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MykoBucumnpos (MB) - oOT natmHCKOro
mucoviscidosis: mucus — Cnn3b, iscidus — NNNKUINA (CUH.:
KNcTopnobpos, naHKpeodPubpos) — Taxenoe MOHOreH-
HOe HacnencTBeHHOe 3aboneBaHne, 06ycnoBieHHoe
myTaumen rena MBTP, Hacnegyemoe no ayToCoOMHO-pe-
LLECCUBHOMY TUMY, B OCHOBE KOTOPOIro NIeXUT nopaxe-
HMEe 9K30KPUHHBIX Xefie3 1 NOBbILEHHAst BA3KOCTb Cek-
pPEeTOB, YTO NPUBOAUT K MOPAXEHUIO NErknx, Noaxeny-
OOYHOI Xenesbl N KULLEYHUKA, pexe nevyeHn 1 nodek.

UcTopunsa saboneBaHus. Yxe B XVIlI Beke xure-
N 6pPUTAHCKMX OCTPOBOB 0OPEYEHHO KOHCTATUPOBAJIN:
«Ecnn pogntenb, NnouenoBaBLLNA CBOEIr0 rPyAHOro Ma-
Nbllla, oWwyTuUN Ha rybax CUNbHbLIN «COJIEHbI MPUBKYC»
— pebeHky fonro He NpoxuTb» («Woe is the child who
tastes salty from a kiss on the brow, for he is cursed, and
soon must die» - Northern European folklore). B npo-
wnom MB nepepaBancsd n3 nokosieHUs B NOKOJIEHME U
ybusan noaen npexae, 4em y HUX NosiBASI0Cb NOTOM-
cTBO. MeanumnHckum reHeTmk KcaBbep 9CTnBUIbL Npea-
NONOXUTENbHO yKasan, 4To myTtaunsa delF508 BosHukna
npndénnantensHo okono 52.000 neT Ha3aa. MNocne npo-
BeAEeHNs 04epeaHbIX CCNeaoBaHMii ObIo Npeanonoxe-
HO, YTO MyTaLMS ABASETCH 3aWMTHbIM HAKTOPOM K pas-
BUTUIO OMapen, KkotTopas 4acTo aBngnacb NPUYNHON
cmepTu npu xonepe. NepBoe ncuyepnoiBaoLLee onuca-
HUe cuMnTomMoB MB 1 nameHeHuin, BO3SHMKAIOLWMNX B
opraHax npu 9Tom 3aboneBaHun, caenana aMmepukaHc-
Knin natonoroaHatom lopotn AHpgepcoH B 1938 . [2].
B 1953 r. Maynb an CaHT ArHese ¢ COTpyaHUKAMMK ONu-
can ¢eHOMEH NOBbILLEHHOro CoAepPXaHUs dNeKTponmn-
TOB B MOTOBOW XNAKOCTU Y 60NbHLIX MB, 4TOo TMGCOHOM
1 Kykom (1959) 66110 N0I0XEHO B OCHOBY MeToda nu-
NlokapnuHoBOro anektpodopesa ansa cbopa norta, Ko-
TOpPbIN NCNONBb3YETCS N B HACTOsILLEE BpeMS AN amar-
HocTukmn MB. B asrycte 1989 r. yyeHble Jlan-wwum Ly wn

IDxek PnoppaH B coTpyaHM4ecTBe ¢ OKTOpoM PpaH-
uncom KonnmHcom o6bsBUAN 06 oTKpPbITUN reHa CFTR,
OTBETCTBEHHOro 3a MB.

Anunpemunorna MB B pasnnyHbix Nonynsaumsax
BapbupyeT. Tak, cpean npeacTaBUTenen eBponeonaosB
pacnpocTpaHeHHocTb MB Bapbupyet ot 1:600 go
1:12000 HOBOPOXAEHHbIX, cpean adppo-aMmepurKaHLIEB
- 1:15000. B VcnaHum pacnpoctpaHeHHOoCcTb MB co-
ctaBngeT 1:7700, B asnatckux ctpaHax - 1:31000. B
CLUA yucno 6onbHbix MB npebitnaeT 30000, B TOM Unc-
ne: B3pocnbix - okono 50%, a B ctpaHax 3anagHown EB-
ponbl 60nbHbIX MB HacunTbiBaeTcs 6onee 35000 yeno-
Bek. B Poccun Habnopaetca 6onee 6 MnH. 60/bHbIX MB,
B CHI — 10 mniH., B CLLIA -12,5 MAH., B Mupe — 275 MJH.

ATtuonaroreHes. MB pa3BunBaeTcs B pe3yfbrare
myTauum reHa CFTR, pacnonoXeHHOro Ha giMHHOM nne-
ye XxpomMocoMsbl 7. Camoin YyacTon MyTaLMEN cYMTaeTCs
delF508 — peneuns Tpex HykneoTngos B 10 ak30He, KO-
avpylowas aMmMHOKUCnoTy peHunanadnd B8 508 nono-
xeHun 6enka CFTR. B Poccum yactota mytaumm delF508
cocTtasnseT 53%. BTopon no yactote BCTpeyaeMmocTu
aBngeTca «cnaBsgHckasa mytaumns» CFTRdele2,3/21kb,
KOTOpas BcTpevaeTcay 6,4% HaceneHus. UameHeHns B
cTpykType OHK npuBoAnT K HapyweHunto GyHKLnUn
TpaHcMembpaHHoro perynaropa MB (MBTP). MBTP -
6enok, obecnednBaloLLIU TPAHCMOPT MOHA XJlopa Yepes3
anuKanbHyl0 4YacTb MEMOpaHbI ANUTENNanbHOM KNeTKN.
3apepxka aHNOHOB XJlI0pa B KneTke, ycunmBaeTcs ab-
copObumsa KaTUOHOB HATPUS U BOAbI, «BbICYLLMBASA» C/N3b,
npoayumMpyemylo 9K30KpUHHbIMU Xenesamu. Yeenumye-
HMe BA3KOCTM 3KCKpeTa NPUBOAUT K 3aKyNOPUBAHUIO
NMPOTOKOB 3K30KPUHHbIX XeJ/1e3, HAaKOMIEHUIO 3KCKpeTa
1 06pa3oBaHUIO KUCT. Pa3BMBaETCs KapTMHA CUCTEMHOM
ONCPYHKUNU 3K30KPUHHbLIX Xenes. [NopaxatoTca opra-
Hbl, B 9NUTENMNaNbHbIX KNETKax KOTOPbIX HapyLleHa ¢GyH-
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KUWS XJTOPUAHbIX KaHanoB. K HUM OTHOCATCS: BEPXHUE
M HUXXKHWE ObIXxaTeNbHble NyTU, NOTOBbLIBOASALLME NMPOTO-
KW, BbIBOOHbIE MPOTOKW CJIIOHHBIX Xenes, Noaxenynoy-
HOW Xenesbl, XenyeBbiBOAsALWwME NyTh, KULLEYHUK, CEMSI-
BbIHOCSILLIME NPOTOKN. M13-3a 6Gnokaapl XxJopuaHbIX KaHa-
JIOB HEe npoucxoamTt peabcopbuuns MOHOB xJlopa U Ha-
TpWs B NOTOBbLIBOASALLMX MPOTOKAX, YTO NPUBOAUT K 3HA-
YUTENBbHOMY MOBLILLEHNIO KOHLEHTPALUN 3TUX NOHOB B
1 Mmn nota.

Mopou4HbI KPpyr MykoBucumao3sa. Becneaocremne
pocTa 6akTepuii B rycTo Cnmsmn (MoKpoTe), KoTopas Yya-
CTMYHO WU NOJSTHOCThIO BNOKNPYET BPOHXM, pa3BMBaeT-
ca nHdekuma n socnanenue. ns 6opbbbl ¢ UHDEKLUMER
VIMMYHHasi CUCTEeMa NMOochIaeT B ierkme HerTpodunbl. Co
BpeMeHeM HenTpodunbl rTMOHYT. B pesynbsraTte nx rmbe-
1 BbICBOOOXAATCA GEePMEHTLI, TakMe Kak 351acTasa,
KOTOpbIE pa3pyLialoT fierkue. Takke BbICBOOOXOaeTCa n
OHK, koTopasa aenaet cnusb elle donee rycton. Takad
BA3Kas CNn3b elle 6onblue 3aKynopuBaeT BPOHXHU, YTO,
B CBOIO 04epepb, NPMBOLAUT K XPOHNYECKOWN MHDEKLUN N
BOCMANIEHNIO. DTOT NPOLLECC HA3bIBAIOT NOPOYHBIM KPY-
rom MB: 3akynopka 6poHX0B (0B6CTPYKUUS) — MHpEKLUS
— BocnaneHue. MNMopPoYHbIN KPYr HAYMHAETCS B MESKMX
OpOoOHXax, pacnoJioXeHHbIX My©OoKOo B TKaHAX Nerkux,
nHoraa 6e3 BUANMbIX CUMNTOMOM 60ne3Hn. 3atemM BOB-
nekatoTcs 6onee KpynHble OPOHXM, Y BONbHbLIX NOSABNS-
IOTCS OTHET/INBbIE CUMMNTOMbI B0OSIE3HU.

Knaccudpwmkaumsa. CornacHo KNMHNYECKUM MPO-
SIBNEHUAM BbIAENSIOT fIeroynHyto dopmy MB (E 84.0 — my-
KOBUCLMO03 C IEFOYHBIMU NPOSBAEHUSAMMN), KULLIEYHYIO
(E84.1 - mykoBMCLMAO03 C KNLIEYHBIMU MPOSIBAEHNAMMU),
CMeLUaHHy1o, atunuyHyto dopmy (E 84.8 — ¢ opyrumm
nposiBneHnamu, E 84.9 — HeyTOHYEHHbIN).

KnuHnuyeckune nposieneHus.

JleroyHasi opma MB npossngeTca nepopmaum-
en rpyaHon knetkun (6oykoobpasHas, kuneemagHasa, BO-
pOHKOOOpa3Has); NPU3HaAKaMM XPOHUYECKOM rMNOKCUN
TKaHeln: NSBMEeHeHne HOrTeBbIX danaHr NasnbLEes Mo TUMy
«BapabaHHbIX Nasio4yek» N HOrTen B BUAE «4aCOBbIX CTe-
KON»; 0ObILLIKOW (Yalle CMELLaHHOrO XxapakTepa); NoCTo-
SAHHBIM CYXMM, HaBSI34MBbLIM KalLUeM; MOKpPOTa BsA3Kas,
00bIYHO CNN3NCTO-THOWHAA, BbI3biBAET CyXeHne BPoH-
XOB; NEePKYTOPHbI 3BYK — KOPOOOUHbIN; B IEMKMUX NPO-
CNyLIMBAETCSH XECTKOE nnn ocnabfieHHoe AblxaHWe Haf,
NOBEPXHOCTbIO IEFKMX; XPWUMbl CyXne, BAaxHole (B ne-
puon 060CTpeHns 3aboneBaHns Xpunbl MOTyT OTCYT-
CTBOBAaThb).

KnwedyHas ¢opma MB. USBMeHEHNs CO CTOPOHbI
POTOBOW NONOCTU NPOABAAETCS YBENNYEHNEM CAIOHHbIX
xene3 (y 90% 6onbHbix MB), kaHAMOO3HBIM CTOMATU-
TOM, Kap1O3HbIM pa3pyLleHnemM 3y6oB. MIaMmeHeHus co
CTOPOHbI NULLEBOAA U XeNnyaKa - racTpoasodaranbHbIM
pednokcom. Co CTOPOHbI KNLLEYHNKA - MEKOHWANbHbIN
nuneyc, pektanbHblii nponanc, Gubpo3mpyrowas Kono-
HoMaTus, ydalleHne ctyna ao 2-5 pas B CyTku (006uib-
HbIM, XXMPHbIA, CEPOro LBETA, C PE3KUM 3/I0BOHHbLIM 3a-
naxom). Co CTOPOHbI MEYEHU U XXeNn4yeBblIBOASALMX MyTEN
— XonecTas, X0NnecTaTnyeCcknini HeoHaTasbHbIN renaTuT,
renartocnieHoMmeranns, CUHOPOM NOPTaNbHOW rmnep-
TEH3UU, XeNYHbIE KaMHN.

CmeluaHHas (nero4Ho-kuiiedyHasl) popma xapak-
TepusyeTcs CoO4eTaHMEM PECTIMPATOPHbIX KITIMHUYECKUX

NPOSIBJIEHUI C KULLEYHBIMU.

ATtununyHasi opma npoTekaeT C N30AMPOBAHHbIM
NopaxeHneM OTAESIbHbIX 9K30KPUHHBIX Xenes3 (Hanpu-
Mep, NeYeHn), a Takxe NPosBASETCS NErKUMU CTePThI-
Mu dopmamum.

O6wume cumnTombl A4ns Bcex popm MB:

+ oTcTaBaHme B GU3N4YECKOM Pa3BUTUM,

* YTOMJISEMOCTb UJIN CHUXEHHAasi CMOCOBHOCTb K
ob6yyeHuio,

« AncTpoduryeckme NBMEHEHNS KOXK (cyxas, we-
JYLUNTCS, UCTOHYAEeTCs, BONIOCbI JIOMKUE, TEPSIOT Bneck,
npnobpeTaloT cepoBaThbiii OTTEHOK, HOITU Ierko iomMa-
IOTCS, CNIOATCS, HA HUX NOSABNAIOTCA IMHEHbIE YTOLLEe-
HMA B BUOE Nosiocoyek, 6enoBaTtbiX NATEH).

Kpuntepun obocTtpeHnss 6poHXonero4yHoro
npouecca npu MB (npu coyetaHun 3 n 6onee npmaHa-
KOB):

« nnxopapgka Bbille 38 rpaaycoB 6onee 4-x 4acoB
B CYTKWU,

* NOSAABNIEHMNE U YCUNIeHME ObILLKN,

* yCUNeHue Kawuns,

* YBEIMYEHME KOINYECTBA MOKPOTbI M UBMEHEHUE
€e No xapakTepy (0T CBETNON K TEMHO-3E/1EHOW),

* CHMXeHne Beca Ha 1 kr n 6onee (MM HaA 5 % un
oonee),

* CHUXEHWNE TONEPaAHTHOCTU K PU3NYECKMM Ha-
rpy3kam,

* HOBble GU3MKANbHbIE UBMEHEHUS B IErKMX (Kak
nlokanbHble, Tak U ANGPY3HbIE),

* HOBblE UBMEHEHUS HA PEHTIEHOrPaMmMe Nerknx,
cHuxeHne OPB 1 —Ha 10 % n 6onee,

* CHMXeHme caTtypaumm kncnopoaa Ha 10 % n 6onee.

OcnoxHeHua: atenekras, abcLuecc, NHEBMOTO-
pakc, NMONHEBMOTOPAKC, IEFOYHOE Cepaue, KpoBoxap-
KaHbe, Nero4YHoOe 1 XeNnyao4yHoe KpOBOTEYEHNE, FANMO-
PWUT, OTEYHbIA CUHOPOM, 3KBUBANEHTbI MEKOHMEBOIO
uneyca, BolnageHne NpaMomn KULLIKU, OTCTaBaHue B Gu-
314E€CKOM PasBUTUN.

AunarHoctuka. Mopdonormvyeckas KkapTmHa no-
3BOJIFET NPOCneanTb CTaANNHOCTL pa3sutnsa MB B pas-
Hble CPOKU 3aboneBaHus. Hanbonee MHGOpPMaTUBHbBIM
MOPdONOrMYeckKnM Mapkepom SBASETCA KMCTOSHbIN
d1bpOo3 NoaxenyaoyHom xenesbl (M3MeHeHMe ee pas-
MEpPOB U NJI0THAs KOHCUCTEHLVS).

Ob6s3aTesibHble 1abopaToOpHbIe nccrenoBaHus

* KNMHMYeCknin aHanns3 kpoeun — 1 pas B 10 gHen;

* BuoxmmMumnyeckoe nccnenoBaHuve kposu (CPB, cu-
anosble KMcnoTbl, cepomykona, AnAT, AcAT, caxap Kpo-
BW, MPOTEMHOrpamMma, ammnasa, ounmpyomH);

* ra30BbIl COCTaB KPOBWU,

* noTtoBas npoba,

* MUKPOCKOMMYEeCcKoe 1 6aKkTeprnoiormyeckoe nc-
cnegoBaHMe MOKPOTHI,

* konporpamMmma,

* nccnepoBaHue dpekanbHOM 3n1acTassl,

* aunuporpamMma Kana,

* reHeTU4Yeckmin aHanmn3 (BbliBEHME NMaTonorm-
YeCKUX MyTauuin).

JZononHutesnbHble 1a60paTopHbLIE NCCEA0BaHUS:
BblOeNieHne aHTureHa rpuboB 1 cepoanarHocTmka.
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Puc. 1. Cxema anarHoCTvku MyKOBUCLIMA03A.

O6a3aresibHbIe NHCTPYMEHTaJIbHble NCCNIe[0-
BaHus:

* peHTreHorpadus rpygHom KNeTkm B 2 NpoekLmsXx,

* Y3W BHYTPEHHUX OPraHoB (MNevyeHb, MOAXENy-
[04Has xenesa),

* nccneposaHue GYHKUUN BHELWHErO AbIXaHus
(cnuporpadusa, bogunneTuamorpadus).

ZonosiHnTenbHbIe MHCTPYMEHTAsIbHbIE UCCEL0-
BaHMsI: KOMNblOTEepHaa ToMmorpadusa rpyaHon KNeTku,
OKT, 9x0oKI, 6pOHXOCKONUSA MO MoKasaHUsAM.

O693aresibHble KOHCY/IbTaLUy CNeLunaancToB:

* OTOPUHOAPUHIOJIOT,

* racTpPO3HTEpPOOr,

* 9HOOKPWHONOT,

* reHeTuK.

JlornosiHuTeIbHbIe KOHCY/1bTaLnum CrieLmnaancToB —
dTU3MaTP, Kapanosor.

Moka3zaHreM K NpoBeaEHMIO NOTOBOro TeCTa SB-
naetcs nogo3peHne Ha MB. MpoTrBonokasaHus: oetu
B BO3pacTe MeHee 48 4acoB, OCTPOE yXyALUEeHNE COCTO-
AHUSA, 06€3BOXEHHOCTb, OTEYHbI CMHAPOM. CTumMyns-
LuMs NoTooTaeNeHns n coOop NoTa OCyLLECTBASETCS Ny-
Tem anekTpodopesa ¢ nunokapnuHom (meton M'bco-
Ha-Kyka), ¢ nomouubto cnctemsl Macroduct, Nanoduct,
Sanasol. OcnoxHeHus npouenypbl: y 1-10% G0NbHbIX
oTMeyaeTcs rmnepemMmst KoXmn B MecTe NpoBeneHns
MoHodopesa, BO3MOXHA HeraTuBHas peakumsa pedeH-
Ka Ha uccnenoBaHue, NO3TOMY A0 Npoueaypbl HE06X0-
OMMO 0OBbSCHUTL POAUTENSAM LEesb UCCefoBaHNS 1

NMCUX0NIOrMYEeCKN NOAroToBMUTL pebeHka K NpoBeaeHNIO
MnoTOBOro Tecta. Pe3ynbratbl NOTOBOro Tecta: MeTon
[mbcoHa-Kyka (xnopuabl nota) Hopma — Ao 40 mmonb/
N, NOrpaHn4yHble 3HavyeHnsa — 60-80 mmonb/n, NONOXN-
TenbHbIn — Bbilwe 80 mmonb/n. Cuctema Macroduct
(Nanoduct) (npoBOAMMOCTb X10PUAOB NOTa) HOpMa —
00 40 mmMonb/n, norpaHnyHele 3HadeHmns — 60-80 mmonb/
N, NONOXUTENbHbIN pe3ynbTat — Bbilwe 80 MMonb/n.
Hy>XHO y4nTbiBaTb, 4TO HOPMaJlbHbIE Pe3ysbTaTbl NOTO-
BOIO TECTa He UCKJIoYaloT AMarHo3 MyKoBMcLMa03a.

leHeTMyeckoe TeCTUpoBaHMe NPoOBOAUTCA C Le-
NblO BbIABNEHUS MmyTaumu reHa CFTR.

MNMokazaHuns gnsa rocnurtannsayun: Hesadpdek-
TUBHOCTb Jie4eHns B amMBOynaToOpPHO-MOMNKINHNYECKUX
YCNOBUSIX, YTOYHEHME OMarHo3a, HapacTaloLwasa abixa-
TeJlbHas HeJoCTaTOYHOCTb, OTCYTCTBME NpubaBku B
macce Tena. MNpoaomKnTeNnbHOCTb CTaLMOHAPHOrO ne-
yeHus: 28-30 gHen.

MNMpumep popmMynnpoBKn KIINHNYECKOro agnar-
Ho3a: MykoBucun[o3, ayTOCOMHO-PELIECCUBHbIN TUM
HacnenoBaHus, CMeLLlaHHas Gopma, TSXKEs10€ Te4eHne.
XpoHuyeckmii 06CTPYKTUBHBIN 1EGHOPMUPYIOLLINIA OPOH-
xut, IH 1 cT. XpoHn4eckasi naHkpeaTnyeckasi Hegocra-
TOYHOCTb. XPDOHUYECKUM racTpOAYOAEHUT, aCCOLMNPO-
BaHHbIVi ¢ H. pilory, c HopMasibHOU Kuc10ToobpasytoLLeri
QyHKUme, cT. o60CcTpeHus. PeTapaaumns puanydeckoro
pa3BuTns. XpPOHMYeckasi KoJoHN3aLUms CUHErHOMHOM
rnasaoyYku v 30J10TUCTOro ctappuiiokokka. [eHeTudeckuri
anarHo3: komnayHa-retepos3urota delF508 v apyroi
Heun3BecTHou myTauuu (del F 508/-).
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Kputepun agpdpekrnuBHocTn nevyeHus:

HOpManusaumsa Temneparypsl,

NPOAYKTUBHBINM Kallesb,

YMEHbLLEHME CUMNTOMOB MHTOKCUKaLNK,

ynydllieHme camoyyBCTBMSA 00JIbHOro pebeHka,

npmnbaBka Maccol Tena.

HeoHaTanbHbIn CKPUHUHT. /I3BECTHO, YTO HOBO-
pOXAEHHbIE AeTu, cTpagatowme MB, xapakTepunaytoTcs
BbICOKMM YPOBHEM MNA3MEHHOIO UMMYHOPEAKTMBHOIO
TpuncuHorena (UPT). UPT cuHtesnpyeTtcs B nogxeny-
OO4YHOI Xenese, NPOHUKAET B KPOBb. B HOpMe ero co-
nepxutca 0-1%, ogHako y HOBOPOXAEHHbLIX ¢ MB aT0
KOJIN4eCTBO 3HauYnTeNIbHO 6osblie. PT BO3MOXHO 13-
MepSaTb yXXe Ha nepBon Hepene XusHu (HeoUPT). Cy-
LLEeCTBYET psAa COCTOSHUN, MPU KOTOPbLIX MOXHO MOJy-
YUTb JIOXKHOOTPULATENBHbIE NN NTIOXXHOMONOXNTENbHbIE
peaynbtatbl HEOUPT. JloxxHOOTpuLaresibHbie pe3ysibTa-
76l VIPT moryT onpenendartsca npu BYW, noye4yHon He-
[OCTAaTOYHOCTN, HEKOTOPLIX XPOMOCOMHbLIX 3abonesa-
HUAX, NOPaXEHUSAX NOOXKENYA04YHOM Xenesbl. JIOXHOMo-
J1I0XuTesIbHbIE pedyabTarbl MIPT pacnpoCTpaHeHb! cpe-
an adbpo-amMmepuKaHLEB, y HOBOPOXAEHHbIX C HU3KMM KO-
nnyecTBoM 6annoB No wWwkaae Anrap npv poXxaeHun, Nnpm
nosaHem nposeneHun MIPT Tecta. B Poccum ncnonbsy-
eTce cxema onpegeneHns VIPT B 2-x cepusix BbiCYLLEH-
HbIX MATEH KPOBW C NOCNEAYIOLWMM ONPeneneHnem ypoB-
HS XNOPMAO0B NOTa U FEHETUYECKOro TUNMpoBaHus. Mpn
NOJY4EHUU NONOXMTESbHbIX Pe3ynbTaTtoB pebeHokK Ha-
npasnsieTcs K cneymanmctam KpaeBoro reHeTM4eckoro
LeHTpa 1 PerMoHanbHOro ueHTpa MykoBmcumMao3a ans
YTOYHEHUS AMarHosa, NOCTaHOBKM Ha y4eT, CBOEBpe-
MEHHOro Ha3Ha4YeHUsa ageKkBaTHOW Tepanun n opraHun-
3auUmn akTUBHOIO NPOrpaMMHOro HabniaeHus.

O6cnenoBaHue 60/bHbLIX MPOBOANTCS NO €ANHO-
My creumanbHO paspaboTaHHOMY aliroOpUTMYy.

MpeHaTanbHaa anarHocTuka. B cBa3n c BO3-
MOXHOCTbIO AHK-Tunnposanusa mytauuin reHa, OTBeT-
CTBEHHOr0 3a BO3HMKHOBEHUE MB, y kaxa0ro 60bHO-
ro MyKOBMUCLIMAO30M M €ero poamTenein peasbHa reHe-
Tuyeckas AnarHocTmnka saboneBaHus, BKoYast 40POA0-
BYIO AnarHoctuky MB y nnopa. byaywium poamtensam
elle B nepmnoa nnaHMpoBaHnsa 6epeMeHHOCTN Heobxo-
anmo nposectu AHK-amMarHOCTUKY M NPOKOHCYNLTUPO-
BaTbCH y Bpaya-reHetumka. Mpm BO3HNKHOBEHUN KaXK g0
6epeMeHHOCTN HeOOX0AMMO cpasy Xe (He no3gHee 8
Henenb 6epeMeHHOCTN) 06paLLaTbCs B LEHTP AOPOAO-
BOM AmarHoCcTuku. ONTuManbHbIM CPOK NpeHaTanbHOMN
OMarHocTuUKN Npu naeHTudukaumm Mmytaunii y 60sbHo-
ro pebeHka - 9-11 Hegenb recTaLMOHHOIO Nepmoaa, a B
cny4yae Heus3BeCTHbIX MyTauuii - 17-18 Hepenb bepe-
MEHHOCTN.

Mo ouerke BO3, B Mmunpe exxerogHo poxaaeTtcsa 45-
50 TbiCc. 60MbHLIX MB, a 4Mcno reTepo3nroTHbIX HOCKU-
Tenew reHa Hac4YMUTbIBaeT MHOIMe OeCATKM MUIIJIMOHOB.
Mo paHHBIM CKPUHWHIA, NPOBEAEHHOr0 B ceBepo-3anag-
HOM pernoHe Poccumn, kaxabln 62- Xutenb SBASeTCs
HocuTenem MmaxopHon mytaunn delF508. Bo3HukaeT 3a-
KOHOMEPHbI BOMNPOC: YTO NpeacTaBnseT coboi naHHas
naTonornsa - caMoCcTosTENIbHbIE HO3010rn4yeckne hop-
Mbl UNN «MArKKe» NposieneHns MB ¢ HopMasnbHbIMU XJ10-
puaamMy NOTOBOM XNAKOCTU? EANHONM TOYKM 3peHns no
3TOMY BOMPOCY He CyLIEeCTBYeT. Psa aBTOPOB CUMTALOT,

4YTO MNATONOrusa ApixaTenbHON U NULLEBAPUTENbHON CUC-
TEM Yy 0BMraTHBIX FETEPO3UTOT - 9TO «MArkne» GopMbl
MB, a MO3an4YHOCTb KIIMHUYECKOWN KapTUHbI OOBACHAIOT
pas3nnyHOM aKcnpeccuen MyTaHTHoro reHa. CywecTsy-
€T 1 Apyrasi To4Yka 3peHuns, 4TO HOCUTENN PeaKUX ayTo-
COMHO-PELECCUBHbIX MyTaLMi MOTYT ObITb Npeapacno-
JI0XEHbI K MPOSABAEHUAM POACTBEHHbIX MYNIbTUdAKTOPU-
anbHbIX 3a6oneBaHn.

Jleuenue. [Juertorepanus: CyLLeCTBYIOLLEE BbIC-
ka3biBaHMe ['MnnokpaTta «MycTb nuwa OyaneT ons Hux ne-
KapCTBOM, a N1eKapCTBO NULLEN» aKTyanbHO NS nauu-
eHToB ¢ MB no cnegyiowmm npuinHamMm: Heo6xo0AMMOCTb
eXeaHEeBHOro npuema npenapaTtos NePeBOANT UX B PaHr
NPOAYKTOB C ONpPeAeneHHbIMU NULLEBLIMU U BKYCOBBI-
MW KQ4€CTBaMU, MPaBUIbLHO N PALMOHANbHO OPraHn30-
BaHHOE NUTaHME MOXET CTaTb OOHUM U3 NIEKAPCTB Npwu
MB. Uenb nutaHna npu MB: npenoTepalleHue notepu
Beca 1 uctoleHuna y peberka ¢ MB, ynoBneTBopeHune
NOTPeOHOCTU B MAKpPO- 1 MUKPOHYTPUEHTAX, XUAKOCTU.
Mpn MB Takxe TpebyeTca yBENMNUYNTb KaNOPUNHOCTb
nuTaHma B cpegHem Ha 100 % oT BO3pacTHbIX NOTpe6-
HocTen n 6enka ao 4-5r/kr/cyTku.

®dakTophkl, cnocobcTBYOWME HAPYLUEHWIO NUTa-
HUS y 60nbHbIX C MB: racTponHTECTUHANbHBIE PAKTO-
pbl - Manbabcopbuus, TOWHOTA, PBOTA; NCUXOCOLMANb-
Hble paKTOPbl — OrpPaHMYEHHbIA AOCTYN K eae, GUHaH-
COBble NPOBIEMbI, OFPaHMYEHNE 4OCTyNa No NPUroToB-
JNIEHUIO U XPaHEHWIO NMULWKW; OEeNPEeCCUBHOE COCTOSIHME
MOXET ObITb MPUYNHON YMEHbLUEHUS NPUEMA MULLN.

OnpepeneHne NOTPebHOCTEN B KaNOpUsX y pe-
6eHka ¢ MB nposoauTtcsa cnegyowmm o6pa3om: Heo6-
XOAMMO OLLEHUTb KA4E€CTBO NMNTAHNS; NPOBECTM NOAPO06-
Hylo 6ecefly C MamMo UM OMEKYHOM YTO, KaK 1 B Kakux
KOIM4eCTBax eCT pebeHOK; KTO 1 KakK 9TO rOTOBUT, Ka-
Krue TepMuyeckme Metoabl 06paboTku NPOAYKTOB Npu-
MEHSI0TCS; COOpaTb aHaAMHES 3a nocnenHme 24 yaca nnm
3-e cyToK, obpauiasd BHUMaHNE Ha — BPeMs, KOTopoe
TPaTUTCS Ha NMPUHATME MULLK, anmneTuT, TOLWHOTA, PBO-
Ta, anneprus, 601U B XNBOTE, YTOMISIEMOCTb; OLLEHUTb
nokasatenun yBen4yeHus Beca U pocTa, OTCTaBaHus B
PasBUTMN; MPOBOAUTL EXEMECSYHO N3SMEPEHNE POCTA,
Beca, noacyet MPU; yBenn4nTb 4acToTy NPMEMOB NULLA
(5-6 pas3 B oeHb — 2 3aBTpaka, 06en, NONAHUK, YXUH,
npvemM NULLM Nepen CHOM), yBENMYUTbL NOTpebneHve
06enKoBOW NN (TBOPOT, MACO, CIMBKW, MOPOXEHOE);
NPUMEHATbL BbICOKOKAIOPUIMHBIE «Nepekychl» - 6yTep6-
poAbl, MeYeHbe C MaCOM, LLOKOAAA 1 Ap.); ynoTpeb-
NATb BbICOKOKANIOPUMHbLIE QHEPreTU4Yeckne HanmTku
(ckaHauLwenk, HyTPM30H, HYTPUAPWUHK); COMb yNnoTpe6-
NI9Tb NO BKyCYy pebeHka, MMeTb MOCTOSIHHO Ha CTOJIE CO-
JIOHKY; B Xapkylo noroay, Npu NoBbILIEHUN TeMnepary-
pbl TENa NMTb MUHEPASIbHYIO BOAY; HE PEKOMEHAYETCH —
nuuia, 6oratas rpyboin knet4yaTtkon n BosokHamum (60-
60Bble, Kallu 13 LeNbHOro 3epHa, oTpyou, KOCTOYKM,
CYXO(PYKThbI).

Jleueb6Has puskynbTypa (kvHeautepanus, eu-
3uoTepanusa) nposoautca 1-2 pasa B AeHb, npu 060-
CTPEHUM YacToTa 3aHATUN yBenM4nBaeTca o 4-6 pas B
CyTkU. BaxxHo ncnonb3oBaHme NOCTypasbHOro ApeHa-
Xa, NepKyccuun 1 Bubpaumm rpyaHom kneTku (knondmac-
cax), CTUMynSuua Kawnesoro pedrnekca, pekomeHay-
€TCs 3aHaTMe CMOPTOM: niaBaHue, 6er, esga Ha BeNo-
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cunene, NbiXn, Bepxosasa e3ga, sonenbdon, ronbd, Ty-
pPYU3M, TEHHUC).

JlekapcTBeHHas Tepanus:

* aHTubakTepuanbHasa Tepanusa (NMPoOBOAUTCSH C
y4eToM pe3ysibTaToB, NONYyYEeHHbIX Npu BakTeprnonoru-
4eCKOM MUCCneaoBaHNM MOKPOThI U Kana);

* MyKOnmMTUYeckas Tepanus (gopHasa anbda);

* NPOTMBOBOCNANUTENbHbIE CPeACcTBa C OPOHXO-
nntnyecknm apdekTom (beHcnmpui);

* (papmakoTepannsa HeAOCTaTOYHOCTM NOAXeNy-
DO4YHOM Xenesbl (MMKpochepnieckmne Kancysbl NnaHkpe-
aTuH);

* BUTaMmuHoTepanusa (XXupopacTBOpUMbIE BUTa-
MUHbI — A, D, E, K);

* neyeHve NopaxeHuin neyeHu (aaeMmeTnoHuH 10-
12 mr/kr/cyT, npenapatbl YOXK 10-15 mr/kr/cyT).

BakuuHauusa getei ¢ MB npoBoautcs BHe 060-
cTpeHns Ha poHe HeobxoaMOo 6ONIbHOMY ONTNTENbHON
6akTepnanbHOWM NN MHO Tepanum (KpOMe MMMYHOCYM-
pecCuBHOI), NoKa3aHa BakuMHaLUMa NPOTUB rpunna
(Bakcurpunn, HgABak) M MTHEBMOKOKKOBOW MHMEKLUN
(nHeBmMO0-23, npeBeHap). NMocne nepeHeceHHon OPBU
BaKLUMHALMIO MOXHO NMPOBOAUTbL Hepes 2-3 Heaenm noc-
ne Hopmanusaumm Temnepartypbl. B nocTteakLMHanbHOM
nepuoae NaumMeHTbl LOMKHbI ObITb OrpaXXaeHbl OT UHTEpP-
KYPPEHTHbIX 3a6051eBaHMA. [pUBNBKK XXenaTenbHO Npo-
BOANTb NETOM, KOraa BakUMHasNbHbIN NPOLECC NEPEHO-
CUTCS Nler4e 1 MeHbLle BEPOSTHOCTb NPOCTYAHOrO 3a-
6oneBaHus.

MporHo3a. B Benukobputanum, CLLUA, ABcTpanmn
HOBOpPOXAEHHbIM ¢ MB rapaHtupyetca 40 net xu3Hu, B
Opyrux pa3BuTbIX CTpaHax - B cpegHem 31, B Poccuu -
16 net. CpegHsasa NpoaoIKUTENbHOCTb XU3HM 3TUX 60J1b-
HbIX B Pa3BUTbIX CTpaHax paBHanacek B 1969 roay 14 ro-
nam, B 1990 - 28 net, B 1996 roay - 31 roa, B 2000 - 32
roga, B PP ona 6bina B 1997 roay 16 neT, a B 2008 roay
— 35 neT. Hu3kne undpbl NPOAOTIXUTENBHOCTU XU3HU U
00NV B3POCIbiX 00bHbIX B Poccun 06bscHaeTca bonee
NO34HUM CO3[aHMEM CMeumannu3npoBaHHbIX LLEHTPOB,
HeaZeKBaTHbIM 1IEKAPCTBEHHbIM 0B6ECNeYeHEM, OTCYT-
CTBMEM CUCTEMbI OPraHnU3auvn 1 3KOHOMUYECKNUM 00€eC-

nevYeHMeM NeroyHol TpaHcnaaHtTaunum 6onbHbiM MB.
MpuynHoi cmepTn BGONbLLUMHCTBA GOJNIbHBIX ABNSETCS
AblxatenbHas HeQOCTaTOYHOCTb, PEXE NeYeHOoYHas He-
[OCTaTOYHOCTb U MPOYNE OCNOXHEHUS. YTAXENSIOT NPO-
rHO3: MPUCOEONHEHMNE CUHETHONHOM MHpEKUUN, HN3KNE
nokasartenu seca n pyHKUMN BHELLHero asixaHns (PKEJ
Huxe 40% n OPB 1 Hmxe 25 % OoT HopMbl).
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