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Xunep-IgM cMHAPOM KOA Ae4YaKa C PeKypeHTHOM
NMHEYMOHMjOM U XenaTocnieHOMeraanjom

[parana JaHnh, Hegerko Pagnosuh, Jlnguja Jokmarnosuh, Haga KpctoBckuy,
3opaH Jlekosuh, Cpha JaHkosuh, [iparaHa Puctuh

YHuBep3uTeTCKa Aeyja KnuHuKa, beorpag, Cpbuja

KPATAK CALIPXKA)J

YBop lMpuKasaH je Aeyak KojeM je y y3pacTy o4 13 roAnHa AnjarHoCTMKOBaH xunepumyHornobynuH M (xunep-IgM) cuippom,
ypoheHa umyHogedbuumjeHLrja Koja ce OAnmMKyje CMarerem KoHUeHTpauwja IgA, IgE n IgG y nna3mu y3 HopmanHe unu no-
BULLEHE KOHLeHTpauuje IgM. Y ocHoBM cHapoMa je owTteherbe CD40 nuraHaa (CD40L) Ha nomaraykum T-numoLnTIMa, LITO
oHemoryhaBa ,Apyr1 curHan” npunmnKom akTmeauuje B-numounta n nHTepakumje T-numeounTta ca AgeHAPUTUYHUM henvja-
Ma 1 Makpodaruma, Te JOBOAM A0 N30CTaHKa CEKYHAAPHOT UMYHOT 04roBopa (MpeyKibyurBare Kinace, capeBarbe adpuHu-
TeTa, UMyHa MemMopuja), Kao 1 0AroBopa Ha T-3aBUCHE aHTUTEHE, y3 0CnabibeH henmnjckn NMyHUTET.

Mpukas 6onecHnKa Y aHamHe3u 60necHNKa JOMUHMpPae Cy YecTe MHEKLMje JoHbEer pecnMpaTopHOr TPaKTa 1 3a0CTajatbe
y pacTy. [Tpernefom je ycTaHOBIbeHa 13pakeHa xenatocnneHomeranuja. Cymmy Ha xunep-IgM curgpom nobyauna je cmarbe-
Ha KoHLeHTpauuja IgA (0,36 g/I) y nnasmm y3 nosuileHy KoHueHTpauujy IgM (35,5 g/l), BoK je KoHUeHTpauwja IgG 6una y pa-
CroHy HopMmanHux BpeaHocT (12,1 g/l). njarHo3a je notBpheHa NPOTOYHOM LIMTOMETPMjOM, Hala3oM 130CTaHKa eKcrpe-
cnje CD40L Ha numdoumTUMa HaKOH CcTMynaumje GopbonMUPUCTUNALIETATOM 1 KaNLUjyMCKIM joHOGOpOM. Jleyere NHTpa-
BEHCKOM MPUMEHOM UMYHOT106Y/MHa je y Meprofy Of NoCTaBs/batba AUjarHo3e AoBena Ao nosehatba 6p3nHe pacTa, noBfa-
Uetba XernaTocnieHOMeranuje 1 CMatberba YUecTanocTv nHGeKUmja AucajHor TpakTa.

3aksbyuak [puKasaHu cyyaj HarnallaBa BaxKHOCT yno3HaBarba nefujatapa Koju npyxajy nprmapHy 34paBCcTBEHY 3aLTUTY
Ca KNMHMYKOM C/IMKOM U NaToreHe3om xunep-IgM cuHapoma, Kako 61 ce 06e36efuno paHo oTKpKBatbe 1 nosehanw nrne-
AV 33 ycrex ieyera oBe petke umyHopeduumjeHumje. OBO je — KOAMKO je ayToprma No3HaTo — NPBU NpUKa3 xunep-IgM cuk-
JpoMa Koju je oTKpuBeH y Peny6nnuyu Cpbuju.

KmbyuHe peun: IgM; umyHogednumnjeHuuja; CD40 nvuranp; feua

yBOJ,

XunepumyHorno6ynmus M (xumnep-IgM) cuHAPOM je
peTtka ypobena nmyHOmeduIIMjeHIIja KOjY OfIUKY-
jy CHVDKeHM HUBOM MMYHOITIOOynuHa kiaace G, A u
E y3 HopMmaiHe iy nnoBuilieHe BpepHocTy IgM [1].
CunzpoM je npBu 1yt onucas 1961. rogune [2]. YV
OCHOBIU 0b0Jbema je omTeheme MuraHia 3a Mose-
kyn CD40 (CD40L) na T-nmuMmdonnutuma, mTo oHe-
MoryhaBa IpeHoC T3B. APYTOT cUrHama usmeby mo-
maraykux T-mumonyra u B-mumdounra. 360r To-
ra B-mumdonuTy He MOry fia 3aII0YHY Ipoliece Impe-
GaryBama y gpyry kiaacy (eHri. class switching) u ca-
3peBara ahUHNTETA, KA0 U Pa3BOj MMyHE MeMoplje
[3]. Takobe, He mocTOju MOryhHOCT CTBaparba aHTH-
Tenma Ha T-3aBUCHe aHTUTeHe. B-muMdonnTy, ca cBo-
je cTpaHe, MMajy OUyBaHy CIOCOOHOCT IIpENO3HaBa-
ma T-He3aBUCHNX aHTUTEHA U Tydera anTuTena [gM
mpema oBuM aHTureHuma (Cxema 1). bynyhu fa je
CD40L taxobe HeonxofaH 3a akTUBaLVjy Makpoda-
ra u eHapuTHIHNX hemja o crpane T-muMdornyTa
aKTUBUPAHUX aHTUTEHOM TOKoM henmjckor umyHor
0JTOBOPA, Xunep-IgM cuHAPOM ce OJ/INKYje M Heafie-
KBaTHUM OJTOBOPOM Ha MHOTe YHyTaphenujcke ma-
TOTeHe MUKPOOPTaHN3Me, KOl KOjUX je 3a YCIIeITHy
onbpaHy opraHn3Ma HeoIIXO/laH fiefIoTBopaH hennj-
cku uMyHu ofiroBop. Ocnabpenocty henmjckor nMy-
HUTeTa JOIPMHOCK U YMatbheHa CIOCOOHOCT T-nmuM-
domuTa 1a ce aKTUBUPAjy U OTIIOYHY Iponndepa-
L[Ujy y IPUCYCTBY aHTUreHa [4, 5]. Koy 6omecHmka ¢
xunep-IgM cMHIPOMOM YeCTo ce MCIo/baBa Hey TPO-
IeHYja, ITO ce objalmbaBa yrorom Monekyna CD40L

y mpeHocy Mebyhenmjckmx curnama TokoM mpolieca
caspeBama MujeouHe KpBHe no3e [6]. OgHoc 3a-
CTYI/bEHOCTH TI0jeIVTHUX TTOATUIIOBA TUM(OLINTA y
nepudepHoj KpBU je Hajuerrhe y OKBUPY HOpMaJI-
HOT pacroHa. JIumbHM GOMMKyIm y ceKyHTapHUM
TUMQONITHNM OpTaHNMa MOKa3yjy U3pasuTy XUIIO-
I/Ia3Mjy TepMUHATUBHMX IIEHTapa, KOj! 4eCTO MOT-
myHo m3ocTajy [7]. Hekapa ce jaB/pajy u ayTouMyHe
Mmanngecranuje koje norabhajy jeman uwan Buie op-
rasa. [Ipernocrassba ce fia je TOCTOjarbe ay TOAHTH-
Tenma mocnenuia omrehema caspeBama perynarop-
Hux T-hennja, 3a koje je mokasaHo Jja Takohe 3axTe-
Ba ¢pyukumonanan CD40L.

Hemro Bume op e Tpehmne 6onecHuka ca xu-
nep-IgM cunapoMoM 1Ma My Tanyjy (OIMICaHO je BU-
1re o7 200 pa3nMINTUX MyTallija) TeHa CMEeLITeHOT
Ha KpaTKOM KpaKy X-XpoM030Ma, KOji1 KOJMpa MO-
nexyn CD40L [8]. To je xumnep-IgM cMHAPOM Be3aH
32 X-XpOMO30OM. Y PeTKMM C/Ty4ajeBUMa, yClIef, eKC-
TpeMHe J1ajoHNsanje, Moryha je mojasa 6maxer oo6mm-
Ka xunep-IgM cunnpoma 11 Kozt 0coba »KeHCKOT IT0/1a
[9]. ITopen X-Be3anor xumnep-IgM cungpoMa, onuca-
HU Cy 1 ayTO30MHO PelleCUBHY ¥ 2y TO30MHO IOMU-
HAaHTHU TUIIOBU CMHAPOMA yCIOB/beHM ommTehemn-
Ma JpYTHX reHa yk/bydeHnx y mebyhemmjcky curna-
nu3anujy nocpefctsoM uHTepakuuje CD40/CD40L
[10]. ITopen reHCKMX aHaNMU3a KOjuMa Ce MO>Ke OTKPU-
TU MyTalluja, y ANjaTHOCTUKOBamy Xunep-IgM cun-
IpoMa KOPUCHO je OTKpuBambe Monekyna CD40L Ha
akTuBMpaHuM T-mimdonytiMa nomohy mporoyne
LIUTOMETPHU]e, ILTO je PeTaTUBHO jeJHOCTABaH U KO-
HOMUYaH TeCT 3a 6p3y opujeHtanyjy [11].
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Cxema 1. Ynora nHtepakuuje CD40/CD40L y akTuBaumjn B-numdounta

Figure 1. Role of CD40/CD40L interaction in B lymphocyte activation

Xunep-IgM cunpgpoMm ce Hajueurhe ucrnospaBa 3a0cTa-
jarbeM y pacTy, IOHaB/baHUM NH]EKIIMjaMa JOmer PecIy-
PaTOPHOT TPaKTa M XPOHUYHVM ITPOIMBOM C MH(MEKIIN-
jOM racTpOMHTECTMHATHOT TpaKTa M 6e3 e [12]. Ymop-
He MHQEKIHje JObEeT PeCIMpPaTOPHOT TPaKTa ce I0 Ipa-
BITy KOMIUIMKYjy OpoHXMeKTasujama. Y3 nosehame je-
Tpe U Cle3uHe, Ha 00jeKTMBHOM Hajla3y MOXe Jia ce yo-
9M U TEIHOCT y TPOYIIHOj Aymybu. JIuM¢HU 4BOPOBU Ta-
kobe mory ma 6yny yBehann. Hecro ce jaB/pajy u nHdex-
Iyje XermarobunujapHor crabna, Koje Mory fa 6yay mpa-
hene ckneposnpajyhum xonanrntucom (4mju je yspou-
HuK Hajuemthe Cryptosporidium), kao u MHPEKIVje IeH-
TpPaTHOT HEPBHOT CMCTeMa I IPYTUX OPTaHCKMX CUCTEMA.
Koz 6onecunka c xunep-IgM cunppomom takobe je mo-
BehaH prsuk oboneBama off KapIMHOMa jeTpe, )KYIHUX
BOZIOBA I TyLITEpaye.

Jleuemwe xunep-IgM cunppoma nojipasymeBa MHTpa-
BEHCKY ITPUMEHY UMYHOTIOOY/INHA Y PEIOBHUM MHTep-
Ba/IMMa Of OKO TPM HeJierbe, Y3 ofiroBapajyhy nmmpHy aH-
TUOMOTCKY Tepamujy nocrojehux nudexunja, 3a Kojy 6u
6110 TTOXKEIBHO JIa je 3aCHOBAaHa Ha U30MalMjy Y3POYHN-
Ka U UCTIUTUBamwY pesucreHnuje. Takobe ce mpemopyuy-
je oproBapajyha xemnonpodunakca nH}peKIje n3aspa-
He opraHusMoM Pneumocystis jiroveci. YIIpKocC nedemy,
IYTOpOoYHa IIPOTHO3a HUje CacBMM J00pa; Ipoliekyje ce
ma 40-50% 6onecHMKa TOKUBM Jia Yhe y 4eTBPTY fieKagy
xuBorta [13]. [Topep onmcaHor KOH3epPBAaTUBHOT JIeYera,
IpUMelbYje ce U alloreHa TPaHCIUIaHTaluja MaTu4He he-
7nje XeMaToIoe3e AaBaolia MOAyAaPHOT 110 ITTaBHOM KOM-
wiekcy xucrokommnarubuaaoctu (IKX).

NPUKA3 BOJIECHNKA

Jleuyak yspacTa of 13 rofyiHa MpUM/beH je y Y HUBEPSUTET-
CKy Zmedjy KMHUKY y beorpamy 360r fyroTpajHOT IpOIN-

Ba 11 TyOuTKa TeslecHe Mace (jBa KIorpama TOKOM TpU
Mecena). Y oOMTHUM KaIlacTVM CTONUIIAMa, KOjUX je 6u-
JI0 YeTHPM-IIET JHEBHO, IpuMeheHM Cy CIy3 U Majio Kp-
Bi. TOKOM ITOCTIe/jEbe JIBe Hefle/be jaBIIIN CY Ce Kalllasb U
OTeXaHO JMcame, HOK je TpOyx 6uo yBehaH oppaHnuje, To-
KOM JIy>KeT IIEPUOJA, C [I0jaYaHNM BEHCKIM LIPTEXXOM BU-
IUBMBYIM TOKOM ITOCTIEAIBVX TOMVHY [jaHa. Y JIMYHOj aHAM-
He3l [IOCTOja/IN Cy MOJALY O eKCTPEMHO] XUIIePIUIA3N-
ju ageHoupa (Koja je medeHa XMPYPIIKK YaK TPU IIyTa) U
[OHAB/BAHNUM PECIVPATOPHUM VMH}eKjaMa (BULIe ITy-
Ta Ce jaBjbasia C/IMKa ONICTPYKTUBHOT OpoHxumTICa). Y V3-
PAacTy Off cefjaM rofHa KOPUTOBAHA je peTEHIja TeCTICA
ca JlecHe CTpaHe, a TPY Mecelia IIpe IIpujeMa fiedak je 6110
HOJIBPTHYT OIlepALiVjil MHTBYHAJIHE KWJIE C JIEBE CTPaHe.
Ypenno je npumno BCG BakLMHY, 0 4eMy CBEJ0YM 0XKU-
pax. ITopoxnyna anamMHesa je 6e3 ocoburocTn. Vma cra-
PHjy cecTpy, Koja je 3apaba.

Bonecuuk je Ha mpujemy 6mo Bucok 139 cm (Tpehu nep-
LeHTWI) U Texak 26 kg (3aocrarak 12%). IIpu mperneny
je mokasuBao ageHoupHy usren mua (Cnka 1). Kape-
710 je 6uno mupHo. ITpu ayckynrauuju miyha obocTpano
Cy yCTaHOB/beHU 3HauM MHWITpauyje wiyhHor mapeH-
xuMa (Be3MKOOPOHXIMjATHO AMCatbe Y3 Haa3 KaCHOVH-
CIMPUjyMCKUX mykota). Tpbyx je 6uo nspasuro ysehas,
y3 IepKyTOPHU HajIa3 CJI0OOJHE TEIHOCTH Y IePUTOHE-
YMCKO] AyIUBM U jaCaH BEHCKM LIPTEX Ha IpeSbeM Topa-
koabpomuHanHoM 3uny (Ciuxa 2). [TpernenoMm je yode-
Ha M3pakeHa XeIlaToCIUIeHOMeTranuja (Jomba MBI jeTpe
6ua je 2 cm V3HAJK HUBOA IIYIIKA, a JOIbA MBMUIIA CIE3N-
He y BUCUHM ITyIIKA).

CepyMeHTaIVja epUTpoOLUTa 6una je yopsana (132
mm/h), ykynan 6poj neyxorura 6maro ysehan (13x10°/1)
ca npefoMuHanjoM HeyTpodua (58%). Konuenrpanuja
xeMorno6uHa 6una je 97 g/l. VimyHnoenekrpodopesom cy
yTBpbenn cmameme KoHuenrpanyje IgA (0,36 g/1) u no-
Behame koHLeHTpanyje IgM (35,5 g/l) y mmasmu, ok je



Cnuka 2. ,AgeHovgaH” nsrneg nviya
Figure 2. Adenoid facies

KoHLeHTpanyja IgG 6mna y OKBUPY HOPMaIHOT pacloHa
(12,1 g/l). Ha penparenckoM CHUMKY myha yodeHa cy 060-
CTpaHa Mp/bacTa 3aceHYeHha Koja OfiroBapajy OpOHXOIHe-
YMOHUjU. YITpasByYHMM IperaesoM Tpbyxa moTspheHo je
yBehame jeTpe u cnesune. Hasmas koMmjyTepusoBase To-
morpaduje (CT) TpOyLIHUX OpraHa OTKPHUO je 3afieb/batbe
CITy30K0)Ke PEeKTOCUTMOMIHOT flefa fAe6eror 1ipeBa, Koje
ce MO>Ke 00jaCHUTY XUIIePIITa3njoM TMMQPOUTHOT TKIBA
y upesHoM 3upny. Ha CT cuumky je Takobe 6o yousrBo
MeCTMMUYHO IIpoLmpese V. portae u v. lienalis. Mepeme
IIPOTOKA KPO3 OBe Cy[loBe KOJIOp JIOTIep YATPa3ByYHUM
IIper/IefloM je YKa3ajo Ha M30CTaHAK MOPTHe XUIepPTeH-
suje. Takolbe, HU €HOCKOIICKMM TIPET/IeJOM HUCY YTBP-
heHy BeHCKV BapMKO3UTETH y Mpefieny CIIoja XKenyna u
jemmaka. buoncujoM jerpe oOTKpuBeHa je BeoMa 671ara MH-
¢dunTpanmja mopTHUX IpocTopa (Koju Cy MHaue HOpMaj-
He Bennuuue) mMMpounTIMa, y3 pokyce arpoduje xema-
TOINTA, MECTUMUYHO Y3 671ary pereHepanujy. ¥ soHama
aTpoduje XemaToyTa yOueHN Cy MPOLIMpPerha I KOHTe-
cTuja cuHyconpa jerpe. Kyndepose henuje cy 6ue 6ma-
ro ymHOXeHe 1 yBehane. Huje 6uno 3HakoBa 611710 KakBe
uHdeK1uje jerpe, HUTHU CKIeposupajyher xomaHruTuca, a
IpOMeHe Cy OllerbeHe Kao HecleluduyHe.

Anamusa umyHo¢enotna numdoryra neprudepHe Kp-
B [TOKa3asa je CHIDKeme yfiena B-mimdonura (1% CDI19*
mMboLUTa) U MHBEp3aH OfHOC cybnonynamnuja T-mmum-
¢dounra (CD4*/CD8+=0,14). HakoH ocam caTu MHKyba-
1yje ca ctuMmynatopyuMa (popOboIMupucTIIaLeTaT u Kaji-
LUjyMCKI joHOOp A23187) OTKPUBEHO je 3HaYajHO C1a-
6uje ucnompaBamwe Mojekyna CD40L Ha muMpountMa y
OJIHOCY Ha KOHTPOJIHY 3/ipaBy oco6y. Ha ocHOBYy oBor Ha-
71a3a, 3ajefJHO C Ha/la30M CMamherba KOHIeHTpanuje IgA u
nosehama KoHLleHTpanyje IgM, 1 y ckiagy ¢ KTMHIYKOM
CIIMKOM, TIOCTaB/beHa je injarHosa xunep-IgM cunpoma.

bonecHuk je nedyeH CyncTUTYLIIOHOM TepamyjoM MH-
TpaBeHCKMM MMYHOITIOOYIMHIIMA Y MHTEpBaIMMa Off TPU
Heflerbe. Tepamnuja je moBea [jo IOB/IaYerha XernaTocIie-
HoMerayje 1 yop3ama pacra (T3B. catch-up peHomen).
Capia, y yspacty of 17 ronnHa, TelecHa BUCHHa 6oe-
cHuKa je 170 cm (m3meby 25. u 50. nepuenTtmna), a Teme-
cHa TexxuHa 60 kg, mTo oprosapa BucuHu. TokoM Tpu n
TI0 TOAVHe HafITIeflalba Ofp>KaBa ce JOOPO OIIIITe CTame
6orecHIKa, IpeM/a je jeTHOM 60/10Bao Off THEYMOHUje,
KOja je YCIIeIIHO JIeueHa oAroBapajyhuM aHTMOnoTcKuM
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Cnuka 3. YBehatbe TpOyxa ycnieq xenatocrnieHomeranuje
Figure 3. Abdominal enlargement due to hepatosplenomegaly

nexoBuMa. Tafa cy 6pOHXOCKOIMjOM youeHe 060CTpaHe
OpoHXUeKTasje.

OnmncaHo HeXMPYPIIKO /lederbe je U Jlabe ¥ TOKy. Po-
IuTeby 60NIECHNUKA Cy TOCABETOBAHM Y BE3M ca yropod-
HOM IIPOTHO30M U IIPeBEHLINjoM MHPEKIMje MUKPOOp-
rannaMoM Cryptosporidium (IpoKyBaBarbe Bofie 3a -
he). Takobe je mpenno)xeHa TpaHCIIAHTAlLlja MaTUYHE
henuje xemaromnoese ¢ 063upoM Ha TO ia je ledaKkoBa ce-
crpa I'KX-niogynapHa u TuMe noTeHIujanau gapanan,. Ha-
KOH TPM T'OJJIHE POIUTE/bY Cy Ia/lu IPUCTAHAK HA JIede-
e TPAHCIUIAaHTAIIMjOM.

AUCKYCHIA

Xunep-IgM cuHLPOM je IpUMapHa UMYHOAeDULIVIjeHLIU -
ja ¢ HajMabOM MHIMIEHIIjOM Off OKO je[JHOT CIy4aja Ha
MIIOH >xuBopobene fene [14]. CyMby Ha OBy AMjarHo-
3y Hajueurhe mo6Oyhyjy BuLIe Iy Ta IOHOB/beHE MHPEKIY-
je peciupaTOPHOT U AUTeCTUBHOT TpakTa [12], kao u ieH-
TpaTHOT HepBHOT crcTeMa [15]. HapounTo je mHAMKATHB-
Ha MHQEeKIINja YCTOBHO ITaTOTeHUM MUKPOOPTaHU3MU-
Ma, Kao 1To cy Pneumocystis jiroveci, Cryptococcus neo-
formans, Cytomegalovirus u Cryptosporidium.y Cjenume-
HUM AMmepuakuM Jlp>kaBama npu6mnkHo 50% 6omecHn-
Ka ce OTKpHje y IpBOj roAVHY 110 pohemy, a 90% 1o Kpa-
ja gyeTBpTe ropuHe [14]. BoecHMIM KO KOjUX ce XUIIep-
IgM cvHApOM IMjaTHOCTUKYje y CTapujeM y3pacTy MMa-
jy Behy yuecTamocT KoMImKanuja n cnabuje usriese 3a
ycrex nedema. OBO je — KOMMKO je HaMa IT03HATO — IPBU
objaB/peHN TIpUKa3 OOTEeCHNKa KOJI KOjeT je TI0CTaB/beHa
IujarHosa xumnep-IgM cunppoma y Peny6muy Cpouju.
Vicropuja 6omecTy mpukasaHoT 60/IeCHIKA HaTIallaBa
3HaYaj yII03HaBama MefiijaTapa Koju Ipy>kajy IpuMapHy
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3[IpaBCTBEHY 3AIITUTY C K/IMHNYKOM CIMKOM ) ITaTOTeHe-
3oM xunep-IgM cuuppoma. Tpeba uMatu y BURY #a KOX
OBOT CYHJAPOMA, 32 pas/uKy of BehnHe Ipyrux mpumap-
HVX UMyHOZe(UIMjeHIIja, YeCTO IOCTOj M XUIIepIUIasy-
ja TepumjapHux MMMGOULHUX OpraHa, Kao LITO Cy Kpaj-
Hyny, [lejepoBe mrode u MMMEHO TKMBO y KOIOPEKTAI-
HOj caysHuuy, 6ynyhn na je y oBoM CMHApPOMY O4yBaH,
a 4ecTo M KOMIIEH3aTOPHO II0jadyaH, IPMMapHY CTeUeHN
VIMYHU OATOBOP MOCpefoBaH B-muMdountima Koju ay-
ye aHTUTeNa I[gM 1ipema TMMyC-He3aBUCHNM aHTUTEHUMA.
AHaMHeCTUYKM [IOJAaTaK IPUKa3aHOT OO/IeCHNKA O XU-
HepIUIas3ujy afleHoMAA U BUIIe ITyTa M3BPIIEHO] afleHeK-
TOMUjY MO>Ke JIa ICTaKHe KO/IMKO je BaKHO Jja IIPUINKOM
Jledersa CBe Jielle Ca 3a0CTajalbeM Y PACTy, YIIOPHUM UH-
dexumjama u XUIepIIasujoM afieHonsa xumep-IgM cuu-
IpoM Oyrie YBpIUTEH Y pasMaTpabe fudepeHIjante nu-
jarHose, yTOJIMKO IIpe ILITO IIPOTOYHA LIUTOMETPHja IPy-
»Ka MOTYhHOCT J1a ce AMjarHo3a OBOT CUHAPOMA PeIaTuB-
HO jeHOCTaBHO nocTaBM. IIITo paHuje fonaxeme Ko Au-
jarHo3se, II0 MOTYRHOCTY ITpe Hero IITO HAaCTyIle KOMITIN-
Kalllje YIIOpHUX MH}EKIMja, Kao LITO Cy OPOHXVMEKTasy-
je ¥ ckyepo3upajyhy XOmaHIUTHUC, K/bYYHO je 3a yCIIeX Jie-
Yerba I JYTOPOYHY IPOTHO3Y [16].

IToparax o ypenHo npuMbeHoj BCG Bakuyuy 6e3 KoM-
IUIMKALlMja Y CaIJIaCHOCTY je ca YMIbeHUIIOM fa je hennj-
CKV MMYHMUTET, KOjU je TIPecyiaH KOJi OBe )XVBe BaKI[IHe,
y 3HaTHOj Mepu o4yBaH u y nipu oirehewy CD40L.

[Tpemza CyICTUTYLMOHA Tepanuja MMYHOITOOY/IMHNA-
Ma IIOCTIDKe PEaTUBHO oOpe pe3y/TaTe iederha, jefuHa
MOTYhHOCT 3a IIOTIIYHO U3/Iederbe jecTe TpaHCIUIaHTallja
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SUMMARY

Introduction We present a boy diagnosed at age 14 years wi-
th hyper-immunoglobulin (Ig) M syndrome, a congenital im-
munodeficiency characterized by reduced plasma concentra-
tions of IgA, IgE and IgG, with normal or elevated concentrati-
ons of IgM. This syndrome is caused by a defect of CD40 ligand
(CD40L) on T-helper lymphocytes, impeding the “second si-
gnal” during activation of B lymphocytes and interactions of
T cells with dendritic cells and macrophages, resulting in the
absence of secondary immune response (class switching, affi-
nity maturation, immune memory), as well as responses to T-
dependent antigens, with an impairment of cellular immunity.
Case Outline The history of the presented patient was do-
minated by frequent lower respiratory infections and failure
to thrive. Physical examination demonstrated severe hepato-
splenomegaly. The suspicion of hyper-lgM syndrome was ra-
ised by low plasma IgA (0.36 g/I) with high plasma IgM (35.5

g/1), while the concentration of IgG was within the normal ran-
ge (12.1 g/l). The diagnosis was confirmed by flow cytometry,
which demonstrated the absence of expression of CD40L on
lymphocytes following stimulation by phorbolmyristylaceta-
te and calcium ionophore. Since the time of diagnosis, intrave-
nous immunoglobulin therapy has led to catch-up growth, re-
cession of hepatosplenomegaly and reduction in the frequen-
cy of respiratory infections.

Conclusion Our report emphasizes the importance for the
primary healthcare paediatrician to be well informed about
the clinical presentation and pathogenesis of hyper-IgM syn-
drome, in order to provide early detection and increase the li-
kelihood of success in treating this rare immunodeficiency. To
the best of our knowledge, this is the first case of hyper-IgM
syndrome reported in the Republic of Serbia.
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