HapHOM KOHILIEHTpaluu minkoreHa (tabmuua 1). ConepkaHue ITIMKOr€Ha KOHTPOIUPYETCS SH-
3UMATHYECKU U ATOT MPOLIECC 3aBUCUT OT coaepkanusi HAM®D, cyOcTpaToB yIIIeBOTHOTO 00-
MeHa (ToKo3a, ['-6-d), TopMOHOB (apeHaINH, HHCYJINUH) U 3aBUCUT OT COOTHOIICHHS IOJIO-
KUTENBHBIX U oTpHunarenbHbiX MonyasTopoB ([JIC) u docdopunassl.

Wmerorcs cBefeHMsl, YTO OAMH U3 HMccienyeMond cmecu L-apruHuH SBJIseTCs Mpealie-
ctBeHHHUKOM NO. Monekyna NO o61amaeT ciocOOHOCTBIO CHUXKATh CKOPOCTh aJICHUIIATIIUK-
Ja3bl ¥ TEM CaMbIM yMEHbIIaTh 00pa3oBaHue NAM®D 3aBHCUMON MPOTEMHKUHA3BI, YTO MPH-
BOJUT K CHUXeHUIO ckopoctu ¢ochopunuposanus (IJIC) u dpocdopunassl. [ledochopunu-
posanue (IJIC) mpuBoauT K mpeodiiajaHuio CUHTE3a TIIMKOT€HA HaJl €r0 paciajioM, Tak Kak
docdopunaza nposBILET CBOIO aKTUBHOCTH B (POCPHIMPOBAHHOM (hopMme.

Bwieoowt

BBenenue xombunanuu L-aprunuHa, L-mmyTamMuHa ¢ CyKIIMHATOM TIPH Pa3iHYHBIX pe-
KUMaxX aJKOTOJIM3alMK YCTPaHsET BBISBICHHOE HCTOIEHUE 3alacoB INIMKOTEHAa B MEUEHU 3a
cuet aktuBaiuu (D) dopmer (IJIC), BeI3BaHHON U30BITOYHOM KOHIIEHTpaIeit TAMO.
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Beeoenue

MyKOBUCIIUA03 BCTPEYAETCS, MO PA3IMYHBIM JaHHBIM, ¢ yactotod oT 1:2500 mo 1:8000
HOBOPOKJCHHBIX, YTO CBUICTEIHCTBYET O 3HAUUTEIHHON PAaCIPOCTPAHEHHOCTH HOCUTEIHCTBA
COOTBETCTBYIOILIEI0 TeHa. 3aboyieBaHHWE HACJIEQyeTcs MO ayTOCOMHO-PELECCUBHOMY THILY,
MaJBYUKH U J€BOYKH TMOPAKAIOTCS OJMHAKOBO YacTo. B mepBbie TONbI OCe onucanus 3a00-
JIeBaHUSI MYKOBHUCIIMJIO3 CUMTANCs (aTalbHBIM, TaK KaKk OOJBIIMHCTBO JETEH HE MEPEkKHUBAJIO
NATUIICTHUHN BO3pacT. B HacTosIiee Bpemsi, Onarogaps JTy4iieMy MTOHUMAHUIO MEXaHW3Ma Pa3BU-
THs1 OOJIC3HU M COBEPIICHCTBOBAHUIO JICUCOHO-PEAOUTUTAIIMOHHBIX MEPONPUATHUI, 3aboJie-
BaHUE HE TOJBKO PaHBIIE ITUATHOCTUPYETCS, HO U dPPEKTHBHEE JICUUTCS, B PE3YJILTAaTe YE€TO
OTMEYaETCsl YBEITHUCHUE CPEIHEN MPOIOIKUTEIBHOCTH sKu3HH [ 1, 2].

[Iporpecc B M3ydeHUN TeHETUKU MyKOBUCIIAI032 BAKEH HE TOJILKO B MEPCIIEKTUBE TEHHOM Te-
paruu, HO ¥ BO3MOXXHOCTH TEPBUYHOM €ro MPO(HIaKTHKH (TIPEIyTIPEKICHHE POKICHUS PEOCHKA,
00NBPHOTO MYKOBHCIHI030M). B PecmyOmuke benmapyck Ha 2012 . odurmanbHO 3aperucTpupoBaHO
150 GompHBIX MyKOBHCIIMI030M, W3 HUX 23 mpokuBaeT B [omene u [omenbckoii o0macT.

Iensv: M3yunuTh OCOOCHHOCTH TE€UCHUSI, TUATHOCTHKH U JICYCHUs] MYKOBUCIIMIO3a Y JeTei
paHHEro BO3pacTa, HaXONUBILIKXCS Ha cTaroHapHoM JiedeHnn B ['OJIKb.

Mamepuansl u Mmemoovt uccie008anus

bruin mpoaHanu3upoBaHbl KapThl cTalMoHapHOro 6oisHOro 3a 2003-2012 rr. 12 na-
IIUEHTOB B Bo3pacTe oT 1 mecsues a0 3 net, HaxonuBimxcs Ha tedenun ['O/IKb.
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Pe3ynomamut uccnedosanusn

Hcxonst U3 MONYy4YEeHHBIX JAHHBIX, OKa3aJloCh, 4TO U3 12 OONBHBIX MYKOBHCLHI030M
(MB) 10 6bun Masnburikamu (83 %) u Tonmbko 2 aeBouku (17 %). Xots, 1Mo JUTepaTypHbIM JaH-
HBIM, MB HacnenyeTcs mo ayTocOMHO-PELIECCUBHOMY THITY, MAJIBYUKU U JIEBOYKH OOJICIOT ONH-
HaKOBO 4acTo.

[Tpu ananm3e ¢dopMm maHHOTO 3a00lieBaHUs OBUIO BBISIBICHO, YTO CMeIIaHHas ¢Gopma
BCTpeTuiach B 58 % cimydaes, kuuieuyHast — B 34 %, nerounas — B 8 %.

Jledunut maccel Tena y 60onpHbIX ¢ MB pa3BuBaeTcs BCIeICTBHE:

® HapYIICHUS [IEPEBAPUBAHMS M BCACHIBAHMS JKUPOB U OENIKOB HAa (pOHE HEJOCTAaTOYHO-
CTH MOJKETYIOUHOMN HKeNe3bl;

® HEJI0CTATOYHOTO NOTPeOIeHUS MUK MAaMEHTaMU C IIJIOXUM CaMOUYyBCTBUEM;

® BO3pAacTaroIeil MOTPEOHOCTH B KaJOPHUSIX BCIEACTBHE MOBBIICHUS HATPY3KU Ha Opra-
HBI JIbIXaHHUS;

® XpOHUYECKHX MH(EKIIMOHHBIX 3a00JIeBaHMI OPraHOB AbIXxaHus [1].

AHanu3 JaHHBIX MMOKa3al, 4To 1 creneHp runotpodun 6v1a y 17 % manueHrtos, 2 cre-
neHb pasBmwiack y 17 %, 3 crenens runorpopun — y 33 %.

MeKoHHaNIbHBIA WJIeyC ObLT JMArHOCTUPOBAH Y JIBYX JIETEH ¢ KuIIedyHoi (GopMoii 3a00-
JIeBaHMsI, KOTOPBIM OBLIO MPOM3BEICHO XHPYPTUUECKOE BMEIIaTeNbCcTBO. Kumeunas ¢popma
Obl1a BEICTaBJIEHA YeThIpeM aeTsaM (34 %).

VY GonpmuHCTBa 00TIHHBIX MB 00HapyXKHBaeTCs HEOCTATOYHOCTh BHEITHECEKPETOPHOM
(GYHKIMM TOKETYI0YHOHN KeNe3bl ¢ OYeHh HU3KUM YPOBHEM HIIU MOJTHBIM OTCYTCTBHEM IaH-
KpeaTu4ecKux (EepMEHTOB B JBEHAIIATUNICPCTHON Kuike. [Ipu mpoBeneHNN KONPOIOTHYe-
CKOTO HWCCJEIOBaHUS HanOoliee 3HAYMMBIM TMPU3HAKOM SIBIISICTCS BbIpakeHHas creatopes. [Ipu
aHaJIM3€ MOJYYEHHBIX JaHHBIX YCTAHOBJIEHO, YTO HEUTpaJbHBIN sxup Obl1 Haiinen y 100 %
3aboneBmux, mpu 3ToM y 67 % — B Gosbmom konudecTBe, y 17 % — B HEOOJIBIIIOM KO-
nndecTBe, 17 % — B eTMHUYHOM.

[Tpu 6ponxonerounoit popme MB Ha 1-2-M rony ku3HH peOeHKa MOSABISIOTCS MPU3HAKU
MIOpaKEHMSI IBIXaTEILHOTO amrapara; MOBTOPHbIE OPOHXUTHI M ITHEBMOHHWH, Yallle IBYCTOPOH-
HUE, C Pa3BUTHEM aTENIeKTa30B U IMMHEBMOCKIIEPO3a, UMEIOIINE 3aTsHKHOE TEUCHHE, HABSI3UU-
BBIA, OOJIE3HEHHBIN, PUCTYNO0Opa3HbIi (KOKIIOMENOA00HbIH) Kamens. MOKpoTa, Kak Ipa-
BUJIO, CIIM3UCTO-THOWHAs M THOWHAs, BsI3Kas, OTXOAUT WHOTIA C TPYAOM. AHAIW3HUPYs JaH-
HbIC, OBUIO YCTAaHOBIICHO, YTO OONBIIMHCTBO (75 %) merell mepeHecIn OCTPhIH OPOHXUT WU
MTHEBMOHHIO, a OJJUH peOCeHOK TepeHec 06a 3a0oneBaHusl. AHAIU3UPYs JaHHbIE OAKTEPUOIIO-
TMYECKOT0 MCCIIE0BAaHUS MOKPOTHI OKa3ajl0ch, YTO Hambosee dacThiM Bo3Oyaurenem MB y
nereit pannero Bo3pacta ssuiics S. aureus (50 %), y 13 % mereit momydeHs! rpudbl poga Can-
dida, y 13 % — KI. pneumonia.

B oOcnenyemoii HamMmu Tpymnme OOJbHBIX TemaToMerainus Obllia JUarHOCTHPOBAHA
B 92 % cnyuaeB. Knunuueckas cuMnromarvka nNopakeHus neyeHu Obljla MUHUMAJIbHON WU
OTCYTCTBOBAJIa, YTO COTIACYETCS C JaHHBIMU JUTEPATYPHI.

IIpu oueHKe pe3yabTaTOB MOTOBOTO TECTA OBLIO YCTAHOBIEHO, 4TO Y 33 % maiueHToB
KOHILIEHTpalusl HOHOB Xyopa Obuta meHee 40 MMonb/i, a y 67 % — mpeBbliiana ypoBeHb
70 MMoab/n — oueBHAHBIN AuarHo3 MB. HMccnemoBaHust ypoBHS UMMYHOPEAKTHBHOTO
tpunicuna (MPT) undopmaTuBHO y neTel mepBbIX ABYX MECSIEB KXU3HU, TOITOMY HAMU
OBLIIM HaMJIeHbl pe3yabTaThl TOJIBKO y NATU AeTel. [Ipu aHann3e noayyeHHbIX JaHHBIX ObLIO
BBISIBJICHO, YTO B OosbiiMHCTBE ciy4dac (60 %) UPT npessiiiaetT HOpMY.

MHUKpOTpaHybl C Pa3IMYHbIM COACP)KaHUEM MaHKpeaTHIeCKuX (EepMEHTOB (B J03UPOB-
K€ OOBIYHO yKa3bIBaeTCsl aKTUBHOCTh B EXl Mo numase), mokpeiThie pH-uyBCcTBUTENBHON 000-
JIOYKOH M TTOMEIICHHBIC B KEIATHHOBBIE KaICYIbI, SIBISIOTCS 3PPEKTUBHBIMUA COBPEMEHHBIMH
CpPEICTBAMH U IIUPOKO MPUMEHSIOTCA B MEAMIIMHCKOMN mpakTuke. pH-uyBcTBUTENBHAS 000-
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JI0YKa MUKPOTPaHyJl paCTBOPSIETCS TOJIBKO B IIEJIOYHON cpefie ABEHAAAaTUIIEPCTHOMN KUILIKH,
HE paspyliasch B KUCIOW cpexae kenynaka. [letu crapme 1 roma oosraHO momydarotr 2000—
6000 En (ue 6omnee) mo ymma3e Ha 1 Kr Macchl B CyTKH, €T TpyaHoro Bo3pacta — 4 000 Ex
Ha 100-150 mx monoxka [2].

BaxxHO MOMHHUTBH, YTO HEAOCTATOYHOCTH IMOMKEITYIOYHOM >keje3bl nmpu MB Hukorma He
MIOTACTCS TIOJTHOW KOPPEKIIUU: BCETIa COXPAHSETCS TOT WIIM MHOW YPOBEHb CTEATOPEH, MPEBbI-
HIAIOLIMI HOPMATUBHBIN MoKazatenb. [1og KOHTpoJieM JaHHBIX KOMPOJOTHYECKOTO HCCIeI0-
BaHUS MPOBOMIT KOPPEKIUIO 03bI MaHKpeaTnueckux GepMmeHToB. [Ipu ananuse moirydeH-
HBIX JaHHBIX ObLIO YCTAHOBIIEHO, YTO HanOoJblee koaudecTBo aereit (33 %) nomyuano Kpeon
B 03¢ 5000 Ex/kr/cyT.

Bu1600wi

[Tpu ananuse ¢hopm maHHOTO 3a00JIeBaHMS OBLIO BBISBICHO, YTO B IMOJABIISIFOIIEM OOJIb-
IIMHCTBE CJIy4yaeB BCTpedaslach cMellaHHas (opma 3a0ojeBaHMs, Y TPETH — KUIIEYHaAs U
TOJBKO OAMH PeOCHOK MMeln Jerounyio ¢opmy. Ilpu ouenke cremneHeil rumotpoduu ObLIO
YCTaHOBJIEHO, YTO HauOOJbIIee KOINYECTBO AeTel umenu runorpoduto. [Ipu ananuze nomy-
YEHHBIX JaHHBIX OBLJIO YCTAHOBJICHO, YTO OOJBITUHCTBO JETEH MEPEHECIH OCTPBIA OPOHXUT
WM MTHEBMOHUIO. B 00cneqyeMoil Hamu rpyIimne npakTHUecKH Y BceX OO0JIbHBIX ObLIa TMarHo-
CTHpOBaHA remaroMeraius 6e3 0CoObIX KIMHUYECKHUX MPOsBIEeHUN. Takke yCTaHOBICHO, YTO
HEUTpaJbHBINA KUP B KOPOrpaMMe BBISBISETCS Y Bcex 3aboneBmux. [Ipu onenke pesynbra-
TOB MOTOBOTO TECTa OBLIO YCTAHOBJICHO, YTO Yy JIMIIL B TPETH CIy4aeB KOHIEHTPAIMs HOHOB
xJyiopa He npesbimana 40 mmons/n. [Ipu ananuze NoayyeHHBIX JaHHBIX OBLIO BBISBICHO, YTO
y OONBIIMHCTBA AeTel ¢ MykoBuciuao3om VPT mpessiman Hopmy. Hanbombiiee konmuecTBo
nereit nmomyyano Kpeon B mo3e 5000 En/kr/cyT.
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Beeoenue

HXTHO3BI — TeTeporeHHas rpyIina HacJIeACTBCHHBIX 3a00JICBaHMI, XapaKTePU3YIOIINXCS
i dy3HBIM HapylIIeHHEM OPOTOBEHHMS MO THITy THIEPKEPaTo3a M MPOSBISIONINXCS 00pa3o-
BaHMEM Ha KOXKE 4YEIIyeK, HallOMHHAIOIIUX Yelrylo peiObl. K HacTosmieMy BpeMeHH JOCTa-
TOYHO M3y4YeHBI Je(PEKThl B TEHETUYECKOM armapare, KOTOpble JIe)kaT B OCHOBE uxTno3a. Ox-
HaKO MEPCUCTUPYIOLIEE TeUCHHE, CHCTEMHOCTh TIOPAKEHUsI, TPYAHOCTH B JHArHOCTUKE, JIeYe-
HUM ¥ HU3Kas uX 3(pHEeKTHBHOCTH MO3BOJSIOT CYUTATh MPOOIEMY MXTHO30B OJHOM U3 CIIOXK-
HBIX ¥ aKTyaJIbHBIX BO BPaueOHO NpaKTHKE.

Paccmotpum ocHOBHBIE (DOPMBI, KOTOPBIE BCTPEYAFOTCS Yallle BCETO: BYJBIAPHBIA MXTHO3,
X-CIEIICHHBIN UXTHO3, TaMEJUIAPHBII UXTHO3, SMHICPMOIUTHYECKUI NXTHO3 U UXTHUO3 TUIOA.

WxTno3 Bynmerapaelii — Haunbomnee pacnpocTtpaHeHHas (popma, Bcrpedaetrcs B 80-95 %
BCEX CJIyyaeB MXTHO3a. THIT HAClIeOBaHUs ayTOCOMHO-IOMHHAHTHBIN. J[i11 Hero xapakTepHo
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