35 1

XP.CUHY 31U

BpoHxuTn

OTUTH

numcpageHonaTna 20%

eHTeponaTua
aneprusa

BpoxnekTasum

30%)

3acAraHeHa LHC

apTponatiu 7* 40%

60%
100%
40%

40%
40%
40%

poacTeeHnync MH3On AU3

1 50%

cnneHomeranna

NMHEBMOHKWA

60%

90%)

0% 20%

40%

60% 80% 100% 120%

LIHC — ueHTtpanHa HepBHa cuctema, MIH3[ — nHcynuHoHesaBuncum 3axapeH agnabet, A3 — aBTonMyHHU 3abonsBaHus

®ur. 1. KnuHMyHa xapakTepucTuka Ha NauueHTUTe cnopep 3acAraHeTo Ha pas3fiIniyHM OpraHu U cUCTeMMU

Mpy BCMYKM MauMeHTU Bodellata cUMMToMaTuhKa
ce m3passBalle B pPecrnmpaTopHN MHMEKUUM Ha Oor-
HWTEe OuxaTenHu nbTvwa (OCHOBHO MHEBMOHUM U
OpoHXUTK) KaTo paHHa KnuHWYHa nposisa. Mpu 40%
oT bonHuTe Gewe yctaHoBeHa GpoHxmekTasHa 6o-

nect. 3acaraHeTo Ha LeHTpanHaTa HepBHa cuctema
Belwe HabnogaBaHO OCHOBHO MpW XeHuTe, a cnne-
HomeranusaTa 6elue xapakrtepHa 3a 60% ot 6onHuTe.
EHTeponatusaTa 6elle OTHOCUTENHO psiaka nposisa —
npu TpyMa NaumMeHTn, HO MpU eauH — C USKIKYUTEN-
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HO TEXKO NpOoTUYaHe, XapaKTepmnsmnpaLlo ce C HemnoB-
nusBawa ce guapus n 6entbyHa 3aryba. Npu HUTO
eOuH OT naumeHTuTe He Bs1xa yCTaHOBEHM NMMA oMU,
CONUAHN TYMOPU UMW aBTOUMYHHU LMTONEHUN. VHTe-
pec npeacTaBnsiBaLle nauneHTka Ha 36 rogmHn (#10)
CbC CUCTEMEH Nynyc epuTeMaTosyc (C ussea B AETC-
Ka Bb3pacT), Npu KOATO BMOCMEACTBME Ce pa3ssu
CVID ¢ nocteneHHo 1 MbIiHO OT3By4YaBaHe Ha aBToU-
MyHHUTE nposiBu [1]. Mpy HUTO eanH oT nauueHTUTe
He Osixa ycTaHOBEHVW NMMEOMMK, CONMOHU TyMOpU
UM aBTOUMYHHU UuTONeHuW. paBu BnevatneHue
drammnHaTa obpemMeHeHOCT ¢ AuabeT Tun 2, KaKTo 1 C
aBTOMMYHHM 3abonsBaHus (50%), a CbLUO 1 NposiBa-
Ta Ha anepruv npu 40% ot GonHuTe, KOETO A0 MO-
MeHTa He e CbobLlaBaHO B nuTepaTyparta KaTto xa-
pakTepHa Haxogka npu CVID. 3a nmyHocybctutyums
Osxa 13nomn3eBaHy OBa npenapaTta 3a MHTPaBEHO3HO
npunoxexve (Immunovenin intact, 5% IgG 50 g/l nx-
dy3roHeH pasteopu 1 Octagam, 10% IgG 10 mg/ml B
konunyectso oT 20 1 50 ml) n eguH npenapar 3a nog-
KOXHa annukaums — Gammanorm mg/ml. MNpegn Ha-
YarnoTo Ha WHTPaBEHO3HUTE WHAY3UM KaTo npodu-
naKTviKa Ha anepruyHa peakums Gelle npunaraH Kop-
TuKocTepouaeH npenapat B go3a 0,5 go 1,2 mglkg
Terrno Unn aHTUXUCTaMuH. 3a NeYEHNETO Ha CbMbTC-
TBaLLUMTE UHDEKUMN BsXa N3MNOM3BaHN PasfUYHK LUN-
POKOCMEKTbPHW aHTUOMOTULM 1 XUMMOTEPANEBTUL B
3aBMCMMOCT OT BMAA Ha NPUYMHUTENUTE, JaHHWUTE 3a
YYBCTBUTENMHOCT U PE3UCTEHTHOCT CbOOPA3HO aHTW-
BuorpamaTa, nokanusaumsTa, JaBHOCTTa U TexecTTa
Ha uHdekummTe. TNpu HAKOW NaUMEHTN AOMbIHUTEN-
Ho Oelle npunaraHa vMyHomogynauusi ¢ Inosine
pranobex B go3sa 50 mg/kg.

PE3YNTATHU

JleyeHneTo Ha MaUMEHTUTE U KIMHWYHOTO MpO-
crieasiBaHe edpekTa oT Hero felle M3BbPLUEHO B MPo-
ObikeHne Ha 18 meceua. NMbpBoHaYanHoO ce npwuro-
XM VHTPaBEHO3eH MMYHOrMobymnmMH 3a pasnuyeH ne-
pvoa B 3aBUCUMOCT OT UMYHHMWS OTFOBOP U YecToTaTa
Ha WH(EKUMO3HUTE YCNOXHeHUs (cpegHo 3a 10,1
meceua). IVIG 6eLle npunaraH Ha Bceku 4 ceamuum ¢
MakcumanHa ckopoct ot 0.12 ml/kg/min. Bnocneact-
BME 7 NauueHTn npeMuHaxa Ha nogkoxHa dopma Ha
npunoxeHve (BeOHLXK MnNn ABa NbTW B cegmuuaTa,
no 10-20 ml B WMHMY3MOHHO MACTO), 1 naumeHT oT
SCIG npemuHa kbm IVIG, a gpyrute octaHaxa Ha
IVIG go kpast Ha npocrnegsasaHeTo. [lo3ata Ha 4o-
BELUKUSI MMYHOTTIOOYMNMH Npy pasnuyHUTE naumeHTn
GelLle CTpOro MHAMBUAyanuavpaHa ¢ BapuaLmmn Mex-
ay 400 n 780 mg/kg. KoHkpeTHo 3a IVIG cpegHaTta
posa Gewe 497 mg/kg/meceu, a 3a SCIG — 553
mg/kg/meceL, nnn 138 mg/kg/cegmuua. daHHute oT
WUMYHOMOMMYHMTE MOoKa3aTenu Ha XymopasnHus uMy-
HWUTET Ha NauuMeHTUTe ca npeacTtaBeHn Ha Tabn. 2.
Mpn un3crneaBaHe Ha CepPyMHUTE WMYHOTNOGYNMHM

pe3ynTat noA AeTeKTabunHuTe HUBa Ha U3Mon3Ba-
HWTE MeToaM Ca MHTEPNpeTUpaHW KaTto HEBB3MOX-
HOCT 3a [oKa3BaHe Ha CbOTBETHAaTa CbCTaBka U
CToMHocTTa Oewwe npueta 3a 0. OT npeacraBeHuTe
JaHHW e BMOHO, Ye cpedHaTta CTOMHOCT Ha 1gG npwm
nauneHTuTe npean Tepanusa Gewe 0.73 g/l, a cnen
Tepanusi 3a pasnuyeH nepuog ot Bpeme (MUHUMYM 5
Mec., MakcumyM 1.5 rofl.) cpegHoTO CepyMHO HMBO Ha
IgG pocturHa 6,6 g/l, KoeTo o3HayaBa pbCT C OKOSo 9
nbTu. TpumMa OT NauUMEeHTUTE MMaxa pPasfnuMyHM Mo
Opon 1 NPOOBIMKUTENHOCT enu3oan Ha MpeKbCBaHe
Ha TepanusaTa nNo CyGEeKTUBHM NPUYMHK, KaTo Npu TsIX
ce oT4yeTe JOCTMrHaTO HMBO Ha IgG noa u okoro 6 g/l.
3a pasnuka OT TX NauMeHTUTE C NOCTOSIHHA MMYHO-
cyoctutyums (C U3KMoYeHne Ha gBamata naumeHTw,
pernctpypanu npes 2014 r., Npy KOUTO NPOOBLITKU-
TENHOCTTa Ha npocrefsiesaHa Tepanus bewwe 5 mec.)
Osixa ¢ HMBa Ha IgG Hag Tasu cTtonHocT (cour. 2). Mo
BpEME Ha NeyveHneTo CpemHuAT Bpon uHeKumn Ha
naumeHT 3a rogmHa Hamansxa ot 9,1 Ha 3,2. CpegHa-
Ta roguwHa ynotpeba Ha aHTMbMoTUUM Gele peay-
umpaHa ot 7,3 Ha 2,6 npvema (tabn. 3). OcHoBHUTE
MWKPOOPraHU3MK, KONTOHU3NPALLM pasnnyHu OpraHmn u
cuctemMn npu naumeHtute, 6axa H. influence, S.
pneumonie, P. aeruginosa, Klebsiella, S. aureus,
Blastocystishominis, E. coli u Acinetobacter. Bcneac-
TBME HA WMYHOCYOCTUTYyUMSITA U aHTUOMOTUYHOTO
neyYeHne B CriyvyanTe Ha U3siBeHa CUMMTOMAaTUKa npu
nonoBuHaTa 60MHM TpamHO ce HeraTMBMpa MUKPOOK-
onoryyHaTa Haxofka B 3acerHaTtute opranu. lpu oc-
TaHanaTta 4yacT OT MauMeHTUTe MbHaTa epagvkaums
Ha MHMEKLMO3HUTE NpUYMHUTENN Belle 3aTpyaHeHa
nopagu nepcucTvpally orHua Ha Bb3naneHue no
TMna Ha GPOHXMEKTa3nM U XPOHUYHU CUHY3UTU. He
felle ycTaHOBeHa kopenauusi mexgy pgosata Ha
NPUNoXeHWe Ha MMyHOrMoOynMHOBKTE MpenapaTu u
KMUHUYHATA edEeKTUBHOCT, M3pa3eHa MOCPeACTBOM
Bpori nHdpekummn n npuem Ha AB. lMpu naumeHTUTe C
enn3oau Ha npekbcBaHe Ha TepanuaTa obave ce oT-
yeTe U HEe3aJOoBONUTENHA KIMHWYHA edEKTUBHOCT
(npu gBama oOT 06O TpmMMma). JOMbAHUTENHO Oue-
HUXME KIMHWYHATa edqEeKTMBHOCT OT npunaraHaTta
3aMecTuTenHa Tepanusi B 3aBWCUMMOCT OT TuMa Ha
NPUNOXeHWe Ha npenapaTtute — UHTPABEHO3HO UM
NoAKoXHO. Npu NaumeHTUTe ¢ KMMHUYHO NoJobpeHue
cpenHuaT nepuon Ha npunoxeHve Ha IVIG n SCIG
bewwe cvoTB. 10,2 1 7,8 Mec., AokaTo npu GonHuTe ¢
He3agoBonuteneH egekt — 13,4 n 4,6 mec. ot obLo
18 meceLa NpOABLIMKUTENHOCT Ha NeYeHune.
MpunoxeHneTo Ha MMyHoOCybCTUTYUMSI aoBeae
N 0O MONoXWTeneH TerrnoBy NpupacT npy naumex-
TMTe ¢ CVID (tabn. 4) cpegHo ¢ 2,7 kg. OcHoBHO
Han-0o6bp edeKT BbpXy nokasarens TenecHo Ter-
no Gelle oTYETEH MpW MAUWEHTUTE, NMPU KOUTO ce
nogobpy 3HAYNTENHO AuapuUYHUS cUHAPOM. [Mpasu
BrnevaTrneHune, Ye Npu nauneHTUTe ¢ OPOHXMEKTa3-
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Ha OOnecT TO3n nokasaTten ocTaHa 0e3 AnHamuka,
KOETO Han-BEepOSTHO Ce Ob/PKU Ha nepcucTupaiim
orHuwa Ha 6enogpobHO Bb3naneHue, BoAELWOo A0
NOCTOSIHEH MPOBbBb3NaNUTENEH LUUTOKMHOB Npodous.
EovH oT mauneHTUTe noaabpKalle orpaHuymuTerieH
PEXUM Ha NPUeM Ha XpaHu no cyGeKTMBHA NpeLieHkKa.
Mo OTHOLLEHWE Ha CTpaHMYHUTE edbekTn Ha Tepanus-
Ta npuv eavH naumeHT Gele HabnogaBaHa peakumst
kbM IVIG, kosiTo Gelle npeavsBrKaHa OT MO-BMCOKA

CKOPOCT Ha BMMBaHE W HeEOOCTaTbYHO TEMMepupaHe,
W eaviH nauveHT nogabpxaile cyodebpunHa temne-
paTtypa B npoabiikeHve Ha 3 meceua. Cnieg npemu-
HaBaHe Ha SCIG 70% ot GonHuTE ce onnakeaxa oT
npexogHa 1 caMmonMMuTMpaLla ce fokanHa peakums
Ha 3a4yepBsiBaHe 1 nogyBaHe (< 24 4), KaTo npu eauH
nauMeHT Te3n OnnakBaHUSA NPoAbINKMXa BLB BpeMe-
TO, MPUAPYXKEHN OT CUNeH Cbpbex 1 rokaneH obpus,
KOETO HanoXwu BpbluaHe KbM Tepanus ¢ IVIG.

Ta6nuua 2. HUBO Ha cepyMHUTe UMYHOrNOGYNMHU NpU NbPBUTE NPOBEAEHN U3crieABaHUsi U HUBO Ha IgG cnep HayanoTo Ha
3amMecTUTesHa Tepanusi C YOBELWKN UMYHOrNo6yIMHOBK NpenapaTu

Maunentu HuBo npu peructpaums HuBo Ha IgG cnepn Tepanus ¢ YoBeLIKN
MMYHOrnoOynuH kbM aBrycT 2014 .
19G g/l IgM g/l IgA g/l IgG g/l ®opma Mepuon
Ha NpUnoxeHue Ha cybeTuTyums

#1 CBN 0,99 0,63 He ce ycraHossBa 3,7 IVIG* ir.5m
#2 AT 0,24 0,24 0,37 8,1 IVIG, SCIG* 1r.5m.
#3 BAI 0,38 0,71 He ce yctaHoBsBa 6,2 IVIG 1r.5m.
#4 BCA He ce ycTaHoBsBa <0,24 <0,37 4,6 IVIG, SCIG 1r.5m
#5 JIM He ce ycraHoBsBa <0.138 <0.032 4.6 IVIG ir.2m
#6 JIBMN 1,18 <0,263 <0,167 7,68 IVIG, SCIG 1r.5m.
#7KNC 1,513 <0,242 <0,167 7.8 IVIG, SCIG 1r.5m.
#8 MIB He ce ycraHossBa He ce ycraHossBa He ce ycraHossBa 49 IVIG 5.

#9 HX 0,901 He ce ycraHoBsBa He ce ycraHoBsBa 11,26 IVIG, SCIG 1r.5m.
#10 LCH 2,09 0,21 0,7 6,87 IVIG, SCIG 1r.5m.

*IVIG — MHTpaBeHO3eH MMYHOrnobynuH; **SCIG — cybKyTaHeH UMyHOrnobynuH
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Ta6nuua 3. CpeaeH 6port MHeKUUn u Nnpuem Ha aHTU6MoTULUM (AB) 3a NnaumneHT/3a roaguHa npeau U cnep UMyHo3aMecTUTeNnHa

Tepanus
NaunenTn Mpean umMyHo3amecTUTENHa Tepanus Cnep MMyHO3aMecTUTeNHa Tepanus Knunnyna
Bpoi Texkn Bpoit neku Bpoi aHTMbMO- Bpoi Texkn Bpoin neku Bpoit aHTubHo- ecpekTuBHOCT
MHeKUuKn 3a MHeKLum TUYHM KypcoBe MHeKuumn MHeKLUn TUYHM KypCOBe
naumeHT 3a 3a nauueHT 3a nauueHT 3a NaumeHT 3a nauueHT 3a naumeHT
roguHa 3a roguHa 3a roguHa 3a roguHa 3arogvHa 3aroguHa
#1 CBN 6 0 6 5 0 5 HesaposonutenHa
#2 AT 3 6 9 0 3 2 No6pa
#3 BAIN 0 5 5 0 2 2 [ob6pa
#4 BCA 0 4 4 0 5 5 HesaposonutenHa
#51IM 2 13 8 0 4 1 [obpa
#6 NBIM 12 0 12 1 0 1 [obpa
#7XNC 1 8 5 1 5 6 Hesaposonuten+a
#3 OB 3 12 10 0 1 1 [obpa
#9 HX 1 7 8 1 3 2 [obpa
#10 LCH 6 2 6 0 1 1 [obpa
CpepeH Gpoit 34 5.7 7.3 0.8 2.4 2.6
VHCbEKLM 1
npvem Ha Ab

Ta6nuua 4. iIvHaMMKa Ha TernoTo Npu nauueHTUTe Npeau u
crnepa npunaraHe Ha UMyHo3aMecTUTernHa Tepanus

Mauventu | Terno/kr Mpupact KomenTap
Mpean Mpu
Tepanua | npocrnepsBaHe

#1 CBI 68 70 +2

#2 AT 55 55 0 BpoHxueKTasnm

#3 BAIN 44 46 +2

#4 BCA 50 50 0 BpoHxuekTasun

#5 1M 33 33 0 BpoHxvekTasun

#6 11BN 53 54 +1

#7KNC 61 64 +3 MogobpeHne
Ha AvapuyHus
CUHAPOM

#3U[B 68 70 +2 BpoHxuektasun

#9 HX 59 75 +16 MogobpeHne
Ha AnapuyHns
CUHAPOM

#10 LLCH 60 61 +1 [veta

CpepHo 3a 50 53 +2,7

rpynara

OBCBHXOAHE

B HauwnoHanHua pernctbp 3a MO durypupat
0o6LWOo 44 nauneHTn ¢ aHTUTENHU gedekTn, OT KOUTO
20 ¢ 06wy BapnabuneH umyHeH gedmumnt. KbM aBryct
2014 r. B KnuHrka no KNnHWYHa MMyHosorms ¢ baHka
3a ctBonoBu krneTkn kbM YMBAJT ,AnekcaHgposcka”
€ 13BbpLUBaHa perynsipHa MMyHocyocTuTyums npu 10
nauMeHTW, KaTo efHa rogyHa no-KbCHO TEXHUAT Bpol
e 13. OunarHocTmyHOTO 3abaBsiHe ocCTaBa OCHOBEH
npobnem npu naumeHtute ¢ CVID — 11,7 r., KoeTo e
npobriem 1 B cBeToBeH MaLab. Taka Hanpumep mbp-
BOHa4anHWTe CMMMATOMW NpU ABama OT MNaumeHTuTe

ca C JaBHOCT paHHa [eTcka Bb3pacT, a AvarHosarta e
nocraseHa cnepn noseve oT 10 roguHn. OCHOBHUTE
NpUYMHK 3a TOBa Ca [ABE: MbPBUYHUTE UMYHHU Aedu-
LUMTU He ce nogo3upat unm obcwxaat npy Bb3pacTHU
WHOVBWOW; MbPBUTE MPOSIBM Ha 3abONsiBAHETO KaTo
OPOHXMTU, CUHY3UTU WU EHTEPOKOMNUTK ce npuemat
3a ,0aHanH1" n CbOTBETHO B TE3M Cry4Yaun He ce npu-
nara pyTMHHO M3MepBaHe Ha HMBaTa Ha CepymHuUTe
NUMyHOrNooynuHW. TepaneBTUYHOTO 3abaBsiHe CbLLUO
Cb3aaBa OOMbIIHUTENHN TPYAHOCTU, OCHOBHO Nopaau
agMUHUCTPaTMBHU OBCTOATENCTBa, KOUTO Osxa yc-
MeLHO peLleHn npes nocriegHute 3 rognHn. VimyHor-
nobynnHoBa Tepanus ce npunara npegvMHO npu aH-
TUTENHUTE AedULUTH, KOUTO Ca HaW-4eCTo CpeLlaHun-
Te MO, Toea BkMuYBa npunaraHeTo MM npu X-
cBbp3aHaTa aramarnobynuHemus, CVID, xunep-lgM
CMHOPOMA U B HAKOM Crlydan Ha TPaH3WUTOpHa XMmno-
ramarnobynuHemusi n gedmumt Ha IgG cybknacose.
VIMyHOrnobynmHoBa Tepanusi Moxe a ce MPUIoxu u
npy KOMOWHWPAHN aHTUTENHW U KIETBYHU UMYHOZE-
dVuMTN Npeau TpaHCNNaHTauus Ha XEMOMOETUYHU
CTBOSIOBW KNETKM W cref Hed, koraTto camo T-kneT-
KUTE€ Ca PEKOHCTUTYMpaHu. [MbpBUAT YOBELLKU MMY-
HOrnoOynMHOB NpenapaT e npousBeaeH npes 1946 r.
ot Cohn et al. nog MMeTo UMyHeH cepymMeH rnodynuH
(ISG) [12]. MoHacTosiem cbluecTByBaT hopmn 3a
WMHTPaBEHO3HO W CYOKyTaHHO npunoxeHue. [MbpBo-
HavanHo npenapaTuTe 3a WMHTPABEHO3HO MPUoXe-
Hve ca 6unu 5%-0BK, HO Npe3 NoCneaHUTe roanHn ca
BbBEAEHN B KNMHWYHaTa npaktmuka 10%-oBu pa3TBo-
pv C HamansiBaHe Ha obLwmsi obem HeobXxoaum npo-
OYKT 1 CbKpallaBaHe BpeMeTO 3a HEeroBOTO MpuIrio-
XeHve [27, 28]. PaHHWTe NOAKOXHW npenapatu ca
16%-0BK, KaTO Hanocreabk nva npousseneHy 20%-
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oBu. [lokazaHo e, Ye NpPUNoXeHMEeTO Ha UMYHOro0y-
MMHW NPY NaumMeHTn ¢ aHTuTeneH aeduumt BOoaM OO
penyumpaHe Ha baktepuanHuTe UHEeKUMK, AHUTE Ha
aHTMOMOTMYEH NpUeM, gHUTe ¢ hedpunuTeT, xocnu-
Tanusaummte n nHeBMoHuuTe [3, 8, 15, 26]. MNMpn Hab-
nogaBaHvTe OT Hac nauneHTn 3a 18 meceua OT Ha-
YarnoTo Ha JeYeHMeTo MMyHocybcTuTyumsiTa Oelue
ycriewwHa npu 70%, a kbm asryct 2015 r. — npu 100%
(maHHUTE He ca npeactaBeHn). CpeaHOTO CepyMHO
HMBO Ha IgG npu naumeHTuTe ce nosuwm ot 0,7 Oo
6,6 g/l. Mo nuTepaTypHn faHHM HeobxoaumaTa [o3a
Ha YOBELUKUS MMYHOrNOBYNVMH € Ta3W, KOATO Nof-
Obpxa TakoBa HMBO Ha IgG, nMpu KOeTo MauMeHTbT
HsAMa uHekummn. [JokasaHo e, Yye naumeHTuTe, nony-
YaBally MO-BUCOKM [03W, UMAT CUTHUAUKAHTHO Mo-
MarKo M No-KpaTkv enu3oan Ha UHGEKLMS B CpaBHe-
HME C MaUMEHTUTE Ha No-HUCkn fo3u [17]. MNpaktuka e
WHTPaBEHO3HOTO NPUNOXeHe Aa ce 3anovsa B Jo03a
400 mg/kg/meceyHo, KaTo B Ha4anoTo Ha TepanuaTa
ce WHpy3MpaT HAKONMKO AOMbIHUTENHU [03U C uen
no-6bp30 nosuLLaBaHe HMBOTO Ha IgG. Heobxoammo
€ V3BEeCTHO Bpeme 3a HacullaHe Ha eKkcTpaBa3arHo-
TO NPOCTPaHCTBO, NOpaan KOeTo HMBOTO Ha IgG ce
oLeHsIBa peanHo Ha TpPeTWsl Mecel, OT 3arnoyvBaHe Ha
Tepanusita U Npu HeoOXOAMMOCT Jo3aTta Ce Kopuru-
pa. [Npy naumeHTn ¢ XpoHUYHN BGenoapoBHU YCoX-
HEHWsl, BacKynuTh, PEBMATUYHU YCIOXHEHUS, XPO-
HWYHa Ouapusl, NpoTeuH-rybella eHTeponaTvus unu
HeHapaBaHe Ha Terno MoXxe fa € Heobxoauma no-
BMCOKa fo3a (800-1000 mg/kg/meceLy) 3a KOHTPON Ha
onectHuTe K3seu [17]. MNpu HaWWTe naumMeHTn gosa-
Ta Ha UMyHOrNobyNMHOBMTE NpenapaTn BapupaLle B
3aBVICUMOCT OT UHAUBMAYaNHUTE 0COBEHOCTW, MHOW-
BMAOYanHoO W3YNCRSBaHWA WHAOEKC Ha kaTabonusbm,
KMUHWYHaTa KapTMHa W eXeMeCeYHOTO KOHTPOMHO
N3MepPBaHO CEPYMHO HMBO Ha IgG. YcTaHoBMXME, Ye
KNMHMYHaTa eddeKTUBHOCT HE Kopennpa CTporo ¢ Ao-
3aTa Ha npunaraHuTe npenapaTu, HUTO C npocreas-
BaHUTE CEPYMHM HMBA Ha MMYHOrMobynuMHUTE, a no-
CKOpPO C MHTepBana Ha WHMy3uMTe, KOeTo OTpassiBa
WMHOMBMAYanHW bakTopu OT CTpaHa Ha NauueHTUTe,
KaTo CbTPYAHWYECTBO MpU NneveHneTo. Heobxoammo
e HabnogeHne Ha nauneHTuTe 0cobeHo No Bpeme Ha
MbpBUTE WHAY3UKM, Korato 6nm3o nonoBuHaTa oOT
Bb3pacTHUTE MonyyaBaT BTpMCaHe, MOBWLIABaHE Ha
Temneparyparta, MycKynHu 6onku n nospbLyaHe. Te-
31 CTpaHU4HM edeKT! B YacT OT CryyauTe moraT aa
ObaaT msberHatm npu crnasBaHe MNpenopbkiTe 3a
CKOpPOCT Ha WHdysusATa (HadanHa ckopocT 0.5
mg/kg/min ¢ nocteneHHo nokaysaHe npe3 20-30 MUH
Ha fosarta npv furnca Ha OnfakBaHusa OT CTpaHa Ha
nauueHTa go makcumym 3 mg/kg/min), nunca Ha ak-
TUBHa MHMEKUMS MO BpeMe Ha MHAY3MaTa, Kakto U
Nno-4ecTu WHTepBanM Ha WHQy3uuTe. [Mpu HawwuTe
naumeHTn He 6sixa HabnogaBaHW CepUO3HU CTpa-
HUYHM eheKkT! OT NEYEHUETO C USKMHYEHNEe Ha ef-

HOKpaTHO BTpuUcaHe u rnasobonvie npv eauH nauu-
€HT, OBMNafileHn C KOpEeKUMs B CKOPOCTTa Ha UHAy3us
N TemnepupaHe Ha pasTBopa, U Apyr criyvan Ha nep-
cvcTupaly cybdebpmnuteT, KOMTO OT3BYyYa Npu Cms-
Ha Ha npenaparta 3a WHTPaBEHO3HO MPUMOXeHMe.
KaTo anTepHaTMBa Ha WHTpaBEHO3HUTE MNpenapaTy
npes nocregHuTe roauHu 6sixa paspaboTeHn pasT-
BOpW 3a MNOoaKoKHO npunoxeHne (SCIG). lMpoyusa-
HUS, CpaBHSBALLM epekTa OT MHTPaBEHO3Ha U CYOKy-
TaHHa VMYyHOrmnobynvMHoBa Tepanusi, NokasBaT eKBU-
BaneHTHa eunKacHOCT MO OTHOLLUEHVE YecToTaTta Ha
nHgekummTe [7, 10]. OBUKHOBEHO Ha4YanHaTa 4o3a Ha
SCIG e KkakTo npv WHTPaBEHO3HUTE npenapatn —
100-150 mg/kg/ceammnyHo. Bbnpeku TOBa Mpw npe-
MWHaBaHe OT MHTPaBEHO3Ha Ha CybkyTaHHa Tepanus
€ HeobXoauMO afanTvpaHe Ha Jo3aTa, Taka ye Ja ce
[OCTUrHe CbLLIOTO XenaHo HMBO Ha IgG. O6rkHOBEHO
cKkopocTTa Ha cybkyTaHHata wHdy3ua npu  16-
npoueHToBuTe npenapatv e 0.05 go 0.2 mitkg/h nnn
1-10 ml/h, kaTo Ha eaHO MHMPY3NOHHO MSICTO ce npe-
nopbYBa fa ce MpUIoxu He noeeve ot 25 ml npena-
paT. Bb3MOXHN ca 1 Taka HapeyeHuTe 6bp3n NHAy-
3um cbe ckopocT 40 ml/h, komTo cbLo ca aobpe To-
nepvpaHu ot naumeHtute [21]. HoBoamarHoctmympa-
HY NaumeHTH, Npu KOMTO 3arnoyBa NpunaraHe Ha uMy-
HOrnobynMHOBa 3aMecTUTeNHa Tepanus, € Bb3MOXHO
[a 3anoyHaT OMPEKTHO CbC CyOKyTaHeH npenapar,
KaTo B Te3u crydyaun ce npenopbyBaT eXeAHEBHU UH-
dy3nm B HSKOMKO nocnegoBatenHn gHn [5]. Beamox-
HM ca 1 pYrv CXEMU Ha MPUIIOXKEHNE Ha CyOKyTaHHW-
Te npenapaTu, KaTo HanpuMep exxegHeBHOTO UM Npu-
noxexve. NpocrneassaHnTe OT HAac MaUMEHTU, KOUTO
npeMmHaxa Ha MOAKOXHAa annukauust Ha MMYHOrIOo-
OynuHuK, Bsixa cneumanHo obydeHu 3a uenTa, karto
camnTe BNMBaHMSA Ce M3BbpLUBaxa B ambynaTtopHa
obcTaHoBKa, BEAHBX MM ABa MbTU CEAMUYHO. ToBa
3HaYMTENHO NoAoOpPY KaYeCcTBOTO Ha XXMBOT Ha Gor-
HUTe 1 Hamanu 6posi Ha xocnutanuaauumute. CblueB-
PEMEHHO OTYETOXME U MNo-4obpa KIMHWYHA edek-
TUBHOCT MpW M3MOM3BaHETO Ha npenapaTty 3a nog-
KOXHO B CPaBHEHME C TakvBa 3a UHTPABEHO3HO Mpu-
noxexve. Mo OTHOLIEHME Ha CTPaHWYHWUTE peakumu
camo Mpu enH naumeHT B6sxa HabnogaBaHu nokar-
HM NPOsIBW, HEMOAABALLM Ce HA OBrafsiBaHe, KOeTo
Josefe 1o spbLuaHe koM IVIG.

B 3akntoueHve, HacCToALWOTO NpoyyBaHe ovepTa-
Ba HSIKOW MPaKTUYECKN U3Boau, KOUTo Bruxa mMornm aa
3anerHaT B OCHOBaTa Ha anropuTbM 3a MMyHOCYyOC-
TUTYumMs npy 6onHM ¢ CVID. Bbnpekn ye Tepanuata
npu Te3n NaumMeHTN e 3HaYUTENHO WHAVBWUAYyanu3u-
paHa, Npv O03VMPaHETO 1 NpuraraHeTo Ha YOBELLKNS
UMyHOrnobynuH, e HeobxoaMMo Aa ce B3eMaT npea-
BWA, CriegHuTe akTopu: KIMHWUYHKAT CTaTyc Ha na-
uMeHTa, JOCTUrHaTOTO CEPYMHO HMBO Ha IgG, yecTo-
TaTa U TeXEeCTTa Ha MHAEKUMNUTE, KaYEeCTBOTO Ha XXW-
BOT U CbAEWCTBUETO OT CTpaHa Ha b6onHus.
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