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MAJ/INTHA XUITEPTEPMUJA KO OEITE

3opan ITPYTHMHOBW'R, buwana BYJIETW'R, Ana BYJI'h,
Cnasunia MAPKOBU'R, l'opgana KOCTI'h

INepmjarpujcka xmHuKa, Knuunyku nenrap ,,Kparyjesan”, Kparyjesary

KPATAK CALIPXKA)

YBoa ManwvrHa xmnepTepmuja je peTko obosbetrbe Koje ce Hacnehyje yrnaBHOM ayTO30MHO JOMUHAHTHO, a UCMOJbaBa ce pu-
ruaHowhy mywmrha, MeTabonnuKom MK pecnpaTopHOM aLyA030M, BUCOKVM HABOOM KpeaTUH-KMHa3e y Cepymy 1 MUOTIO-
6UHYpI1joM, KOja MOXe [1a AoBefie f0 TyOynapHe HEKPO3e U aKyTHe NHCydurUnjeHUje bybpera.

Mpukas 6onecHnka [leceToroaniubm Aevak je NpUMibeH Ha 60NTHNYKO Neyerse 360r NoBYLLEeHe TenecHe TemnepaTtype, ma-
NaKCcanoCTy U Kawwsba. [ipyror aaHa no npujemy 6vo je BUcoko ¢pebpunat (39,8°C), AUCNHOMYAH, TaXUMHOWYaH, COMHOJIEHTaH,
Manakcao, NoBpPeMeHoO je byHLIA0 1 Kanuno ce Ha 6onose y muLirhiriMa, Koju Cy 61 purviaH 1 60HO OCET/bMBM Ha Nannauu-
jy. Tokom Hohm MoKpaha je 6una TaMHoLPBeHa, anu je guypesa 6una HopmanHa. Jlabopatopujcke aHanu3se obaBsbeHe Hapea-
HOT AaHa NoKasasne Cy NoBULLEHe BPeAHOCTM acnapTaT-aMuHoTpaHchepase (AST 4263 IU/I), anaHuH-amnHoTpaHcdepase (ALT
1311 IU/I) n nakTaT-gexugporeHase (LDH 11787 IU/I), pok cy BpeAHOCTU KpeaTuH-KrHa3e y cepymy buse TONUKO BUCOKE, Aa ce
HUCY MOrfe U3MepuTU. AHanM3a ypriHa je nokasasna HeraTvBaH pe3ynTaT Ha XXyuHe 60je 1 XeMOrnobuH, a NO3NTUBaH Ha M-
ornobuH. HapegHrx faHa 6onecHuk je 6vio adpebpurnaH, 60n108M y Muwmnhima cy ce NoCTeneHo CMUPUBANK, a YpUH ce n3bu-
cTpuo. Tek Tpeher faHa je n3MepeH HUBO KpeaTuH-KIHa3e y cepymy, Koju je 6uo 178700 IU/I. HapenHe faBe Heplerbe KNUHUY-
KV Hanas ce NocTeneHo HOPManmn3oBao, AoK Cy ce nabopaTopujcke BPeAHOCTY eH3rMa Y cepymy nobosbluane Ha HOpMasHe
Tek 3a iBajeceT AaHa.

3akbyuyak ManurHa xunepTrepmuja ce MOXe pa3BUTY 1 KO fieLie Koja HeMajy HEYPOJIOLKO 000/bere, Kao 1 6e3 npumeHe
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VBOTI

Majursa xunepTepMuja je TeHeTCKI YCIOB/beHa 6071ecT
C HOTEHIjaTHO (haTATHOM XUIIEPMEeTa6OMIMIKOM PEaKIy-
jom mummha ckernera [1-3]. ITokperaun 3a xumnepmetabo-
JIMYKY peakLyjy Cy HeK! aHeCTeTUIV, MUIIMAHY peTak-
CAHTI, eKCTPEMHII CTpPeC, QUMUK HAIOP, BUCOKA Tejle-
CHa TeMIlepaTypa, HoBpena munmha u gpyro [4-6]. Ma-
JINTHA XI/IHepTepMI/Ija C€ UCIIO/baBA €KCTCH3VMIBHUIM OIITE-
hewnma mumnha (pabgommonusom), Mummhaum purn-
ANTETOM, EHOPMHUM HOBehaH)eM HYIBOA Kp€aTNMH-KINHA-
3e (CK) y cepymy u muornobusa [7], 6onom n crabourhy
y munmhnma, cMamermeM mokpeTa y 3axsahennm excrpe-
MUTETHMA, TAXUKAPAMjOM U TaxuIHeoM [8]. YuecTamocT
oBor o6omema je o 1:14000 xop fete mo 1:50000 kog; o~
pacnux ocoba [1].

ITpuxasaH je gedax 060/1€0 O Ma/INTHE XUIIEPTEPMI-
je Koja ce MCIospyIa Ipy MHQEKLUjI AVICAjHNX OpPraHa.

ITPMKA3 BOJIECHUKA

IleceToropuIN LY le4aK IPUM/bEH je Ha OOTHIYKO Jle-
yeme y [legmjarpujckoj kmuumuny Knmuauukor menTpa y
Kparyjesiyy 360r noBuiieHe TeleCHe TeMIIEPAType, 1yj-
HOT yOp3aHOr AMcama, MaJlaKCa/IoCTI 1 Kalyba. Pa36o-
JIeo ce TPU JaHa Ipe IpujeMa y OOTHUIY ca TeIeCHOM
temreparypoM o 40°C. [lan mpe mpujema mpumeheno
je ,cBupame” y rpyanma. Jleqax je 61o mamaxcao, ybpsa-
HO je IMCao0 U MCKAIbaBao obmaH, Xy T cekper. Ha gan
npujema 6uo je pebputan 1 uMao purupgHe mummhe exc-
TpeMuTeTa, 60IHO OCeT/bMBE Ha HalIIALNjy.

Iledax je 6110 IpBO feTe 13 TpyAHOhe HOpMATHOT TOKA.
ITopobaj je Takobe mpoTekao HOpMaIHO U edak je pohen
Texxak 4.950 rpama. YpenHo je BakuyHmcad. Of 4eTBpTe
rogyHe 60JIyje O acTMe, Off 4era je 1 OOTHUYKM JIeUeH.
Hasasu aneprujckux npoba Ha KOXXU OWIN Cy HO3UTUB-
HII Ha rpuibe 11 KyhHy npamuny. KopucTuo je y Hekomko
HaBpara IIpoduIakcy 3a actmy. Illect Mecenu npe npuje-
Ma KOPYICTHO je (QIyTUKA30H y aepocony. [lpyre 1ekose
Hyje mpuMao. Huje nogspraBan XupypIIKMM MHTEPBEH-
L/jaMa, HUTH je IPUMIO aHECTETUK. Y IoJjaliMa II0po-
[M4YHEe aHAMHe3e HaBeMIeHO je ja Cy 00a pofurerba 3apaBa
U 1a HYCy OWIa M3/1araHa MpYMeHN aHeCTeTHKA.

Ha npujemy fedax je 6uo cBectaH, adhebpunaH, aju-
HaMI4aH, JVICITHONYAH, TAXMNITHOMNYAH, OPOIIEH X/TaTHNM
3HOjeM; yrBpDeH je 6oman purnanter Muumtha pyky u Ho-
ry. CrysHuija Hoca 6ma je XuIepeMudHa, IPeKprBeHa
TYCTHM, XY TUM CEKPETOM; XK/perio je Takobhe 6mo xure-
PEMIYHO, @ HU3 3a/IIbJ) 3] Ce CIMBajIa TyCTa CeKpelja.
}II/IM(I)He JKItesfie Cy Ou1e CUTHE U Ha TUIIMYHNIM MECTU-
ma. [lIturacTa >xesza je 611/1a HOPMATHO [IOCTAB/bEHA I
yobuaajene BemmanHe. [pyau kot je 6110 pecrnpaTopHO
CUMETPUYHO IIOKPeTaH. AyCKy/ITaTOpHM Hajlas Ha wyhu-
Ma I71acuo je: 060cTpaHo 6as3anHo, BUIIE AeCHO OPOHXA-
JIaH HI/IC&jHI/I 3BYyK Ca ‘ijHI/[M KaCHOMHCIIMPATOPHUM ITYy-
KOTMMa U pehyiM HICKOTOHCKNM ,,3BIDKIAeM’ HIPU 13-
nucajy; 6poj pecrimpanuja je 61o 44 y MUHyTH, apTepuj-
cKM KpBHU nputycak 110/80 mm Hg, 3acuhenocT Kuceo-
HIKOM 89%. AyCKy/ITaTOpHM Haa3 Ha CpIy 610 je HOp-
MaJIaH. JeTpa I C/Ie3VHa Cy ce Hajlaswuie Y GU3MOJIOMKIM
rpanunama. OcTanm Hamasu 6y cy Takohe HopMaTHIL.

JIaboparopmjcke aHanmmse: cepmMeHTaumja 15/30,
epurpouuty 4,8x10'%/1, xemornobun 120 g/l, neykouu-
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™ 4,9%10°/] (cermenTnpann uHeyrpoduu 0,76; urramnmn-
hactu rpanynonytn 0,04; mumdountn 0,20), TpomboIN-
™ 247%10°%/1. dubpusorex je 6uo 3,3 g/, mporpombuH-
cko Bpeme (PT) je tpajao 15,8 s, IpoTpOMOMHCKY OFHOC
(INR) je 6uo 1,31, a aKTUBMPAHO MAPLIjATHO TPOMOO-
wractuHcko BpeMe (aPTT) je 6umo 34,8 s. Tacue ananu-
3e (BeHcka kpB): pH 7,29, pCO, 10,48 kPa, pO, 4,25 kPa,
HCO; 15,5 mmol/l. Jonorpam je 610 y rpaHnijama HOp-
MaJie, M3y3eB IOBMIIEHNX BPEJHOCTH Ka/lujyMa, Koje Cy
6ure 5,9-4,1 mmol/l. Hanmasu rivkemje, ypee, KpeaTuHNI-
Ha, ankanHe ¢ocdarase, rama GT u MoxpahHe Kucenn-
HE 6I/UII/I Cy y rpaHnjaMma HOpMarse. Hwuso anarmu-amu-
HoTpaHcdepase (ALT) je 6uo 1070-32 IU/I (pedepentra
BpeguocT 0-40 [U/I), acmaprat-amnaotparcdepase (AST)
4560-34 1U/I (pedepentra Bpeguoct 0-48 IU/]), Xumpok-
cubyrupar-gexupporenase (HBDH) 4536-312 IU/I (pe-
¢epenrna Bpegroct 72-182 IU/l), maxkrar-gexnpporeHa-
3e (LDH) 11787-767 IU/I (peepertra BpesrocT 230-460
IU/I), nox je kouuenTpanyja CK Hajpe 6mra HeMep/buBa,
a satum 178700-140 IU/I (pedepentna BpegHOCT 46-134
IU/I). Huso IgG, IgA, IgM u C3 610 je y rpaHnIiaMa HOp-
maste. KoHuenTparyja xopa y 3Hojy y ABa HaBpara 6u-
na je takobe y okBupy pedepentanx Bpegrocti. Hamas
YpuHa je T71acyo: IpOTEVMHY ITO3UTVIBHY, Ha/Ta3 CEOVIMEH -
Ta HOPMAJIaH, )Ky4He 60je HeraTMBHe, MUOITIOOMH 1031~
TVMBaH; HA/Ia3 KOHTPOJIHOT IIper/iefia ypuHa Takobhe je 610
HOpMasaH. EjleKTpoKapauorpam, yITpasBydHy Mpernes
cpua n abrpomena 6w ¢y Hopmantin. Bpuc xxapera, 6puc
HOCA, aCIIUPAT, CITy TYM, XeMOKY/ITypa — HeraTusHu. RT23
HeraTyBaH. CepoJIOIIKY IIperiey Ha MHeKLuje BUPY-
cuMa — MH(bJIyeHua A n b, napanudiyeHa, aeHOBUPYC,
pecnmMpaTopHM CMHLIMIMja/THY, XePIIeC CUMIIIEKC, IIUTO-
MeTaJIoBUPYC, Kokcaky, Enictun-bapos (Epstein-Barr) Bu-
PYC 1 MIKOII/Ta3Ma ITHeyMOHMje — HeraTuBHu. Ha penpire-
HorpaMy Iuryha yodeHe cy TpakacTe Mp/bacTe CeHKe IIapa-
XIIapHO 000CTpaHO (BUILE JeCHO) ¢ PeaKTUBHYIM XITy-
CuMa; yodeHa je cr1o00fiHa TeYHOCT y IeCHOM KocTodpe-
HIYHOM CHHYCY 70 JieBeTorT pebpa.

ITo mpujemy fedax je 6mo Bucoko ¢ebpuman (mo
39,6°C), anuHaMu4aH, MajaKkcao, C pUrHANTETOM MULIN-
ha pyky n HOTY, KOju Cy 61/ M3PASUTO 6OTHO OCET/BUBI,
TaXUITHOWYaH, JUCITHOMYAH. VIHTpaBeHCKN je pexuipu-
paH; MpKMAo je KIMCEOHNIKY TepaIlnjy, aHTUMUKPOOHY
Tepanyjy (e TpUaKCOH 1 epUTPOMULIVH), Iy TUKA30H
y aepocoily M aHTUIIMPETCKy Tepanujy (mapameraMmor).
Toxom Hohn Mokpaha je 611a TaMHOIPBeHO ITpebojeHa.
ITperneoM je y ypuny oTKpuseH Myornobus. ITo mpu-
cTusamy pesynrara 3a ALT n AST, ucnnranu cy apyru
€H3VMU 1 II0ja4aHa je MHTPABEHCKa pexyuipaTalnja; Ha-
JIa3u ypee ¥ KpeaTHHMHA OV Cy y TpaHKIjaMa HopMa-
JIe; IpMMeeHe Cy GpUKIMje M KOHTUHYVMpaHa Tepalija
kuceonnkom. Kako uuje 6umo moryhe ypaguru T38. KoH-
TpaKTypa-TecCT, eMHI/IpI/IjCKI/I, Ha OCHOBY KJIMHNYKE CIIN-
Ke 11 1ab0paTOPUjCKMX Ha/lasa, y Iederbe je YBeIeH HaH-
TPOJIeH y K031 Of 2,5 mg/kg, Hajiipe Ha CBAKUX IIET MU-
HyTa, a 1oToM pebe.

Tpeher nana remecna remmeparypa 6oecHnka ce HOp-
MaJI1I30BaIa, /I je OH U Jajbe 0110 TAXMITHOMYAH U OCe-
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hao je cmabe 6omose y Munmhnma; xunoxcuja ce ogpxa-
BajIa, a yrBpheHa je u O6maxka metabommuka arnyposa. Je-
TBPTOI [laHa Hajla3 ypyHa ce HopMann3oBao. Konren-
Tpalije eH3}MMa Ha KOHTPOTHOM IIpeITIef)y IIOCTeIeHO
Cy ce CMambuBale, a IIOTIYHO HOpMa/Ii30Bajie TPY Hefle-
7be KacHuje. Tajia Cy mcnutaHy HUBOY €H3VMa KOJ, POJ-
Te/ba: Hajla3 MajKe je 610 HOPMaJIaH, JOK Cy KOJ OIia OT-
KpuBeHu noBuineH HUBo CK u 671aro moBuieHe Bpef-
Hoctu Tpancamuuasa (AST 52 IU/I, ALT 73 1U/I, CK 553
IU/I, LDH 495 1U/I, HBDH 188 1U/I).

IVICKYCUJA

Mamraa xmmepTepMuja je XunepMeTabomrdKy mope-
mehaj ckenernux mummha xoju je npahes pasmmantum
cumnroMuma [1-3], a jaBpa ce ¢ yaecranomhy 1:14000-
15000 xog mene, ogrocHO 1:50000-200000 KoM Ofpacmx
[1]. To je ayTO30MHO JOMMHAHTHA HaC/IefHA 60IECT pas-
JIMYNATOT CTelleHa ImeHeTpanyje [1, 9, 10]. T'en je Ha xpo-
Mo3oMy 19q13.1, xoju goBogu o nopemehaja perenro-
pa pujaHOAMHA U Ka/ILUjyMCKVX KaHana [10-12]. MyTa-
IVIja OBOT T'eHa 13a3/Ba Ma/INTHY XUIEPTEPMIU]y, Kao U
HeKe KOHI'eHNUTa/IHe Muomnatuje [13].

bonect ce Hajuenthe jaB/ba KoJj yBOJa y OIIIITY aHe-
CTe3Mjy, Koja je IMOKpeTad IIaTOJIOLIKOT IIporeca (T3B.
Tpurep-arexcu) [4, 5]. AHecTeTMLIM KOju MOTy IIOKpe-
HYyTV MaJIUTHY XUIIePTePMIjy Cy: eTep, IMKIOIPOIIaH, Xa-
jI0TaH, MeTOKCr(IypaH, endrypan, usodypa, gecdiy-
pan u munnhan pemakcant cykyuamixomnH [1]. Oxo
50% 6osecHNKa KOJ KOjUX Ce pasBIIa MajIMTHA XUIIep-
TepMUja je y IPeTXOJHIM aHecTesnjama 61mo nsmoxe-
HO TIOKpeTauknM areHcnma 6e3 mocmenuua [4]. Bomect
ce MOXKe jaBUTH U y IIepUOZY IIOC/Ie OIepalyje, Ia JaK
u 6e3 u3/Iarama HO3HATUM MOKPETAYKIIM areHCUMa, /TN
Bp10 petko. Takohe, Moxxe 61T TOKpeHYTa IPUMEHOM
menonapusyjyhux munmthanx pemakcanara, GUsHIKIM
HAIIOpoM, IOBpegoM Muinnha, TOIVIOTHUM YAapoM, (u-
3MYKVM aKTVBHOCTUMA Kao LITO CY JY>KM Mapll, TpYa-
e Ha 200 MeTapa U CL., CTalbMMa CIMIHNM UHQITyeH-
11V, TIOBUIICHOM TEJIeCHOM TeMIIepaTypOM PasINdUTOr
IOPEKIa, TylIeheM KOje je M3a3BaHO IMMOM Of carope-
Bama I fIp. [2, 3, 6, 14]. Mayiraa xumeprepMuja je 4ecTo
yApyXeHa ¢ HepBHO-MuuthunM 60eCTNMa, Ko LITO
Cy: HeypOJIEITUYKI Ma/IUTHY CUH[POM, T3B. central core
disease, KOHTeHUTa/THA MMOTOHMja, [Juurenosa (Duchen-
ne) u KoHreHuTanHa gucrpoduja muimnha, Knur-Jlen-
60pos (King-Denborough) cunnpowm, osteogenesis imper-
fecta, MujelTOMeHMHTOLe/IA U XUIIEPKAIMjEeMUjCKa TIepu-
onuyHa apamusa [13, 15, 16]. [Tosehamwe HuBOA eH3UMa
Y MaJIUTHOj XUIIEPTEPMIUjU j€ MHAVBUTYATHO Y IIOCTIE/V -
1a je omreherwa mummtha [17].

M3narame MOKpeTayKUM areHCMMa M3a3MBa HEKOH-
tponycano nosehame HuBoOa yHyTaphemmjckor Kammnm-
jyMa 'y ckeleTHUM MUIIMAMMa, IITO 13a311Ba IPORYKEeHY
KoHTpakuujy muiunha, noseharme aepoOHOTr 11 aHaepo6-
HOT MeTabomusMa ¢ moBehaHoOM MOTPOIIBHOM KICEOHN-
Ka U IPOM3BOJiIbe YITbeH-AuoKcuia. PasBujajy ce makTmy-
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Ka alyfosa ¥ XUIepTepMuja, Hoasl 4O pasapamba MU-
mhunx hennja c msnackom xanujyma u hemmjcknx ensnu-
Ma [15,18]. Tunmyny KIMHIYKY CIMKY 9MHE: ITIOBYIIeHa
TeJIeCHa TeMIIepaTypa, 3HOjerbe, TaXMKapAW]ja, TaXMITHea,
I1jaHO34, TeHepaNn30BaHy puruanret Muinha n apur-
Muja cpua [2, 3, 6]. CriasaM MaceTepa 4ecTo HacTaje KO
Jele KoJl Koje ce MalirHa XuneprepMija pasBuia Iocie
IpUMeHe CyKI[HIIXO/INHA, a PefaK je KOJ Ofpacux 60-
necurka [1]. Kog npukasanor 60/mecHnKa Hije AujarHo-
CTMKOBAH CIta3aM Macetepa. Metabomidaka annpgo3a, Xu-
nepKanujeMuja, xunepdocdareMuja 1 XUIIOKaILeMIja cy
nocepuia pasapama Mumnhuux hennja u xunepmera-
6ommsma [2]. Kog Hauer 60o/mecHnka 3abenexxeHe cy Me-
TabOo/IITIKa ALI/I03a 1 XUITEPKa/IIjeMuja, JOK mopemeha-
ja apyrux enexTposnta Hisje 6mto. IIpogyskeHa KOHTpaK-
nuja Munmntha u xunepMerabonusam foBoze 5o pabpo-
muosmse [7]. OHa ce ucropaBa nosehamem ausoa CK'y
cepymy (>20000 IU/]) u muornobuneMuje ¢ Muormobu-
HYPMjOM, IIITO MOXKE 13a3BaTi NHCypuimjeHnnjy 6y6pe-
ra [19] wn [uceMMHOBaHY MHTPaBacKy/IapHy Koarysa-
nujy [2]. Mamnuraa xunepTepMuja ce MOKe MCIIO/BUTH U
XPOHMYHO moBuieHNM BpegaoctiMa CK, moBpeMeHNM
6onom y munmthma, HeypoIenTUIKIUM MaJIUTHUM CHH-
IPOMOM VIV CHHJIPOMOM M3HEHaHe CMPTH ofjojueTa [2].

Buorncuja myummhHOT TKMBA je jenuHM IPU3HATH 1a-
60paTOPMjCKIM TECT y MOCTAB/bAY [UjarHO3€ MA/IUTHE
xuneprepmuje [20]. HuBo KoHTpakTnOMIHOCTI K00Mje-
HOT y30pKa ce MICIIUTYje Y TeYHOCTY KOja cafipyu KadenH
n xanoTan. OBaj AMjarHOCTUYKY TeCT je nosHaT y CeBep-
HOj AMepnIu Kao KaerH-Xa/I0TaH KOHTPAKTYPa-TeCT,
y EBpomn kao KOHTpaKTypa-TecT in vitro [3,6,21]. Onpe-
busame unBoa CK y cepymy je ckpuHMHT-TeCT 3a 6071e-
CHUKe C MaJINTHOM XUIIePTEPMIjOM, IV 4eCTO MOXKe Ou-
TI JIAXKHO IIO3UTUBAH, OJHOCHO JIA)KHO HeraTtupaH [17].
[Tpema HamMIM CasHABIUMA, Y HALIO] 3eM/bl HIje Moryhe
YPamnUTV KOHTPAKTypa-TeCT, Te je Ha OCHOBY KJIMHIUYKOT
HajIasa U pe3yaTaTa Tab0opaTOPUjCKIX aHAIN3A OFIyde-
HO fia ce Kof; O0/IeCHOT [ledaKa IIPUMEHI JaHTPOJIEH, KO-
ju je 3a 72 caTa ;0BeO 5O KIMHUYKOL, a IIOTOM U /1abopa-
Topujckor mobospurama. Kog oko 70% 6omecHuka ¢ Ma-
JIUTHOM XIIIEPTEPMIUjOM Ce I IIPY MIPOBaY Oertexe mo-
BuieHe Bpeguocty CK [5], anmu cy oBe BpeJHOCTY KOJ
IIPUKA3aHOT OOIECHNKA 110 03[paB/berby O1Ie HOpMaI-
He. Mel')yTMM, KOJI O1ja JieTeTa OTKPVBEH je TIOBMUIIEH HM-
Bo CK (553 IU/I).

Iudepenmujanna aujarHosa Moxxe 00yXBaTUTI HEY-
POJIENITUYKY Ma/IUTHY CHHPOM, TUPEOTOKCUYHY KPU3Y,
(heoXpOMOLNTOM, CEIICY M XUIIePTEPMIjY M3a3BaHy JIeKO-
BuMa (CepOTOHMHCKY cvHAPOM) [2]. Ha ocHOBY aHaMHe-
CTMYKVX IOJATaKa, KIMHITYKOT Hajla3a Y pe3y/TaTa jla-
6opaTopujckrx aHanM3a (XOPMOHCKOT CTAaTyCa ¥ MUKPO-
6monomKyx aHa/mMsa), HaBegeHn mopemehajn ncxpyde-
HI Cy KOJJ, IIPMKa3aHOT 00/IeCHNKa.

Jledeme ManurHe XuIepTepMuje ImojpasyMeBa: pa-
HO IIpeI03HaBabe 000/berba, IPeKniabe maTohnusno-
JIOLIKOT IIPOLeca, JOOPY OKCUTeHALNjy Ca CTOIIPOLIEHT-
HIM KuceoHnkoM u xnabeme. Hekana je morpe6Ho mpu-
MEHNTV MaHUTOJL, Ppypocemus u bukapboHate u 60pu-

TV ce mpoTus xunepkamujemuje [1]. Croma cMpTHOCTH
607IecHIKa y3 IPaBIUIHO jTedetse je 5-30% [2]. [Tosehan
PU3HK Off TeXXUX 06/mKa 607ecTn Geexn ce Kof ocoba
Koje 6omyjy of mpuapysxkeHux 6onectu ([Inuirenose 60-
necru munmnha, osteogenesis imperfecta) u ocoba c ,,mmo-
3UTUBHOM  IIOPOJMIYHOM aHAMHE30M O MA/IUTHOj XUIIep-
TepMuju IpK IpuMeHn aHecTeTKa. MehyTum, ,HeraTns-
Ha” MOPOIMYIHA AHAMHE3a U LOTAfIAllibe HOPMaTHE pe-
aKIyje Ipy IPUMEHN aHeCTeTUKA He MICK/bY4yjy Moryh-
HOCT HacTaHKa oBe Gomectn [2].

CmpTHOCT 60JIECHMKA Ce 3HAUajHO CMAbIIA 3aXBaJbY-
jyhu mpyMeHu faHTpOJIeHA, aHTMAPUTMIKA VI PeTaKCaH-
aTa CKe7lleTHYX MyInha Koju CMambyje IbIXOBY KOHTPaK-
Lujy crnpedaBameM ocnobabama kanujyma us capko-
IUIa3MATCKOT peTuKynayMa [1, 5]. OBaj jiex ce mpuMemny-
je'y mosu ox 2,5 mg/kg cBaKkuXx IeT MUHYTa [0 IIPeCTaHKa
Manurte xuteprepmuje. [Jantpornes je rakohe gpactud-
HO CMAmbIO CTOIY CMPTHOCTH GOJIeCHMKA Off MA/INTHE XN~
neprepMuje n3aspane anecretuyyuma ca 70% y 1970. ro-
nviHu [22] Ha paHaummux 5% [2]. VinTpaBeHcka mpuMe-
Ha JAaHTPOJIEHA Ce IPAKTUKYje KOJ yIPaBO IOMEHYTOT
ob6muka manurHe xueprepmuje [23], a opaiHa Kop Ma-
JIMTHE XMIIepTepMuje U3a3BaHe HeaHecTeTHLMMA [5, 24].

MajrHa Xumeprepmuja je TeHeTCKH YCIOB/beHa 60-
JIECT C MIOTEHIWjATHO (aTaTHOM XUIIEPMeTab0TNIKOM
peaxunjoM ckeneTHuX muminha. Moxke ce pasBUTH 1 KOF,
JieLe KOja HeMajy HEyPOJIOIIKO 060/berbe, Kao U 6e3 mpu-
MeHe aHeCTETHKa.
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MALIGNANT HYPERTHERMIA IN CHILDREN

Zoran IGRUTINOVIC, Biljana VULETIC, Ana VUJIC, Slavica MARKOVIC, Gordana KOSTIC
Paediatric Clinic, Clinical Centre "Kragujevac’, Kragujevac

INTRODUCTION Malignant hyperthermia is a rare disease
which is mainly an inherited autosomal dominant trait. It is
characteristic for muscle rigidity, metabolism or respiratory
acidosis, high values of serum creatine kinase. Then appears
myoglobinuria which can lead to tubular necrosis and acute
renal failure.

CASE OUTLINE The male child, ten years old, hospitalized
because of the high temperature, exhaustion and cough.
On the second day of hospitalization, he has hyperthermia
(39.8°C), dyspnoea, tachypnoea, was somnolent, occasionally
raving, exhausted with the pains in the muscles which were
rigid and painfully sensitive. During the night, the urine was
dark red, but the diuresis was well. The next day, laboratory
analyses showed high values of aspartate aminotransferase
(4263 1U/1), alanine aminotransferase (1311 1U/l), lactate dehy-
drogenase (11787 1U/1), while the values of serum creatine
kinase were so high that they could not be registered. The
urine analysis showed the negative result on gall colours and
haematuria and positive on myoglobin. During the following

days, the patient had normal skin temperature, the pains in
the muscles were gradually weakened and the urine cleared
up. On the third day, the value of creatine kinase was mea-
sured and it was 178700 1U/I. During the next two weeks, the
clinical finding was gradually normalized while the labora-
tory values of serum enzyme were gradually normalized only
in twenty days.

CONCLUSION Malignant hyperthermia is a serious clinical
syndrome which can be found with, until then, a clinically
healthy child (without chronic myopathy) and it appears with
the high temperature or during the surgical interventions
with anaesthetics, which is especially dangerous.
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