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Megunko-reHeTuveckwi Hay4HbilA LeHTp PAMH, MockBa

CBoeBpeMeHHas AMarHocTuka MyKoBUCLMA03a BCe eLle OTHOCUTCA K paspany HepelueHHbIX Npo6sieM 0Te4eCTBEHHOro 3ppa-
BOOXpaHeHu A. MNpu pasBuTUM y GONLILIMHCTBA 6ONbHbIX KIIMHUYECKOM KapTUHb! 3a60eBaHUa yXe Ha NepBOM rofly XWU3HK (Ku-
LEYHOro cuHppoma — y 76,6% u pecnupatopHoro — y 80,2%) aMarHo3 B 3ToM Bo3pacTe ycTaHaBnvBaeTcs Tonbko y 30% u3
HUX. OTO GBA3AHO C HEAOCTATOYHON MHCDOPMUPOBAHHOCTBIO O BAHHOW NAToNornK, Kak y Bpadeit am6ynaTtopHoro 3seHa anpa-
BOOXpaHeHUA, TaK 1 Bpayei CTaumMoHapoB, BKIKOHaA HEOHATONOroB U [eTCKUX Xupyprose. B cTatbe npuBoAsTCA onucaHnsa aByx
KITMHUYECKUX CyYaeB MyKOBUCLUWA03a, B KOTOPbIX AuUarHo3 60nbHbIM 6bin yCTaHOBNEH B Bo3pacTe 6 U 13 neT, B 70 Bpema
KaK XapakTepHble KITMHUYeCKMe CUMNTOMBI Habnoaanuch y HUX yxxe Ha 3 AHe U Ha 3 MeC XWU3HU COOTBETCTBEHHO.
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Difficulties of diagnosing mucoviscidosis
N.Yu.Kashirskaya, N.l.Kapranov, Yu.l.Vasilieva
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An early diagnosis of mucoviscidosis is still one of the unsolved problems for the public health care system in Russia. While in
the majority of patients the clinical features of the disease develop as soon as during the first year of life (intestinal syndrome
in 76.6% and respiratory syndrome in 80.2%), at this age it is diagnosed only in 30% of them. This fact is accounted for by insuf-
ficient information about this pathology of both general practitioners, and medical doctors at hospitals, including neonatologists
and pediatric surgeons. The article describes two clinical cases of mucoviscidosis, in which the diagnosis was made when the
patients were 6 and 13 years old, while characteristic clinical symptoms could be observed as soon as on the 3 day and on

the 3 month of their life, respectively.
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YKOBUCLMAO3 B nocnegHee gecatunetue B Poccuickon
®defepaunn paccMaTpuBaeTCa Kak BaXHas MeauKo-co-
ymanbHasa npobnema. bnaropapsa coBepLUeHCTBOBaHUIO neves-
HO-peabuIUTaUUOHHbLIX PEXUMOB NPOAOCIDKUTENBHOCTL XKU3HMU,
W, COOTBETCTBEHHO, YMCMO BONbHBLIX 3TOW MaTonornei yBenuyum-
BaloTCA. PeTpoCneKkTUBHLIM aHanua nokasan, 41o 8 2000 r.
cpefHAs NpoaOIKUTENBHOCTb XU3HU GOMbHBLIX MYKOBUCLWUIO-
30M B Poccuu coctaBuna 25,2 1, a 4onsa B3pocnbiX 60MbHbIX Bbi-
pocna go 26,4% [1]. OgHako HeCMOTpSA Ha CyleCTBEHHbIE AOC-
TUXXEHUA B Tepanuu MYKOBMCLMAO03a, KA4eCTBO AWarHOCTUKM
aTOro 3abonesaHua Bce elle Aaneko oT upeansHoro. Mo gaH-
HbIM POCCHIICKOrO LEeHTpa MYKOBMCUUOO3a, rhe HabMiopaloTcs
Aetv 0o 18 net, Bo3pacT, B KOTOPOM BnepBble 6biN ycTaHOBNEH
AUarHo3 MyKoBucLMA03a, KoNebneTca OT NepBOro AHA XU3HU 0o
17,83 r, n B cpefiHeM no rpynne coctaenset 2,54 + 0,62 r. Mpun
pa3BUTUU Y GONLLUMHCTBA GOMbHbIX KIIMHUYECKOA KapTuHbl 3a-
60oNneBaHnA yXe Ha NEPBOM TrOAY XM3HW (KULLEYHOrO CUHAPO-
Ma — y 76,6% W pecnupartopHoro — y 80,2%), oMardo3 B 3T70M
BO3pacTe ycTaHasnusancs Tonbko y 30% U3 Hux [2].
Ho HacTofiwero BpeMeHn COXpaHsATCA 0O bEKTUBHBIE CIIOXHO-
CTW NPV paHHen anarHocTuke 3a60fiEBaHWs, CBA3AHHbLIE Kak C
KSIMHUYECKOM reTeporeHHOCTbI0 NPOABNEHWUI OCHOBHOrO fedexTa
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B reHe MBTP (perynatop 6enka TpaHCMeMOpaHHOW NPoBOAMMO-
CTU MYKOBMCHMAO3a), HU3KOM 4acTOTOM pacnpoCTpaHeHHOCTH
6GONLLUMHCTBA MYyTauUWA, HAXOXAEHUEM UX MPEeUMYLLECTBEHHO B
KOMNayHAHOM COCTOAHUM, TaK U NabunbHOCTLIO NOTOBOIO TecTa.
leHeTU4eckuit NnonMMopdn3M 3abonesanns 06yCNOBMUBAET Bbi-
pakeHHoe heHOTUNNYECKoe pa3Hoobpasne hopM MYKOBUCLIMAO-
3a: OT TSHKeNbIX A0 CYBKITMHUYECKMX, MPUYEM B NOCnegHeM cny-
Yae ypoBeHb XJI0PMACE NOTOBOM XMOKOCTU OKa3blBAETCH HASKUM
(o1 40 go 60 Mmone/n). MonoXxuTensHLIM (NOATBEPXAAOLLWM Ou-
arHo3 MyKOBWCHMA03a) OH CHATAETCA, ECNN KOHUEeHTpaums xnopa
B NOTe npeBbllwaeT 60 MMONL/N, OTpUUaTeNbHbIM — €Ciu MeHee
40 mmone/n. Cpefmn poccuinckux 6orbHbIX (A0 18 neT), no Hawmm
OaHHbIM, NONOXUTENbHbIA NOTOBLIN TecT oTMeYancsa y 89,2%, no-
rpaHuyHble 3Hadvenrus — y 10,3%, a oTpuuatensHoii —y 0,5% [2].

Kpome TOro, Hepedko HabGnopaeTcsl MOBbIWLEHWE YPOBHSA
XNopuaoB noTa y GoNbHbIX C HEKOTOpPbIMU ApyrMMu 3abonesa-
HuAMUK (Tabn. 1). YkasaHHble 06CToATENLCTBA ANKTYIOT HE06XO0-
OMMOCTb Noucka 6onee 4yBCTBUTENbHBLIX AUarHOCTUYECKUX Te-
ctoB. OOgHMM U3 NOocnefHUx SIBNsSeTCsl U3MepeHue Benu4uHbl
pa3HOCTW Ha3anbHbIX NOTEHUMAN0B, HaLUedLniA LUIMPOKOe Npu-
MeHeHWe B passuTbix CTpaHax Mupa. IToT nokasaTenb NoO3so-
NN paclivMpuTb pPamkn QUarHOCTUHECKUX KpUTepues, 0CO6eH-
HO MpU aTUNUYHBIX hopmax 3abonesaHuss. C MOMOLLbLIO 3TOrO
TecTa oueHusaeTca ahdheKTUBHOCTL CTPEMUTENBHO Pa3BUBaLD-
LUeNCA B HACTOsLLEE BPEeMS FEHHOM Tepanuu, a TakXe HOBbIX
TEpaneBTUYECKUX HaMpPaBIEHUA, HALENEHHbIX HA HopManuaa-
LMI0 MOHHBIX HapyLLEeHWUid Y 60MbHBIX MYKOBUCUNA030M (CTUMY-
NAUKS ansTepHATUBHBIX NyTeh cekpeuun MoHoB Cl- 1 CHUXEeHne
runepa6copbunn noHos Na*). B Hawen cTpaHe 3ToT TecT npo-



H.}FO.Kawwupckas u gp. / Bonpocbl coepemerHoit neguatpum, 2005, 1. 4, Nel, c. 89—92

Ta6nuua 1. CocToAHNA, OTNNYHBIE OT MyKOBUCLMAO3a, NPYU KOTOPbIX
notoBas Npo6a MOXeT 6bITb NOrPaHUYHON UNK NONOXKUTENLHON

* CyHApOM npuobpeTeHHoro ummyHogecbuumTa (CNND)
* HenocTaTouHOCTb (PYHKLMM HAAMOYEYHUKOB
* MceBAOrMNOaNbAOCTEPOHN3M

* ApeHOreHUTaNbHBIA CUHAPOM

* CuHpgpom HayHa

* Cungpom KnanHcpenstepa

* ATOonu4eckmnii aepmatuT

* JKTOAEPMASTbHAR AMUCTNa3us

 CemelHbIl X0necTaTMYECKUIA CUHOPOM

* ®yko3naos

* [nukorexos, tun |l

* HepgocTaToyHOCTb rok030-6-thocdarassl

¢ lMnoTupeos

« lunonapatvpeo3

» CemelHbiit runonaparupeos

* Peako BbIpaxeHHas runotpodus (kaxexcus)
* HepBHas aHopekcus

* Cunapom Mopuaka

* Mykononucaxapugos

* HethporeHHsii HecaxapHbii anateT

¢ XpOHUYECKMIA naHKpeaTuT

* TWnoramMmarno6yMHeMus

¢ Lienuakus

BOAMTCA TOMbKO B MeOuKO-reHETMYECKOM HAay4HOM UeHTpe
PAMH (Mockea) u HAWU nynbmoHonorun CaHkT-lNeTepbyprcko-
ro l'ocynapcTBeHHOr0 MEAULIMHCKOrO YHUBEpPCUTETA M. akaae-
muka W.MN.MNaenoea.

MexayHapogHble AuarHoCTU4ecKne Kputepum MyKOBUCLIMIO-
3a BKIIOYAIOT B HACTOsLLee BpeMs ABa 6noka: 1) oguH u3 xapak-
TEPHbIX KITMHUYECKMX CUMMTOMOB, UMK CryyYal MyKOBUCLMAO03a
B CEMbE, WU NONOXMUTENBHBIA pe3ynbTaT HeoHATaNbHOMO CKpU-
HWHra N0 UMMYHOPEAKTUBHOMY TPUMCUHY; 2) NOBbILLIEHHAs KOH-
LeHTpauus xnopugos nota (> 60 Mmorns/n), UK ABe naeHTUdu-
LUUPOBaHHbIE MyTaLUK, UK 3HA4YEHWe Pa3HOCTM Ha3aslbHbIX Mo-
TeHumanoB B npegenax ot ~40 no —90 mV. uarHos cunrtaercsa
OOCTOBEPHbIM, €CNN MPUCYTCTBYET XOTA Obl MO OQHOMY KpuTe-
puio M3 Kaxgoro 6noka [3]. XapakTtepHble heHOTUNU4YECKUEe
CUHAPOMbI U CUMMTOMbI, MOATBEPXAAOLLME ANArHO3 MyKOBUC-

Tabnuua 2. XapakTtepHble theHOTUNUYecKne NpOoABNEHNUA MYKOBHC-
uunposa [3]

1. XpoHKuecKne BpOHXONEroYHble 3a6oneBaHus:

* XpoHU4ecKas KONOHM3aLmMs MK VHAEeKUMA xapakTepHbiMU Ans MyKOBUCLMAO-
3a naroreHamu, Staphylococcus aureus, HeTunupyemas Haemophilus influen-
zae, MyKOMAHas U HemykouaHas copmel Pseudomonas aeruginosa W
Burkholderia cepacia.

* XpOHUYECKMUA KaLleNb U OTAENEHUE MOKPOTbI.

* MepCUCTUPYIOLLME PEHTTEHONOrMUYECKe 3MEHEHMS B NErkux (6pOHX0IKTasbl,
areneKTasbl, MHUIBTPaLMS, rMNepUHBNALMS).

* O6CTPYKUMA fbIXaTeNbHbIX MYTEH, NPOABNSIOLAACH «CBUCTOM» U «3MbU3e-
MOW».

* Monunbl Hoca, NATomnorMs raiMopOBbLIX Na3yX, BbIABMAEMAS PEHTreHoNoru-
YECKM UNK C NoMoLLblo KT.

¢ CAMIMTOM «4acoBbIX CTEKON» U «b6apabaHHbIX Nanoyek».

2. 3abonesaHns Xenyao4HO-KMLLEYHOTO TPaKTa M HapyLLIeHUs NUTaHUS:

¢ KUWeyHble: MEKOHUasTbHbIA Mneyc, CUHAPOM AUCTANbHOA WHTECTUHABHOM
06CTPYKLMW, BbiNafieHUe NPAMONA KULLIKK.

* NaHkpeaTM4ecKue: HeoCTaTo4HOCTb BHELLIHECEKPETOPHOM (PyHKLMK Nomke-
NyROYHOW Xenesbt, PELIMAMBUPYIOLLWA NaHKpeaTuT.

* XpoHUYECKas NaTonorus MeveHn C KNMHUYECKUMW WM TUCTONOTMYECKUMM
npu3HaKamu o4aroBoro GUNMapHOro LMPpO3a UK MyNbTUNOGYNAPHOTO LmMp-
po3a.

* HapyLUeHws nuTanus: gucTpodms (6enkoBo-KaniopuitHas HeoCcTaTOMHOCTD),
TUNONPOTEUHEMMS U OTEK, BTOPUYHBIE HAPYLLIEHWS U3-3a feduumTa Xupopac-
TBOPUMBIX BUTaMUHOB (A, D, E 1 K).

3. CMHOpOM NOTepM CONMW: OCTpas Conesas NoTeps ¢ KONNAncoM, XPOHUYECKUM

MeTaboNM4ecKUM ankasao3oM.

4. YporeHvTanoHas natonorvs: y MyX4uH OBCTpYKTUBHAs a300CnepMus Kak

cneacTBue ABYXCTOPOHHErQ OTCYTCTBUA CEMABLIHOCALLMX KaHanoB,

umMao3a, 6biMM CyMMUPOBAaHbI KOHCEHCYCOM CrneLunanvcros B
CLUA (ta6n. 2).

Llenbto HacTosAwen paboTbl ABMNAack AEMOHCTpauUms 06bek:
TUBHbIX CNOXHOCTEN B MOCTAHOBKE AMarHo3a aTUMUYHbIX Wik
MAMKUX (bOpM MYKOBUCLMAO03a HA NpUMepe onucaHus OByX Tv-
MUYHBIX KNMMHUYECKUX Cry4aes.

Pe6eHok |1I.M., 1995 r. poxgenus. Jesodka ot 1 6epemen
HOCTW, MPOTEKaBLUER C aHeMUeW, CpOo4HbIX popoBs. Pogurem
3poposbl. Cn6e — cectpa 1998 r. poxaeHus, 3a40poBa (nposoau-
nach npeHaranbHas AuMarHoctuka).

Ha 3 cyT »W3HM nosiBunacb KULUEYHas HEenpoXOOUMOCTS,
yCrelHOe KOHCEPBATUBHOE FeYeHUe KOTOpOI MpoBOAMIIOCH B
TedeHWe 12 pgHeil B OTAENEHWU XUPYPrUM HOBOPOXOEHHbLIX #
HefoHOLLEeHHbIX AeTen [JeTckor KIMMHUYECKOW 6G0mnbHULbE Neld
um. H.®.®unatosa (Mockea). B ganbHeliwem ctyn 6611 obune-
HbIM, 3FIOBOHHbIM C NEPUOONYECKU BUOAMMOM cTeaTopeen. B 3r.
4 MeC nepeHecna peHTreHONOrM4eCcKU NOATBEPXAEHHYIO MHee-
MOHM0. C pgekabpa 2000 r. oTMeYaloTCsl NOCTOAHHbLIN Kallens,
HapacTaHue CUMMNTOMOB MHTOKCUKaLUK, NEPUCANYECKUE 3MU30-
bl nuxopagku. C 16.01.2001 r. no 29.01.2001 r. pe6eHoK Haxo-
OWNca B NyNbMOHOMOrMYECKOM oTaeneHun HayyHoro ueHtpa
3popoBba fetern PAMH ¢ gnarHo3om: MyKoOBUCUMAO3, CMeLlak
Has opMa, CpefHel TsHKECTU TeyeHus (xnopuabl nora -
82 mmone/n, 18.01.2001 r.). XpoHU4eCckuit 6poHXuUT, Nepuog, 060
cTpeHus. XpOoHWYECKUA KaTaparnbHbii pUHOCUHYCUT. JlesocTo-
POHHWI KaTaparbHbli eBcTaxent. C 08.02.2001 r. geBouKa pery-
nApHO (Kaxgable 3 Mec) HabnopaeTcs B POCCUIACKOM LIEHTPE My-
KOBUCLMAO3a Ha 6a3e nonukKnuHuyeckoro otaenerHus POKG ¢
ONarHo3oM: MyKOBMCUMAO3, CMeLlaHHasa dropma, TedeHue cpep-
Hel TaxecTU. XPOHUYECKUA THOMHBLIN OGCTPYKTUBHBIA GPOHXAT.
Oudhbby3HbIn NHeBMOMU6PO3. [JbixaTensHasa HegocTaTO4HOCTb -
0—1 creneHn. XpoHU4eckas naHkpeaTU4eckas HegoCTaToHHOCT.
IOWCKMHe3ua en4eBblBOAAWMX NyTerd. MUKpoGUonornyeckui
OMarHo3 — XpOHUYECKUA BbICEB CUHErHOMHOWM MAsIoYKK U 3010
TUCTOro cTachunokokka. eHeTU4eCKMA OuarHo3 — romo3urora
no deltaF508 mMyTaumi. Heo6X0AUMMOCTU B FrOCMIUTANN3ALUAX He
6bi10. BoiceB Ps. aeruginosa MykOWgHON 1 HEMYKOWAHOW ¢hopu
€ 12.02.2003 r.

O6bekTuBHO: [pygHas knetka uMMHOpUYeckas, CUMMETPUY-
Has, y4acTByeT B aKkTe AblXaHus, NepKYTOPHbIA 3BYK C KOPOGoy:
HbIM OTTEHKOM. [bIXaHWe XecTKoe, NPOBOAMTCS BO BCE OTAEN:,
xpunos HeT. YA 20 3kck/MUH. paHnLIbl OTHOCUTENLHON Cepaey:
HOM TYNnocTU B Mpepaenax Bo3pacTHOW HOpMbl, YCC 94 yo/mm,
TOHbI CepaLa rPOMKUE, PUTMUYHbIE, NATONMOMMHECKUX aKLEHTOB i
LUYMOB HeT. ApTepuanbHoe fasneHune 85/55 MM pT. CT. 2KUBOT He
B3OyT, B 06beMe He yBenuyeH, QOCTYMNeH rny6oKon nasibnalmy,
6€360Me3HEHHbIN, NeYeHb + 2 CM + 2 CM + 0 CM, cefie3eHKa He
yBenuyeHa. Ha ¢oHe Tepanuu naHkpearuieckumm pepMeHTami
ctyn 1 pas B cyT, nonudpekanuu, BuaMMon cteatopen Het. Ote-
KOB, AU3YpWUK HET.

Nokasatenu cyHkuun BHelHero abixanua: OXEST — 98%,
OoB1 — 92%, MBJ1 — 90%, NMOC — 96,2%, COC25-75 — 71,4%.
Ha peHTreHorpamme opraHos rpygHoOW KneTku ot 26.03.2003 .
o4aroBbie UHPUNETPATUBHbIE TEHU B NTIENKUX HE ONpeaensiorcs.
COCYAVCTbII PUCYHOK M3BLITOUHBIN, B MeauansHbIX OTAeNax T
XUCTOro xapaktepa. CuHycbl cBO60AHLI. CpenuMHHAas TeHb He
U3MEHEHa.

Ha doHe apexBaTHOW 6a3ucHOW Tepanuu (MuKpocdepw-
Yeckue naHkpeaTudeckme (HepMeHTbl, MYKONUTUKMK, BKJIKOHad
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HopHasy-anbta, BuTamuHbl, BKloHasa E n D, kuHeautepanus, xo-
nepeTuyeckas Tepanus, NAaHoBble KypCbl MPOTUBOCUHErHONHOM
aHTUbaKTepUanbHOM TepanuMn) OTMEYalrTCs Masias akTMBHOCTb
BOCMIANUTENBHOMO MpoLecca B MIErKUX, He3HaYUTESIbHbIN MYKO-
Ta3, HeCMOTpsl Ha NpUcoedMHEeHUEe XPOHUYECKOW CUHErHOMHOW
wHchekumu B 2003 r., xopoLuas npubaBka B macce Tena u pocTe
(31.03.2003 r. macca Tena coctasuna 27,5 Kr (mexgy 75-M u
91-M nepueHTUnem), poct — 127,4 cMm (75-A NepuUeHTUNb),
MPU = 104% (MPC = 22,5 kr/m?).

HacTosilee Ha6niopgeHue OeMOHCTPUpYET, YTO nodo3peHue
HAa MYKOBMCLIMAO3 Y Bpayeil BO3HUKIIO TOMLKO HA LUECTOM rogy
XW3HU pebeHKa, x0T KIMHUYeckas MaHudecTaumsa umesna mec-
T0 B NepBble AHU XU3HU pebeHka B BUAE MEKOHWASLHOro une-
yca. M3aBecTHO, 4TO B 80% cCny4aeB pa3BUTUSI MEKOHWATbHOro
wneyca y ACHOLUEHHBbIX HOBOPOXAEHHBLIX MPUYMHOW ABMseTcH
MYKOBUCLIMAO3, MO3TOMY BCEeM AETAM C MEKOHWanbHbIM uie-
ycoM Heo6xoaumo ucknoHarb 310 3abonesadume. K NOCTOAHHOK
creatopee B8 3,5 rofia NpPUCOEOUHUNCS XPOHUYECKUIA Kawens ¢
MOKPOTOM, MOCNEe NepeHeCeHHoW NMHEBMOHUK, HTO TakoKe OOSXK-
Ho BLIN10 paccMaTpUBAaTBLCA Kak NPU3HaK BOSMOXHOMO MYKOBUC-
uMpo3a. TaknM 06pa3oM, MOXXHO KOHCTaTUpPOBAaTb NO3AHIO AN-
arHOCTMKY MYKOBMCLIMZO3A B CBA3W C TEM, YTO HU B rOPOLCKUX
cTauMoHapax, rge HeoaHOKpaTHO neyvnnach AEBOYKA, HA B am-
BynaTopHOM CeTU, He BO3HMKANO NOJO3PEHMSA O HANUYUKU AAHHO-
ro abonesaHus.

bonebHOM M.B., 1983 . poxaeHusi. U3 aHamHe3a 3a6onesaHus
W3BECTHO, YTO B BO3pacTe 2 Mec pebeHOK nepeHec ABYCTOPOH-
HIOK MHEBMOHUIO, MOCSIE Yero y Hero oTMeYasncst MOCTOSIHHLIN Ka-
Wens ¢ oTAENEeHWEeM MTHOWHOM MOKpPOTHI, C 3TOro Xe Bo3pacTa y
pe6eHka OTMedYanacb He3HauduTenbHas cTeatopes. Yactble
OPBW conpoBoxpanucek yBelMYEeHUMEM KONUYEeCTBa Bblaensie-
Mo MoKpoTbl. C 1987 1. pe6eHoK cocTosN Ha yyeTe B NPOTUBO-
TY6EpKYNe3HOM AMcraHcepe Mo nosofdy «BUpaxa» Tybepkymnu-
HoBOW Npo6bl. HeopHOKpaTHO NpoBOAUSIaCE XMMUOMPOMUIaKTH-
ka htmeasngom. CnegyeT 0TMETUTL, YTO [0 NOCTyNNeHus B LieH-
TpansHeit HUWU Ty6epkynesa PAMH B gekabpe 1996 r., pe6eHok
HU pa3y He MPOXOQWN PEHTTEHONOrMYECKOro o6CnefoBaHus.

C 1992 r. MmanbuvK cTpagan ABYXCTOPOHHUM raiMOpPUTOM, NO
fnosoay Yero 6bino nNposedeHo 5 neyvebHbix NyHKUWMIA ranMopo-
Bbix Na3yx. B nekabpe 1996 r. ¢ xano6amu Ha NoBbiLIEHWE TEM-
nepatypbt 4o 38°C, yeunenvem Kauiis v Hanpasnsiowum guar-
Ho3om «Ty6epkynes» pebeHok noctynun B LleHTpaneHbin HAN
Ty6epkynesa PAMH. MNpwu nepeu4HOM oCMOTpe B cTauuoHape
fbina oTMeYeHa AedopmaLns rPYAHON KNETKK, Hanmm4vme y 60Mb-
HOro BBIPAXEHHOMO cMHApoMa «BapabaHHbiX NanoveKk» U «4aco-
BbIX CTeKOS». B nerkMx otmevanoch XecTkoe fAblxaHue ¢ Kpenu-
TMPYIOLUMK U MENKONY3bipYaTbiMU xpunamu. O6pariano Ha ce-
67 BHUMaHWe yBenu4eHne neveHn oo 5 cM u yBenudedue cene-
36HKN 10 8 CM OT Kpast pebepHbIX Oyr.

Mpn KoMMbIOTEPHOM TOMOrpadum 6bina BobisiBneHa rpybas ne-
pECTPOMKA JIerOYHOIr0 PUCYHKA MO MATHUCTO-RYEUCTOMY TUMY C
04aroBo-nOAO6GHLIMU NATHAMW, YTO Jano OCHOBaHWe 3anojos-
pUTb Y pebeHka MyKoeucunao3. [Mpu nposegeHun NoToBOro Tec-
Ta YPOBEHb XNOPUAOB NoTa 6bin NoBbieH go 77,3 MMOnbL/N.
C HanpaBnsloWUM anarHo3oM «MykoBUCLMA03» pPeBEeHOK 6bin
nepeBefeH B OTAesieHNe MeauuuHckoh reHeTukn POKB M3 v
CP P®, Bo3pacT pebeHka cocTaBnsii B 3TOT MOMeHT 13,5 ner.
Mpn ocmoTpe 31.01.1997 r. 0TMeYanoch BhipaXxeHHOe OTCTaBa-
Hue pebeHka B dmM3uueckoM passutum. Macca tena — 30,1 kr

TpyoHOCTH B BMArHOCTMKE MYKOBMCLUMBO3A

(< 3 nepueHtuns), poct — 142,7 cm (< 3 nepueHTUNs),
MPW = 82% (MPC = 16,2 kr/m°). Nokasatenu (yHKLK BHELLIHe-
ro gbixanus: ®XXEN — 55,5%, O®B1 — 39,7%, MBIl — 51,3%,
TT -79,8%, NOC - 60,4%, MOC200-1200 — 13,1%, COC25-75 —
20,9%. VY pebeHKa BbisiBfieH LMPPO3 NEYEHWN, OCNIOXKHEHHBIA CUH-
LPOMOM NOPTanbHOW rMnepTeH3U, BApUKO3HBLIM PacLLMpeHneM
BeH nuuieBoaa 4 cteneHu, Nno nosofy Yero B mapTte 1997 r. emy
6bina NpoBefeHa cneHopeHarnbHas LyHTUPYIOLLasa onepauus.
Knuuunyeckun guarHo3: Mykosucuuaos, cMetuaHHas copma,
TsKenoe TedeHne. XpoHUYeCKnit rTHOMHLIN 06CTPYKTUBHLIN 6POH-
XuUT. PacnpocTtpaHeHHble 6pOoHXMONo-6poHXoaKTasel. Auddys-
HbIA MHeBMOUO6PO3. ObixarenoHas HegocTaTtodHoOCTs 2-3 Cre-
neHu. Linppos neyenun. CoctosHWe nocne LWyHTUpYLOLLen onepa-
uun. MaHkpeaTnyeckas HeaoOCTaTOMHOCTL 1 cTeneHU. XpoHuye-
CKMIA runepaumnaHbIi racTpuT, AyoOeHUT. XpoHudeckas naHkpea-
TUyeckas HepocTatodHocTb. OTCTaBaHue (PU3NYHECKOro pasBu-
Tus. Juctpodusa. MUkpobuonoruyeckuin nartdo3: xpoHuyeckas
cvHerHonHas uHdexuus. FeHeTudeckuid guardo3; komnayHg re-
Teposurota no F508del MyTaummu vt HEU3BECTHON MyTaLvK.

TakuM 06pa3om, B faHHOM CIy4ae OuarHo3 yCTaHOBSeH elle
noaxe — B8 Bo3pacte 13 ner, HECMOTPA Ha TO, YTO KNUHUYECKHUE
NPU3HAKK KMaccU4ecKon CMeLLaHHOM (hopMbl MyKoBUCLMAO3A
BO3HUKNU C 2-X MEC XU3HMU.

Heobxogumo elle pa3 NogyYepKHyTb, Y4TO PaHHASA OUarHOCTU-
Ka MyKOBUCLMAO3a HANpsAMyl0 CBA3aHa C Ny4LIMM MPOrHO30M
3aboneeaHus. PaHHas ageksaTHas Tepanus, BKIOYaoWas 3a-
MecTuTenbHble (PepMeHTHbIE Npenapartkl, NPUBOAUT K ynyullie-
HUIO UKW JaXe HOpManuvaauum HyTPUTUBHOMO cratyca, YTo, B
CBOIO 04epefb, BeAeT K YNYYLLIEHUIO COCTOAHUA 1 3aMEeLNEeHno
pasBuUTUA HeoBpaTUMBIX MPOLECCOB B BPOHXONMNErO4YHOM CUCTE-
Me, a, CreaoBartensHo, onpegenseT U 6onee BbICOKYIO Npodon-
XWUTENbHOCTb XMU3HU JAHHOIO KOHTUHIeHTa B0sbHbIX [4].

B cBoto o4epedb npeHatasnbHas aMarHocTuka B CEMbAX, UMe-
IOLLMX 6OBHOrO MYKOBUCLMOO30M pebeHka, cnoco6CTBYeT Tak
Ha3blBaeMOW NepBUYHOW NpohUNaKTUke 3TOW NaTONOrMU U
YMeHbLUEHUIO Yncna 60MbHbIX C 3TUM 3a60NeBaHNEM.

PanHe# gnarHocTuke MykoBucLMao3a Morna 6bl croco6CTBo-
BaTb MpOrpaMma HeoHaTanbHOro0 CKPWHWHIA, NPOBOAWMAn BO
MHOrux cTpanax [5]. Hanpumep, onpefenenve nMMyHOpeakTua-
HOro TPUMCUHA B NATHAX KPOBW Yy BCEX HOBOPOXAEHHLIX, C NOC-
nepywouwent OHK-puarHocTukomn U notoBow npobon. K coxane-
HUIO, N0 PAdY NPUYMH B HALWEN CTPaHe B HACTOALLEE BPEMA 3TH
BOMPOCH! HE peLueHbl. B cBA3M ¢ 3TUM nepBooYepeaHoe 3Haqve-
HUE UMEET CBOEBPEMEHHOE BbISIBIEHWE MYKOBUCLMAO3a MO KK~
HUYECKUM NposBneHusaM 3abonesanuvs (Tabn. 3) [6].

Mo Hawwmm panHbiM, B MOCKBE, HECMOTPSA Ha [OCTATOYHOE
YACNO KBASIMPULIMPOBAHHBIX NEYEBHO-NPOCUNAKTUYECKUX YY-
PeXOeHU U BbICOKOKBaNUUUMPOBaHHbIX CNELManMCToB, avar-
Ho3 «MyKoBUCUMAO3» HA MEPBOM rofly XWU3HW yCTaHaBNMBaeTcs
nMwb y 47% 60nbHbIX (Tabn. 4). Hawm nokasartenu [OCTOBEpPHO
(p < 0,001) oTCTAlOT OT 3KOHOMWYECKM Pa3BUTLIX CTpaH. Tak, B
CoegaunHeHHbix LUTaTtax AMepukn y 70% 60MbHbIX MyKOBUCLIMAO3
AwnarHocTupyetcs B Bo3pacTte go 1 roga. Tonbko K 8 rogam Ha-
LUK JaHHble (87%), CTAHOBATCS CONOCTABUMBIMU C 3aPY6EXHbI-
Mu - 90% (p > 0,05) [7, 8].

C Hoa6ps 2003 . no okTA6pb 2004 r. cpean 14 BHOBbL BbIsB-
JeHHbIX, BOMbHBIX MYKOBWUCLMAO30M MOCKBUYEHA, TOSIbKO OOMH
pe6eHoK 6bin HanpaeneH K HaM CBOEeBpEMEHHO, B BO3pacTe
1 mec. B nepuog o1 1 roga Ao 3 neT BKIIOYUTENBHO AnarHo3 mMy-
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Ta6nuua 3. Knunnyeckue npossneHus, Tpebyrotumne auddepeHum-
anbHOW AWarHOCTUKU AN UCKNIOYEeHWA MYKOBUCLMAO3a [6]

B rpyaHoM Boapacte

* PeLausmpytoLLie UM XPOHUHECKMUE PECcipaTopHble CUMNTOMbI, TaK1e Kak Ka-
wenb UK ofblluka

* Pep1BmpyioLLas Unu XpoHU4ecKas NHeBMOHMS

*» OTcTaBanm1e B (hM3UHECKOM Pa3BUTUM

* HeodhopMNeHHbIA, 06MNbHBIA, MACSHUCTLIA U 3NOBOHHLIA CTYN

* XpoHudeckas guapes

* BoInageHne NpsiMoi KMLLKK

*» 3atsixHas HeoHaTankbHas Xentyxa

* ConeHblit BKYC KOXM

* Tennoeow yaap uim aernapataums Npy xapkoi noroge

* XpOoHMYECKasn runosneKTponuTemMms

* [laHHble CeMeNHOro aHaMHe3a 0 CMepTH AeTel Ha NepBOM rofly Xn3HK UK Ha-
fM4Ke CMGCOB CO CXOAHBIMU KITMHUYECKUMU NPOSIBIIEHUAMM

* MUnonpoTeMHEMMS / OTEKU

Y feTei ROWKONBHOTO BO3pACTa

* CTOMKWA Kallenb ¢ UNK 6e3 rHOUHONW MOKPOTbI

* [InarHoCcTU4eCKK HEACHaR PeLMMBMPYIOLLAs WU XPOHWYeCKas Ofbitlka
* OTCcTaBaHu1e B Bece M pocte

* BoinaneHne npsamon KuLKu

* AHBarMHauva

* XpoHuyeckas guapes

« CuMnToM «GapabaHHblX nanoyek»

* KpucTannbl conu Ha Koxe

* [UnoToHWueckas aeruaoparaums

* [WNO3NEKTPONUTEMUA N METAGONMHECKMIA ankano3

¢ [enatomeranua Un1 AMarHoCTUMECKM HesicHoe HapyLUeHWe MYHKLMM NeveHm

Y fieTed LKOMbHOro Bo3pacTa

* XpoHU4EeCKWe pecrupaTopHble CUMMTOMb! HESCHOW STMONOTUM
* Psgudomonas aeruginosa B MOKpoTe

* XPOHUYECKUI CHHYCHUT

* Ha3anbHbIA nonumnos

* BpoHx03KTa3bl

* CuMnToM «GapabaHHbIx nano4ek»

* XpoHuueckas guapes

¢ CUHAPOM AUCTANbHONA MHTECTMHANBHON 06CTPYKLIMM

* MaHkpeatut

* BbinageHWe NpsMOi KULLKK

¢ CaxapHbli inabeT B COYETAHUM C PECTIMPATOPHBIMU CAMMTOMAMK
* [enaTomeranus

* 3a6oneBaH1e NeYeHn HEACHOH 3TOMOrUK

Y nogpocTKOB 1 B3pOC/bIX

* [Holiroe 3a6oneBaH1e NErkMx HEsICHOM 3TUOMOrUK

* CumnToM «6apaBaHHbix Nanoyek»

« MaHkpeatut

* CMHAPOM AMCTanbHOM WHTECTUHANBHOK 06CTPYKLMM

* CaxapHblil AMaGeT B COHETAHUM C PECTIMPATOPHBIMWA CUMNTOMaMM
* [Mp13HaKkK Lppo3a NeseHn U NOPTaNbHONA rUnepTeH3nKU

*» OTcTaBaHue B pocTe

* 3anepxKa NonoBoro paseuTud

* CTEpUIbHOCTb ¢ a300CTIepMMEN Y UL MyXCKOTO nona

* CHWxeHmre DepTUNBHOCTU y NULL XEHCKOro nofa

HAYYHAA XH3Hb

Ta6nuua 4. CpoKM yCTaHOBNEHUS AMarHo3a y AeTei M NoApPOCTKOB
B BO3pacTe A0 18 neT, 60nbHbIX MyKOBUCLUMAO30M (MockBa)
Boapact Ha6mopaembie B 2001 r. [warHocTmpoBaHHble
abc. ymeno % B 2004 r. (a6c. 4u1cno)
MeHee 1 roga 42 47 1
1-3 roga 21 23 7
4-5 net 9 10 1
6-7 net 6 7 3
8-10 ner 4 4 2
11 net 1 cTaplue 8 9 0
Beero 90 100 14

KOBUCLMA03a 6bin YCTAHOBNEH elle 7 SeTsAM, ocTanbHble AeTn
BHOBb NONaNM K cneunanmcTam Kpande nosgHo (cm. Tabn. 4).
Takum 06pa3om, HECMOTPS Ha OnpeaeneHHble JOCTUXEHUA B
obnacTtu TepanvmM MyKoBMCLMAO3a OMArHoOCTMKa 3Toro 3abone-
BaHUA OCYLIECTBNAETCA KpahHe NO3AH0. 3TO BO MHOIOM CBfi3a-
HO C OTCYTCTBMEM HEOOXOOMMOW MOAroTOBKM Y4aCTKOBbIX Bpa-
Yel U COTPYAHWKOB CTALMOHAPOB, BKINOYAas HEOHATONOroB U AeT-
CKUX XMpyproe. B 3TOi CBSI3W NpefcTaBnseTcs HeoOXOAMMbIM
YNy4LWmnTb OCBelleHne npo6neMbl MyKoBucuMgo3a B rporpam-
Max o6yHeHus CTyOeHTOB MEQULMHCKMX By30B M BBECTM 0bsn3a-
TeNbHOE 03HaKOMJIeHUe ¢ NPoBIEMON Ha Kypcax NOBbILLEHWS Mo-
cnegunnoMHoro o6pas3oBaHnsa NeguaTpoB, HEOHATOMOrOB, MySib-
MOHOOr OB, FacTPO3HTEPOSIOroB, HAOKPUHOIOrOB U XUPYProB.
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