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OVNATHOCTUKA

MYKOBUCLWMOO3A.

1 dwnarHo3 MB nogreepXxgaetcsa npu
HanM4nm ogHoro urnn bonee xapakTepHbIX
doeHoTunmn4yecknx npossneHnn VIiB B
covyeTaHun ¢ gokasartenbcrtBamMmm Hannvns
MmyTauum reHa MBTP, Taknmu Kak:
BbidBneHne mytaumm reHa MBTP npwu
reHoTUNMPOBaHUN NN YBENNUYEHNE
YPOBHSA XNTOPMOOB B CEKPETE NOTOBLIX
Xenes 60nbLHOoro.




1) METO[ ONPEOEJIEHUNA

—  JNERKTPONMMNMTHOTO COCTABATIOTA

1 Knaccunyecknn meto onpeaeneHns aneKTporimTHOro coctasa nota
(xnopa nnun HaTpus) METOAOM NMUITOKaPNUHOBOro afiekTpodopesa no
[MBcoHy n Kyky (1959r.) aBnsietca «30n0TbiM CTaH4APTOM ANArHOCTUKINY,
NPoOBOAUTCA TPOeKpaTHO. [NorpaHnyHble 3HavyeHus xnopa 40-59
gnan(())nbén, natonorns 60 mmornb/n v Bbllle (NpU HAaBeCKe NOoTa HE MEHEee

MT).

0 [MoToBbIM TECT C NTOMOLLLIO cheLmanbHbIX NOTOBbLIX aHANN3aToOpPoB
NO3BONSAET NOMYyYUTb pe3ynbTar anekTponuToB B TedeHne 30 MUHYT, C
MUHUManNbHOW HaBeckow B 3-10MKT.

0 [lpyn onpeneneHnn NpoBOAMMOCTU NONOXUTENbHBLIM Pe3ynsLTaToM Ans
MYKOBUCLMA03a cHMTaeTCa nokasarternb: Bulwe 80 mmonb/n;
norpaHnyHbIiM 3HadeHmnem: 50-80mmonb/n; HopmanbHbIM — Ao 50
mMmonb/n. MNMokasatenu nposoagnumocTy Boille 170 mmonb/n AomkHbI ObITb
NOABEPrHYTbl COMHEHMIO.

1 B kayecTtBe AONONMHUTENBHOIO TECTA MOXKET ObITh NPOBEAEHO
nccrnenoBaHue pasHOCTM Ha3anbHbIX NOTEHUManoB. B Hopme npeaensl
pa3HOCTK NoTeHumanos koneodntotecs oT-5mVao - 40 mV; y 60MbHbIX
MYKOBMCUMA030M 3TW npedenbi coctaensaoT oT-40mV go - 90 mV



2) METOL
FHEHOTHARAPOBAHIAA

[1pn OTCYTCTBUN PEHOTUMNYECKNX
npoasneHnn gnarHo3 MB moxeTt
cuYMTaTbCs YCTAaHOBIIEHHbLIM B TEX Criy4dasx,
Korga:

-y obcnegyemMoro BbisiBfieHa MyTaLusl reHa
MBTP n/vnuv nonoXxuTernbHbIE pe3yrbraThl
NoTOBOW NPOOLI, @ Y poAHbIX bpaTbeB UK
cecTep obcrnengyemoro nogTBepXaeH
anarHo3 MB:;

-myTauua reHa MBTP n/vnu

-NOSIOXKUTENbHbIE PEe3yNibTaTbl MOTOBOW
NpoObl ObINY BbIABIEHDI Y
HOBOPOXXOEHHOrO.



OVNATHOCTUHECKUE KPUTEPUN MB

0 [Ana peweHna npobnem gnarHoctuku MB, B
TOM YUCIIE N €ro aTUNNUYHbIX PopM, ObINK
pa3paboTaHbl KPUTEPUUN, COrNTACHO KOTOPbIM
obsizatenbHbIM Ana MB aBngaeTca Hanu4dume
XapaKTepPHOro KINMHM4YeCcKoro cuHapoma nsioc
OOKas3aTesIbCTBO Kakoro-yimbo HapyLleHusd
OYHKL MM XNOPHOro KaHana.



OVNATHOCTNYHECKWME KPUTEPUN,
YTBEPXOEHHbLIE EBPOMENCKNMUA

CTAHOAPTAMW 2014 TOOA

1 NonoxuTtenbHasa notoBada Npoba
n/mnu

1 [Oee mytauun MBTP, Bbi3biBatowme MB
7

1 HeoHartanbHas runepTpuncnMHoreHeMus
Unu

1 XapaKTepHble KNUHNYECKME NPOSIBIIEHUS, TaKNe Kak
anddy3Hbie OPOHX03KTa3bl, BbICEB N3 MOKPOThI 3HAYNUMOW
ans

1 MB natoreHHon munkpodnopbl (0CO6GEHHO CUHETHOWUHOM
Nano4Kn), 3K30KPUHHAs NaHKpeaTnveckas
HeaoCTaTOYHOCTb, CUHAPOM NOTEPU Coren, OOCTPYKTUBHASA
asoocnepmus



XAPAKTEPHbBIE OJ1A MB NBMEHEHWNA
OEHOTUIMA, KOTOPBIE UMEKOT

L

i

MAFHOCTAYECKOE 3HAYEHIE:
; CIvie.

1. XpoHnuyeckoe 3aboneBaHne abixaTeribHOM CUCTEMbI, KOTOPOE
MaHUMECTUPYET Kak:

a) XPOHNYECKUI KaLlenb C BblAENeHNeM BA3KON MOKPOTHbI;

6) nepcucTmpytoLas KonoHnsaumsa/MHekuma gsixatenbHbIX NyTEN,
TUNNYHbLIX ANa MB natoreHHbIX MkpoopraHmamoB (Staphylococcus
aureus, MyKOMOHbIX U HEMYKOUOHbIX LWUITaMMoOB Pseudomonas
aeruginosa, Burkholderia cepacia);

B) NEPCUCTUPYIOLLUE NBMEHEHNS HA PEHTrEHOrpaMMe OpraHoB rpyaHON
KNETKU (Hanp. OpoHX03KTasbl, aterniektasbl, MHPUNLTPaTh,
rmnepuHnaums);

) 0O6CTPYKUMA OblXaTenbHbIX NyTEW, KOTOpasi NPOABNSETCS CBUCTOM U
NPEPbLIBUCTbIM AbIXaHUEM;

,El,) HOCOBbIE MOoJ1nMbl; CUHYCUT UITN PEHTIEeHOorIorm4eCckne USMeHEHUA B
NnapaHa3alsibHbIX CUHYCaX;

e) oedopmavLum guctanbHbiX doanaHr nanbueB B Buae 6apabaHHbIX
narioyex.



]

2. 'ameHeHus B NULLIEBAPUTENBHOM CUCTEME U HYTPUTMBHOM CTaTyCe, a
NMEHHO:

a) B KNLLEYHMKE: MEKOHNATbHbI UNeyc, CUHAPOM OOCTPYKLUK
aucTanbHbIX OTAENOoB, BbinageHue:

TOHKOW KULLKM (3KBMBASIEHT MEKOHMANBbHOIO uneyca);
NPAMOWN KNLLIKWK;

6) B nogXenyao4yHowm Xeneae: 9K30KPUHHAas MaHKpeaTuyeckas
HeO4OCTaTOYHOCTb C TUMNYHBIMU U3MEHEHNAMM CTYNa, PEKYPPEHTHbLIN
NaHKpeaTuT;

B) B NeYEHU: KNMHUYECKME UITN TMCTONOMMYECKME NPOABNEHUS
dhokanbHoro GunmMapHoro LUMppo3a Unn MynsTUNOOYNAPHOro Linppo3a
NneyeHu;

) HApyLLEeHNA HYTPUTUBHOIO cTaTyca: NPosiBNeHNs He4OCTaTOYHOro
YCBOEHUS KOMMOHEHTOB NULUM (AedonumT Mmacchl U ANUHLI TENa
OTHOCUTENBbHO JOIMKEHCTBYOLLMX MO BO3PACTY), IMNONPOTENHEMMUS C
oTekaMu U aHeMUeun, BTOPUYHbLIN ePULUT XKNPOPaCTBOPUMbBIX
BUTaMMHOB.

3. CuHOpOM OCTPOK NOTEPU COMNU, XPOHUYECKUIN MeTabonnyeckuni
ankarnos.

4. O6CTPYKTMBHas a3oocnepmumst y MyX4muH, KOTopasi CBsidaHa ¢
BDOXIEHHOU DunatTenanbHOM annasvien ceMsaBblIHOCSLLIETrO MDOTOKA.



CKPUHWHI

T | WL [N | RE]

[TpoBOAUTCA Yy BCEX HOBOPOXAEHHbIX. Ha nepBoM aTane B BbICYLLEHHOM
NATHE KPOBM OLEHUBAIOT coaepXaHNe UMMYHOPEAKTUBHOIO TPUNCUHA
(UPT). Obpasubl ¢ noBbILWEHHLIM coaepxaHnem UPT HanpaBnsatoT Ha
OHK-TunmnposaHuec uenbto obHapyxeHns mytaumn B reHe MBTP. [Npu
BbIABNEHUM 1 nnn 2 mytauum pesynbsraTbl CKDUHUHIA CHUTAIOTCH
NONTIOXNTENBHbLIMU, N BONBLHOW HanpaensaeTcs B LleHTp MykoBucunao3a
(nMnbo npodunbHOE oTaeneHne Ans AaHHOW KaTeropun NaumueHToB)
Bepndukaunm guarHosa. Ecnm mytaunm He BbISIBIIEHbI, 8 COAEP>KaHUE
NPT B KpoBM BbICOKOE, MPOBOAAT NOTOBYO NPOOBY. [103UTUBHBLIN NOTOBLIN
TECT Y TaKUX NUL, TaKXKe pacLEeHMBAOT KakK MOSTIOXKUTENBbHbIN pPe3ynbrart
CKPUHUHra, 1 BonbHbIe HanNpaBnsTcs B LIeHTp mykoBucumnaosa (nnmdo
npodunnbHoOe oTaeNeHne).

[TpoTokon ckpmHuHra Ha MB B Poccum BkritovaeT 4 atana:
-UPT,

-noBTOpHbIN NPT,

-NMOTOBbIN TECT U

-OHK-gmnarHoctuky,

MPWY 3TOM TOSbKO MNepBble TPU ABNAKTCA 06A3aTeNbHbIMU.



CXEMA NMPOBEOEHUNA CKPUHUHTA HA

MYKOBWCHAO3

0 Ha nepsom aTane npoBoAUTCA TECT Ha CcoAep)KaHNe
MMMYHOPEaKTUBHOIO TPUNCMHA B Kansle KpoBH,
B3ATOW Ha ounnbTpoBaribHyo bymary (kapty [[aTpu).
TecT nonoXxuTtereH y 00mbHbIX B CBA3U C

HEe4OCTaTOYHOCTbIO 9K30KPUHHOU (PYHKLUK
noa)kenyagoYHou Xxenesboi.

1 lNoporoBasi KOHLEHTPaUNS UMMYHOPEAKTUBHOIO
Tpuncuna coctasnget 750 Hr/mn. [Npu npeBbleHnn
NMOPOroBOro ypoBHSI NPOBOANTCS NOBTOPHOE
obcrnenoBaHne pebeHka Yepes 4-6 Hepenb. [pu
NONOXUTENMbHOM pe3ynbTaTe NOBTOPHOro
ncecrnegoBaHnsa NpoBoanTCs Npoda Ha cogepaHue
Xnopa u HaTpus B noTe. [loporoBbiv ypoBEHb XJlopa U
HaTpuA B note coctasnset 60 mmonb/n.




[MOBbILWWEHWE YPOBHA NPT Y HOBOPO>XXAEHHbLIX
MOXXET BblTb PE3YJIbTATOM PA3HbIX

ATONONCIAIA CODE O TODL 1N =

IMI\JJIJILG ViV, Ul L VI AU 1T UT DI\,

r’MNOKCUSA Nnoaa;
BHYTPUYTPOOHbIE MHMEKLINN;
KOHbIOraLuMoOHHaga XenTtyxa;
nepuHaTanbHbIN CTPECC;
XPOMOCOMHbIE MYyTaL .
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1 lNoTtoBas npoba - onpegeneHne cogepxaHns xmnopa (1
HaTpus) B Kanne nota, agcopbmnpoBaHHOM C KOXW Ha
dmneTpoBanbHy bymary nocne nmnokapnmHOBOro
anekTpodopesa (MMNOKapnmMH-MOLLHbIA CTUMYATOP
notootaeneHus). dna mykoBucungo3a TUNMYHO
NOBbILLEHNE CoAepXXaHUSA Xopa B NoTe Y AeTEN B
Bo3pacTte Ao 1 ropa 6onee 40 mmonb/n n cebile 60
MMOIb/N — y aeten 6onee ctaplliero Bo3pacTra.
[ToToBas npoba gormkHa obsizaTernibHO NPOBOAUTLCS
Npu NOJO3PEHNN HA MYKOBUCLIMAO3 HE3ABUCUMO OT
pe3ynbTaToB CKPUHUHI-TECTA (MNn NPU OTCYTCTBUU
OAaHHbIX O BKNOYEeHNN pebeHKa B nporpamMmmy
CKPUHUHTA).



1 118 nonHoro noaTBepXXaeHna anarHosa
MYKOBUCLIMO03a PEKOMEHOYETCS NPOBECTU
MOJTEKYNAPHO-TrEHETUYECKYIO
NOeHTUPUKaALNIO MyTaAHTHOIO reHa
nensta-F-508, gaxxe HecMoTps Ha TO, YTO
aTa MmyTauus BbisiBnsieTca npumepHo y 60 %
BOrbHbIX (Y OCcTarbHbIX OONbHLIX UMEIOTCS
peaKue reHHble MyTauun).



ONODEPEHUMANBHBLIV ONATHOS

Hanbonee YacTtblie Ho30norn4eckmne popmel ans
anddepeHUmanbHOro gnarHosa npm

MB

1) BpoxXgeHHble aHoManum 6poHxuanbHoro gepesa (KT,
TpaxeobpOHXOCKOMUS);

2) Ty6epkynesHasa nHdekums (KoHcyneTauua dotuamnatpa, npoda
MaHTy, npwn

HeobXoaMMOCTN — annepreH TyoepKyre3Hblii PEKOMOUHAHTHBIN,
KBaHTUMOEPOHOBLIN TECT);

3) UmmyHoaeduUMTHOE cocTosiHue (Heobxoamma
KOHCYrnbTauus Bpadya MMMyHosora (annepronora-uMmmMyHosiora),
onpeaerieHme ypoBHen UMMYHOII00YSIMHOB OCHOBHBIX KNacCcoB
(G, M, A, E), a Takke, no nokasaHunam, cybknaccoB
MMMYHOIMOBYNMHOB, YyPOBHS U ddYHKUMK T KNeTok, B KNeTok,
darounTo3a, KOMNOHEHTOB KOMMIIEMEHTA, ECTECTBEHHbIX
KWNNIepoB, TECTbI HA

BUPYC MMMYyHoaedmumTa Yenoseka (BUY);



4) nepBUYHas unnmapHasi AUCKUHE3NS —
XapaKTepHble KNMHN4YecKme nposiBneHns (tpnaaa
KapTareHepa y NofmoBMHbI O0STbHbIX NEPBUYHON
LuunuapHou gucknHesmen (MNLU): xpoHn4yeckumn
OPOHXUT, XPOHUYECKUN CUHYCUT, OOpaTHOE
pacrnonoXXeHne BHYTPEHHUX OPraHOB) CBETOBAS U
3NIEKTPOHHAA MUKPOCKONUA buonTtara Crn3nucTon
000NOYKM HOCca U/nnNn BpPoHxa, Kak CKPUHUHT -
METOA MOXET ObITb MCMOMNbL30BaHO UCCIledoBaHUE
YPOBHSA OKCMAa a30Ta B BblbIXxaeMOM Ha3aribHOM
Bo3ayxe (y 6onbLUMHCTBA NaLMEHTOB C NepBUYHON
LIMSTMapHOU AUCKUHESNEN - CHUXKEH).



MB HEOBXOO/MO ONOPEPEHLINPOBATDH C
OPYT MU SABOJIEBAHNAMMW, NP KOTOPbIX
MOKET BbliTb MONOXWMTERBHATIOTOBAA

[TPODBA:
1) TlceBaormnoanbaocTepoHnU3M. 3To 3aboneBaHue,

NPW KOTOPOM HapyLUeHa peakuusi AncTanbHbIX
NnoYyeYyHbIX KaHanbLIEB Ha anbAOCTEPOH , BCIIeACTBUE
4yero, HECMOTPS Ha NOBbILLEHHYH KOHLEHTPaLUIO
anbJOCTEPOHA B CbIBOPOTKE, pa3BMBAETCH
rmnepkanmemMms.

2) BpoxgeHHas ancdyHKUms Kopbl Haano4e4YHNKOB
(agpeHoreHnTanbHbIN CUHAPOM)

3) Llennaknsa. 3to HacneacTBeHHoe
nporpecupytouiee 3adborneBaHne. XapakTepusyeTcs
aTpodunen crnm3ncTon obonoYKM TOHKOM KULLIKK
BCIeCTBNE BPOXOAEHHON HENEPEHOCUMOCTH
[MoTEHA.



4) 'mnorammarnoodynmHemMus.

5) T'nnoTtupeos, runonaparTnpeos
6) CnHaopom Mopunaka

/) [MukoreHos 2 Tuna.



