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K IPOBJIEME MYKOBHUCHH/IO3A

K.H. Ypaxos
Kypc namonocuueckou anamomuu Caml’ My

MykoBuUCIIHI03 - 3TO 3200I€BaHNE HACIIEICTBEHHOTO XapakTepa, mepeaaBaeMoe
10 ayTOCOMHO - PEIECCUBHOMY THITY.

Oro 3aboeBaHNe PACcTIPOCTPAHEHO MOBCEMECTHO M YacTOTa €ro BapbUpYeT OT
1:500 no 1:8000 (Peitmepman M.U. 1974, MBanosckas T.E, Jleonosa JI.B., 1989).
[Ipy MyKOBUCIIUA03€ TPOUCXOIUT TOPAKEHUE CEKPETOPHBIX KIIETOK JKEje3
- TIOJDKETYJOYHON Kele3bl, OpOHXHAIBLHOTO JIepeBa, KHUIICYHUKA W IKEITIHOTO
ny3sips. [Ilpu 3TOM BO3HMKAIOT CEKPETOpPHBIE HApPYIICHHS, TPEXKIE BCEro,
CBS3aHHBIC C TMATOJIOTHEH OOMEHa MYKO - TOJMCaXapu0B W TIIFOKONPOTEHIoB. B
MaToreHe3e HTOro 3a00JieBaHUsl TJIABEHCTBYIOIIEE MECTO 3aHUMaeT H3MEHEHHe
MOHHOT'O TPAHCIIOPTa Yepe3 MEMOpPaHY KIIETOK.

Oto 3a0oyeBaHWE BIIEPBBIE OMUCAH KaK CaMOCTOSITENbHAs HO30JIOTHS B
1936r. G. Fanconi. bonee nmoapo6Ho mMykoBuciuao3 udydanu J[.Andersen (1938),
S. Farber (1944), E.Glanzmann (1945), C.llluueBnu u coaBt. (1974). B mepBoIx
nopax JaHHas OOJE3Hb OIHUCHIBAJIACh KAaK BPOXKICHHBIN CEeMEHHBIM KUCTOPUOPO3
MOJKETYTOYHON JKEJIe3bl, HO 3aTeM IO Mepe HaKOIUIeHUS ()aKTOB OHA TPAKTYyeTCs
KaKk JHTEpO - OpOHXO - mMaHKpearwueckas mucnopus (dysporia entero - broncho
pancreatica congenita).

Paznuuator CIIETYIOIITHE (hopMBbI MYKOBHUCIIM103a!
Kumeyno - nerounass (ona cocrasisger 70-80% Bcex ciyuaeB), jerounas (15-
20%), xumeunas (5%). Kpome »tux QopMm B mocienHee BpeMms OTIAEIbHO
pacCMaTpHUBAIOTCS  €II€ MYKOBHCIHMIO3 C  BBIMAJCHUEM TMPSAMOW  KHIIKH,
IIUPPO30M TMTEYCHU ¥ MECKOHUATBHBINA HUJICYC.

Cpenn Hambomee yacTtoii (OpMBI - CMEHIAHHOW  KHIIIEYHO-JIETOYHOM,
MPEICTABIISIET MHTEPEC OPOHXO - JIETOYHBIM MYKOBMCILIMJI03, KOTOPBIA TJIaBHBIM
o0pa3oM BCTpeYaeTcsi y HOBOPOXKIACHHBIX W Y JACTEH PaHHETO TPyJHOTO BO3pacTa.
[lopakxeHre JeTKMX TPU MYKOBHUCIIMIO3€ HaOmrofaeTcs y JeTedl  Bcex
BO3PACTHBIX TPYII M OYEHb YACTO OMpEISIseT MCXoJ Ooyie3HH. M3-3a 3aKymopku
BSI3KOM CJIM3bI0 TIPOTOKOB KEJIe3 W MPOCBETa OpPOHXOB B JIETKMX BO3HHUKAIOT
aTeliekTazbl W 3Mdu3eMa, B TOCIEAYIOIMIEM MOXET pPa3BUBAThCS OpPOHXMT,
OpOHXO0ATa3Us, THEBMOCKJIEPO3 U OPOHXOITHEBMOHHSI.

K Hacrosimemy  BpeMEHHM  HAKOMMIWCh  MHOXECTBO  COOOIICHHIA
MYKOBHCIIUJI03€¢ W O TNPUYMHAX CMEPTH NIpH 3ToM 3aboneBaHuu. OgHAKO, OYCHD
MHOTO pPa3po3HEHHBIX ()aKTOB W MaTepuajoB, OCOOCHHO KacaroIleecsl JIeTaTbHBIX
CIy4acB OT HEOHATAJIbHOTO MYKOBHUCIHIO03a. McXoas W3 3TOro MbI PEIIMIIA
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OlmMcaTh CiIy4yad CMEpPTH HOBOPOKICHHOIO MAJIbUAKA B TIEPBBIE YACBl IIOCIIE
POXKAEHHS, B KOTOPOM MYKOBUCHHMIO3 BBICTYIIAJl B KAyeCTBE TSKEIOrO W
BeyIIero ()OHOBOro 3a00JICBaHUSI.

CamI'MYV 7 nHos6ps 2012 roaa ¢ npu3HaKaMu aKTUBHOM POJIOBOM JEATEIBHOCTH
co Poxennna Y.M., 23 roga mocTynwia B aKyIIEPCKOE OTIEIECHUU KIMHUKA
cpokoM OepeMeHHOCTH 39 Henenb. bepemeHHocTh mnepBas, poabl mepBbie. B
aHaMHe3€: aHEeMHs, T€CTO3 W HEOJHOKpaTHas yrpo3a MpepbhIiBaHUs OCPEMEHHOCTH.
Yepes 1u. 15 MUHYT JKEHIIMHA pOAOPA3PEIIWIACH JKUBBIM JOHOLIEHHBIM
wiooM, Myxkckoro mona. Bec mmoga 2700, poct 48 cm. Ilmox pomwics B Gemoi
achukcuy, To MIKaje ANrap >KM3HENEATEeIbHOCTh olleHuBajcs 2 Oamia. CpodyHO
ObUTM HayaThbl pEAHUMAIMOHHBIE MEPONPUSTHUS. Y HOBOPOXKIAECHHOTO C TEPBBIX
4acoB MOSBWJIACH dM(U3eMa IIeu, KOTopas pPaclpOoCTPAHWIACh B TPYAHYIO KIIETKY.
[IporpeccupoBany NpU3HAKKA JBIXAaTEIBHOM HENOCTATOYHOCTU. Hecmorps Ha Bce
npuHATBIE Mepbl 4Yepe3 4 wyaca 10 MHMHYT HOBOPOXAECHHBIM CKOHYAJCH.
IIpoBeneHnHoe NaTOJIOr0aHATOMUYECKOE UCCIIEOBAHUE
Tpyna HOBOPOXIEHHOI'O J1AJI0 CIIEAYIOLIEE PE3YyJIbTATHI.

HapyxHoe  wuccienoBaHue:  TPYNMUK  HOBOPOXAEHHOTO  JOHOIIEHHOIO
Majpurka. OOmacth 1ied, nepenHed U OOKOBOM MOBEPXHOCTH T'PYIHON KIIETKU
cripaBa CWJIBHO B3JyThl, MpPU HAAABIMBAHUM CIIbIIIHA KpenuTtauus. KoxxHbie
MOKPOBBI W BUJUMBIE CIM3UCTBhIC CHHIOIIHBIE. VccnenoBaHue BHYTPEHHUX
opraHoB. B MoAgko:XKHOW KJIETYATKU HAONIOAAETCS KpemuTalus H3-3a CKOIUICHUS
Bo3yxa. ['pyaHas mojiocTh T€pMETHUYHA, B IOJIOCTH IUIEBPHI COJAEPIKUTCS BO3AYX.
TkaHb TNEpEeIHEr0 CPENOCTEHHs] NPONUTaH BoO3AyxoM. lllpu wm3ydeHun oOpraHoB
TPYAHON KJIETKHM Ha MECTE KaKUX-JIMOO BUJIMMBIX Ha IJ1a3 MPU3HAKOB PAHEHUS WU
TPaBM B JIbIXaTEJIbHBIX MYTSIX HE ObLIO OOHAPYKEHO.

O06a serkue cxkarble K KOPHIO, MSICUCTOM KOHCUCTEHIIMH, CHEpeau
sm¢puzemMaTo3HO B3ayThie. Kycouku, BbIpe3aHHbIE C OO0EUX JIETKMX MOJYTOHST B
Boge. OtTmeudaroTcsi  cyOIsieBpajbHbIE  MEJIKOTOYEUHbIE W CIMBAIOLIUECS
KpoBou3nusiHusA. IIpocBer ropraHu 3useT, ciIM3UCTas HaOyXias, PO30BO-KpacHasl.
Cnusucrasg Tpaxen OT€YHas, OYEHb MHOIO CIM3UBHUIHOW, BS3KOW Macchl Ha
IIOBEPXHOCTH. DpOHXMalbHOE JEpeBO BHEIIHE pa3BUT HopMmanbHO. [Ipoceer
JIEBOTO W TMPaBOTO IJIABHONO OpPOHXOB pE3KO CYXEH U 3arojHEH TYyCTOM,
CTEKJIOBUJIHOM, BSI3KOM CIIM3EBUIHOW MAacCOoll B BUJE KOMKOB-CIEIKOB OYpOBOTO-
pO30BOTrO 1BeTa. B CTEHKaX OpPOHXOB KAaKUX-TUOO CJIEOB TPaBM HE OOHAPYIKEHO
IIpocBeThl J0JIEBBIX U CErMEHTApHBIX OpPOHXOB CHJIBHO CYXEHbI M3-3a HaJIW4us
CIM3eBUAHON Bsi3koM Mmaccel. Cepile pa3BUT HOPMAJbHO, IO/ SMHUKAPAOM
HaOJMIOAIMCh TIapaBaszalibHble remopparuu. Jlerounas aprepusi, JEro4yHble BEHBI,
IIPaBbIE W JIEBBIE IPEICEPAHO - JKEIYAOYKOBBIE OTBEPCTHSI M KJAIlaHbl Pa3BUTHI
HOpMalibHO. BoO BHYTpeHHUX oOpraHax W B TOJOBHOM MO3TY HaOJIIOJAINCH
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Mpu3HaKu OOIIEero BEHO3HOro TNojHOKpoBus. [lomxkenynounas kene3a W

KHUIIIEYHUK 0€3 KaKUX-JIM00 BUANMBIX U3MCHCHHI.
beimu  mpoBedeHbI  MHKPOCKOIMYECKHE  HCCICIOBAaHHMS  KYCOYKOB U3

BHYTPEHHHUX OpPraHoOB, KOTOpbIE [aiu CJleAyrolme pe3yiabTarbl. Jlerkoe-TkaHb

aTelIeKTa3upOBaH, MMEIOTCS MacCHUBHbIE oudaru sMmduizembl. B KpymHbIX OpoHxax-

MPOCCBET 3HAYUTEIBHO CYXKEH, 3aloJIHEH CIU3UCTO-amMop(HOM  Maccolt ¢

HAJIMYUEM €JIMHUYHBIX TOJUHYKIEapoB U JTUMGOUAHBIX KiIeTOK. CTEHKH OpOHXOB

YTOJIIEHBI U CKJIEPO3UpOBaHbl. ['0JIOBHOW MO3r - HaOIIOJAaeTCs BBIPAXKEHHBIN

MEPUBACKYJISIPHHBIN UM TMEPULIEIUTIONAPHBIA OTEK, OYE€Hb MHOI'0 Y03MHO(PUIBHBIX

TUIIOKCUYECKUX [IApOB, B KaWJUISIpax Be3/J€ OTMeYaeTcs cTa3. Muokapll — CHUIbHO

BBIPAXEH OTEK MEXKMBIIIEYHON TKaHW, OCOOEHHO, MEepUBACKYJIHbIM oTek. [louku -

HAOJIOaeTCsl BEHO3HOE TOJHOKPOBHE, OYard KpPOBOUBIHUSHMS, B KaHaIbIaxX

amopdHas OenkoBas macca. HaamoueyHuk - MMEIOTCS O4ard KPOBOMBIUSHUS Kak

B MO3TOBOM, TaK U B KOPKOBOM c10sX. OTMedaeTcs ASNUIINAN3AINS KOPHI.

Takum  oOpa3oM, CcymMMUPYsS  MpPOBEACHHBIM  aHaNW3  KIMHUYECKUX,
MaKpOCKOMUYECKUX W MHUKPOCKOMUYECKUX JaHHBIX YMEPIIEro HOBOPOXKIECHHOIO
MO>XHO OTMETUTBH, YTO Yy HEro HMMEJI0 MECTO BHYTPHYTPOOHBI MYKOBHCIHIO03 C
nopakeHueM OpoHxoyeroyHo cuctembl. [Iporpeccupyromiasics BHYTpUYTpOOHAs
TUTIOKCHUSL COMPOBOXKIAJACh MPHU3HAKAMH YIPO30W TMPEphIBaHUS OEPEMEHHOCTH.
3aKyrnopsIBaHWE CIM3UCTHIMM KOMKaMH OpPOHXMAJIBHOTO JIEPEBO  IOCITYXKHUIIO
BO3HUKHOBEHHUSI BEHTWIBHOTO MEXaHW3Ma JbIXaHUs, TO €CTh IPHU BAOXE BO3IYyX
MpOXoJuia, a BbIoX OblT HedpPekTuBeH. B pesynbrare 3TOro0 Jierkue B3AYyBaJIMCh
U TPOU3ONUIM CYOIJIeBpalibHbIC Pa3pbIBbl JIETKO MOAATIMBON JIETOYHOM TKaHU
MJIQJICHIIA, TPUBEAIINE MHEBMOTOPAKCY W TOAKOXKHOW sMpuzeme. MyKOBHCIINI03
MOCIYKWJIAa TPUYUHOW CMEpPTH HOBOPOXKIAECHHOIO B PAHHEM HEOHATAIIBHOM
nepuoe.
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