CneuManbHbii Npu3s

WU. Cokonos

Hay4yHbiv LeHTp 3a0poBbs ageter, MockBa, Poccuiickaa degepaums

«ConeHbIX nouenyun» —
nereHaa, MMd nnm peanbHoCTb?

MeHs 30BYT MHa, U 9 X04y paccKas3aTb, KaK 4yxKas
UCTOPUSA CTasla He TOJIbKO MHe OGJIM3KOW, HO WU YacTbio
MOEW XU3HW.

MHe KaeTcs, YTO § BCIO CBOK XM3Hb C AETCTBA TOYHO
3Hana, Kem xo4y ctaTb B 6yayuiem. d 3Hana, 4To Xo4y nomo-
ratb AE€TAM, KOTOpble BOJEIOT, «X04y Ne4nTb getenr». N BClo
CBOIO CO3HATENbHYIO }KM3Hb WA K 3TOM LEeNn: XOpoLo y4u-
nacb B WKoMe, NocTynuia B MeAULMHCKMI BY3, rAe norno-
Lana BCO UHPOPMaLIMIO, KaK Kaxaylwmi Boay B MyCTbiHE
nyTHWK. [loToM noexana B Poccuio 1 noctynuna B opauHaTy-
py Hay4Horo ueHTpa 3gopoBbs geten (HU3O). N aTo oKasa-
Nlacb caMasi cHacTIMBas Cly4amHOCTb B MOEN U3HU, NOTO-
MYy YTO MMEHHO 34€ecCb 6bln paccTaB/ieHbl BCE TOYKMU HaA «i»
C MO€EW JanbHenlwen cneymManmsaunen — getckas nysibMo-
Honorus. Bel MOXKeTe nogymatb, 4TO 3TO 6b110 Ierko?! Her,
nyTb 6bI1 HenpocTbiM. bnarogaps 6onblwon nporpamme
oby4yeHus B opauHaType, 9 UCKana cebs Kak cneuuanucra
B pa3HblX OTAENEHUSX: B OTAENEHWM TaCTPO3IHTEPONOrnu
Aymana, 4Yto 6yay racTpO3HTEPOsIOroM, B KapanMonormm —
KapAnonorom, B peBMaTosorMn — PeEBMAToSIoroM, HO Kor-
[a 9 Ha4yana cBoe 06y4YeHne B OTAENEHNE NYIbMOHOIOMMUN U
anneprofiormu, NoHsNa, 4To aTo — mMoe!

34ecb 9 BNepBble CTONKHYACb C MOHATUEM «MYKOBMC-
LMAo3». 9 0 HEM NPaKTUYECKM HEYEro He 3Hana 1 Aaxe He
cnblwana. [lymana, aTo TaK fAaneko OT MeHs. 3To npocTo
nereHga. Ho okasanocb, 4TOo 3TO HE MWD, a peanbHOCTb.
OKaszanocb, 4to mMykoBucumao3d (MB) — ogHO M3 caMblx
YyacTbIX opdaHHbIX 3ab60NeBaHUN HE TOSIbKO Ha TEPPUTOPUMU
Poccuickon ®enepaLnn, HO U BO BCEM MUPE. YKacHynach,
Korga ys3Hana, 4To 370 3abosieBaHME KaTacTpodUYECKM
COKpallaeT NPOAOIKUTENBHOCTb MU KAYEeCTBO KM3HM HaLUMX
MasieHbKMX MaLMEeHTOB, 0COBGEHHO, €CN MPOBOANTCS 3ano-
3[anas v HenpaBuibHas Tepanuu. Ho 9 o4eHb o6pagoBa-
nacb, y3HaB, 4To MB, XOTb M 6bl1 UAEHTUOULMPOBAH KaK
oTAenbHasi HO30/10rMs OTHOCUTENIbHO HeAaBHO, CerofHs
OTMeYaeTCst HEBEPOATHbIV MPOrpece B IeYEHMU U B yiy4lle-
HUW KayecTBa KM3HM 3TUX NaLMEHTOB.

bonesHb KoBapHa U HecnpaBeaInBa, NOparKaeT opra-
HU3M MaNeHbKUX AeTen. JIuctat KHUTY U C yauB/EHWEM
y3Hato, 4to Ppeaepuk Pparcya LloneH (1810-1849) —
BE/IMKUIA KOMMO3UTOP, FEHUM MUPOBOWN MY3blKM — 6onen
MB. B Te roabl, K COXaneHuto, He 3Hanu, 4To 3To 3a 601e3Hb
M KaK C Hen 60opoTbCs, U OHa 6e3KanocTHO npepBana ero
M3Hb Ha MWKe cnaBbl, ycnexa W npu3HaHus. KTto 3Ha-
€T, CKOJIbKO MoTpsicalollen My3blkM nogapui Obl BENUKUIK
reHun eue Ham?!

A, BOT ellle yAMBUTENbHOE OTKPbITUE: Y3Hat0, 4TO U3BECT-
HbIK, Nlo6UMeL, MUNIMoHoB Tonnep KpaHCTOH — BblAatowmm-
CS KaHaACKMn GUrypuct, 6poH30BbIM Npusep ONUMINNCKKUX
nrp 1976 r., 6poH30BbIV NPU3eEpP YemMnunoHaTa mmpa 1974 .,
cepebpsHbii Npusep YemnuoHata CeBepHOM AMeEpuUKU
1971 r., wecTuKpaTHbIM YemnunoH KaHaabl (1971-1976 rr.)
B MYXCKOM OAMHOYHOM KaTaHWn — Takxe 6onen MB. B
BO3pacTe 7 NEeT emy 6bl1 NOCTaBNeH AnarHo3. M 4to caenan
601bHOM ManbyMK? OH BCTan Ha KOHbKK M Bblllen Ha nea/l

Ho 9 He Mory noHsTb, Kak 3T0 BO3MOXHO? OKa3biBaeTcH,
cuna BOMM U XKeNaHWe XUTb NoAapuan MUpy 3amevartesb-
HOro YenoBeKa, KOTOPbIM JOCTaBMA HaM CTO/IbKO PaAoCTHU.

Ho xoTenocb y3HaTb 60/iblue. YTO BCe-Taku CKpbliBaeTCs
3a 3TUM Ha3BaHueM? U g pelumna, «<4em nyyue Tbl 3Haellb
CBOEro Bpara, TeM 6bICTpee Tbl MOXeEllb €ro nobeauTb»:
Oyfy YMTaTh, MCKaTb BO BCEBO3MOXHbIX MCTOYHMKax MHOOP-
MaLmto, cobupatb ee XoTb No Kpynuuam. Npuroannncb 3Ha-
HUS MHOCTPAHHbIX A3bIKOB — aHIMUCKOro, GpaHLy3CKOro
M HEMeLKOoro.

OKasblBaeTcs, y4eHble npegnosaratoT, YTO 3Ta 601e3Hb
nosiBUnacb o4eHb gaBHo, NnpumepHo B 3000 r. O H.3. KaK
pesynbraT MUrpaLmMmM HapoAoB, FEHHbIX MyTaLMi U BKIOYe-
HWS B PaLMOH HOBbIX NMPOAYKTOB NWTaHus. Hawnuce cpea-
HeBeKOBble eBponenckue npegaHuns (Almanac of Children's
Songs and Games from Switzerland) o Tom, 4To pe6eHOK, Npn
noLesiye KOToporo YyBCTBYETCH CONEHbIN MPUBKYC, 06peYeH
Ha cKopyto cMepTb. B XVIII B. B HEMELIKON 1 LIBENL@PCKON
nuTepaTtype noaABAsloTCA npegynpexaeHus: «[pycTHO TO
cocTosiHWe pebeHKa, Korga npu ero nowesnye 4yBCTByeTCA
COJIEHbIN BKYC, MO0 3TO NPOKNSATUE, KOTOPOE NOATBEPIKAAET,
4TO pebeHOK CKOpOo AomKeH ymepeTb» (Wehe dem Kind, das
beim Kuf3 auf die Stirn salzig schmeckt, es ist verhext und
muss bald sterben). UMeHHO NO3TOMY B Te roAbl 3T0 60/1€3-
HEeHHOe COCTOsIHWE Ha3blBanocb «bone3Hb ConeHoro noue-
nysi», unu npocto «ConeHbin nouenyi». AT MHTepnpeTaLmm
SIBHO YKa3blBaloT HaM Ha paHHee NOHMMaHWe 1 NpU3HaHue
CBSI3X 3TOro 3ab0/sieBaHMSA C MOBbLIWEHHOW NOTEPEN CONen
OpraHM3Mom.

TonbKo NpMMepHO B Havane XIX B. y4eHble Janu Ha3Ba-
HMe 3aboneBaHUld — MYKOBMCLMAO3 (MPOUCXOAUT OT
JTATUHCKKUX CIOB MUCUS — CNN3b U viscidus — BA3KWK, YTO
BMOJIHE COOTBETCTBYET CyTM 3TOro 3aboneBaHus). XoTs, A
MHOra AyMato, 4To 3TO C/10BO 06pa30BaHo OT C0Ba «MyKa»,
T.€. CTpajaHue, YTO TOXKe HefJaNeKo oT CyTH.

HWKTO He Mor Torga cKkasaTb, 4YTO 3TO 3a 3abosieBaHue,
4YeM OHO BbI3BaHO, YTO MOPaXKaeT, KaK C HUM CnpaBUTbCS. ..
Ho, K cyacTbto, Bceraa 6blv Ntoau, Bpadm U yYeHble, KOTo-
pble He MOIKM OCTaBASTb BOMPOCHI 6€3 OTBETOB, KOTOpble
NMOCBSLLANN KN3Hb MOMCKAM UCTUHBI. Y4EeHble NCKanu oTBe-
Tbl Be34e, MCKanM CBSA3M MEXAy pasHbiMK Mpu3HaKamu
3ab6oneBaHuns. OKasbiBaeTcs, elle B XIX B. K. POKUTAHCKKM
(Carl von Rokitansky) onncan cnyydan ruéenun nnoga ¢ MeKo-
HWaNbHbIM MEPUTOHUTOM — OC/IOXHEHWEM MEKOHWANbHOIO
nneyca, KOTopbIM NpU MyKoBuMCLMAO3e BCTpedaeTcs B 90%
cnyvyaeB. MeKOHWanbHas HeNPOXoAMMOCTb Gblna Bnepsble
onucaHa B 1905 r. Kapnom JlaHalwTenHepom.

Y4yeHble BHUMATENbHO U3yYain HEU3BECTHYIO «TE€PPUTO-
puio», n B 1936 1. [Buao daHKoHM onyGanKoBan cTaTblo, rae
onucan CBA3b MEXAY LieMaKkmnen (Kak KMLWLEYHbIM CUHOPOM),
OPOHX3KTa3aMu (KaK pecnupatopHbl CUHAPOM) M MopaXKe-
HMEM NoaXKeNnyao4YHoK enesbl. [popbiBOM B aHHOM 061a-
CTh 6blna onybnnkoBaHHaa B 1938 1. ctatbs [. AHOepceH
(Dorothy Hansine Andersen) B American Journal of
Diseases of Children «KncTto3HbIn GU6pP0O3 NoaKenyao4Homn
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enesbl U ee CBA3b C LieIMaknen: KNIMHUKO-NaTonornyeckue
ucecnegoBaHus». BnepBble aBTop onucana xapakTepHble 4ns
MB mopdonornyeckme U3MeHeHUs MNOLKENYAOYHON ene-
3bl U COOTHECNA UX C 3a60NeBaHUEM JIETKUX U KULIEYHMKA, a
TaKXe BblCKa3ana npeanonoxexue, 4yto MB aBnaetcs peLec-
CVBHbIM 3aboneBaHveM. MMeHHO [. AHAepceH nonoxkuna
Hayano peLleHU0 OAHOM U3 caMbIX BaHbIX MPOGAeM npu
MB: npeanoxuna “cnonb3oBaTb 419 NEYEHUS 3aMEeHUTENN
noenyao4Horo GepMmeHTa.

MocTeneHHO BCTan BOMPOC, KaK MpaBUbHO U ObICTPO
[LMarHocTupoBaTtb 3TWX NauueHToB. OAHUM M3 NepBblX, KTO
paboTan B 3TOM HanpaBneHuu, 6bin 1. an CaHT ArHese (Paul
di Sant Agnese), KoTopbit B 1952 I. ¢ NOMOLLbIO MOTOBbIX
npo6 OTMETWUN HapylweHusa B 6anaHce aNeKTPoNnUToB. B Teve-
HWe cnepylollero AecaTuneTns noToBble NPobbl 6bINK fopa-
60TaHbl U Urpanu 60Jbly0 PONb B NOATBEPKAEHUN reHe-
TUYecKoro paccTponcTea. C NOMOLLbIO JaHHOMO OTKPLITUSA B
Havyane 60-x rr. JI. [n6¢coH (L.E. Gibson) 1 ero konnera P. Kyk
(R.E. Cooke) paspaboTtanm METOA NMUIOKapNMHOBOro MOHODO-
pesa A/1a uccnegoBaHus nota, KOTopbIM 40 HACTOSLLErO Bpe-
MEHM OCTaeTcs «30/10TbIM CTaHAapPTOM» B MarHocTuke MB.

Ho, K coxkaneHuto, aT1 AeTu BCe elle Oblin 06peYveHbl Ha
KOPOTKYIO M 6€3pajoCTHYIO XU3Hb. KaK, HaBepHOe, TAXeno
WX POAMTENSAM ObIIO BUAETb, KaK yracaeT WU3Hb NI06UMO-
ro pebeHkKa, 1 YyBCTBOBaTb NPK 3TOM MnosiHoe 6eccunue. U3
3TUX NOBY¥AeHMN B 1955 1. rpynna HepaBHOLYLIHbIX POAU-
Tefnen GONbHbIX AeTeN, MOJHbIX PewnMOocTu caenatb Bce
BO3MOXHOE A/ CMacCeHUs XW3HU CBOUX MUTOMLEB, MNpwU-
HUMaeT peleHne cdopmupoBaTb MEXAYHAPOAHYIO opra-
Hu3aumo «PoHa MykoBucumnao3ar. OHM 0603Ha4YMAM nepeq
Cco60W BENTUKYIO MUCCUIO — BbITEYUTL NIIO4EN OT MYKOBUCLM-
[l03a, 06ecneynTb UM MONHOLEHHYIO NMPOLYKTUBHYIO XU3Hb.
[nsa atoro 66111 GUHaAHCUPOBaAHbLI HayYHblEe UCCIEAOBAHNUSA U
pa3pabOoTKWU HOBbIX JIEKAPCTBEHHbIX CPEACTB, OpraHM30Ba-
HO o6ecrneyeHne BbICOKOKa4YeCTBEHHOW CneLnanM3npoBaH-
HOW MOMOLLbIO.

Bnarogaps ycunuam poauTeNnbCKOM accouualiu coB-
MECTHO C Bpayamu B 1962 r. cpefHUI BO3pacT BblXKMUBae-
mMocTu npu MB gocturan yxke 10 net. B 1965 r. 6narogaps
ManeHbKOMY MasbyuKy, 60/bHbIM MB, poaunocb HoBoe
Ha3BaHWe 3TOW 6ONEe3HW — He «MyKoBMCLMAOO3» (cystic
fibrosis), a «wecTbaecaTt naTb po3» (sixty five roses), KoTo-
poe UCMOoNb3YIOT BCE aHMOroBopsLLMe JETU C MYKOBUCLLU-
LLO30M.

B nocnepyiowme rofbl, MOXHO CKasaTb, NpousoLlen
«60NblUOV B3pbIB» B 06/1aCTU UCCNef0BaHUA U pa3paboTKu
MeToz0B neveHns MB. YTo KacaeTcs BONPOCOB ANarHOCTUKM,
To ToNbKO B 1985 1. X. 36epr (Hans Eiberg) BnepBbie o6Ha-
PYXWUT CYLLeCTBYIOLEee CLENTEHNE MEXIY FeHOM MYKOBWC-
uMao3a v apyrum mapkepom (Paroxonase) v [oKaszan, 4To
NS reHa MYKOBUCLIMA03a CYyLLECTBYET TOJIbKO OfMH JIOKYC B
xpomocoMe. B 1989 r. aBe rpynnbl y4eHbix M3 Kanagbl 1 CLUA
nog pykosoactsoM @. KonnuHe n Y. Lym (Fr. Collins, Ch. Tsui)
naeHTMbuuMpoBanmM MYKOBUCLUMAO3HbIN  TpaHCMeMOGpaH-
HblM perynaTop nposogumoctu — reH CFTR (Cystic Fibrosis
Transmembrane Conductance Regulator). lNepBas o06Ha-
PyEHHasa W, Kak OKa3anocb, camas 4actagd mytauus ans
MB, ato AF508, KoTopasi lokannayeTca Ha ceibMOW XPOMO-
coMe. B nocnepyiowme rogsl 6biin BbisiBleHbl 6onee 2500
pas3fnyHbIX MyTaluh, KOTOpble BbI3bIBAIOT MYKOBUCLMAO3.
MyKOBHCUMAO3 NPeACcTaBAsSeT cO60M KnacCU4ecKui npumep
TOro, KaK reHeTuYecKoe 3aboneBaHue YenoBeKa 6bl10 BbISB-
JIEHO C NMOMOLLbIO NePefoBbIX FTEHETUHECKUX UCCefOBaHUN.
Becb y4eHbIt Mup Obl1 yBEPEH, pa3 0OHapy*Kunacb NpuynHa,
TO Nerko 6yaeT paspaboTaTtb M NeveHne 3ToN TaKenon 6ones-
HW. HO, K cCOXaneHuto, Ha 3TOM NyTU NOSIBUAUCH NPENATCTBUS,
KOTOPbIE B T€ rofibl HEBO3MOXHO 6bIN0 NPEOAONET.

B 1993 1. K Tepanuu nauueHtToB ¢ MB 6bin noakIto4eH
nepBbI FEHHO-MHXEHEPHbIM npenapaT AopHasa anbda
(MynbMO3KUM); anpobuUpyoTCs HOBblE aHTMOUOTUKM, YTO MNPK-
BOAMT K YBE/IMYEHMIO MPOLOMKUTENbHOCTU XM3HM Ao 30
netr B 1989 r., no 35 — B 2000-x 1., 60nee 40 — B 2010 .
McTopuyeckum ans MB ctan 2006 rogq — crana [0CTynHOwM
natoreHeTuyeckas Tepanus! bbiAn HayvaTbl KIMHWYECKUE
ncnbitTaHnsa VX-770 — 0aHOro 13 nepBbix NepopasnbHbIX Npe-
napartoB Ans nedyexHuss MB. PaboTasi Ha KIETOYHOM YPOBHE,
npenapat ucnpasnseT npuyMHy MB — 3actaBnser myTaH-
THbIM TEH «paboTaTb B HOpPMalibHOM pexumer. B nabopa-
TOPHbIX YCNOBUSX 6GblN0 AOKa3aHo, Y4TO [JaHHbIM npenapar
ynydwaeT GyHKUMIO MyTUPYIOLLEro TpaHCMeMBpaHHoro pery-
natopa nposoaumocTth (CFTR). BnepBble B 2013 1. Ha 36-#
KOoHbepeHUnn EBponenckoro obuiectBa MyKOBMCLMAO3a
(ECFS) B JluccaboHe 6b110 06bsABAEHO, 4TO NpenapaT VX-770
nog KomMmepyeckum HasBaHnem Kalydeko, KOTopbIv npoLuen
BCE KINMHUYECKME UCNbITaHWS, MPU3HAH NEPBbIM NATOreHeTH-
YECKUM (4019 NeYeHnss OCHOBHOW NPUYKHBI, @ HE MOCNEACTBUM
WAM CMMNTOMOB 60/1IE€3HM) MpenapaToM AN Ne4eHns naLmeH-
TOB ¢ MB. [loKa3aHa ero apdeKTMBHOCTb B I€YEHUM Maum-
E€HTOB, Y KOTOPbIX MyYKOBWUCLMA03 Bbi3BaH MyTaumen cG551D
reHa CFTR. B 2013 r. cTapToBaso ABa MeX/AyHapoAHbIX Ku-
HUYECKMX MCCneaoBaHus y nogen ¢ ABymMs Hawnbonee pac-
NPOCTPaHEHHbIMX MyTauusamu npu MB, rge ucnonb3oBanu
KOMGWHMpPOBaHHOE nievyeHne npenapatamu Kalydeco n nyma-
KadTop (paHee HasBaHHbIN VX-809). M 310 6bIN10 HacTosiLee
fonroxkaaHHoe vyao!

MHe cTano WMHTEPECHO, YTO e B 3T0 Bpems OblIo C
60/bHbIMK Ha Tepputopun Poccun? OKazanocb, YTO oTeve-
CTBEHHbIE YY€EHbIE U CMeunanucTbl TakKe BHECIU BECOMbIV
BKMaf B M3y4yeHUe MyKoBucLMAo3a. CuntaeTcs, 4To B Poccuu
nepBblM, KTO oduuManbHO MNOCTaBMA AMArHO3 «MyKOBCH-
umMao3» B 1963 r., 6611 npodeccop Cepren BnagumupoBuy
PaynMHCKMn — ocHoBaTenb KIAMHWKW AETCKOW My/bMOHOMO-
rMK, rae g cemyac pabotato 1 ydycb. ITO U HE YANBUTENBHOE
coBnageHue u cyacTbe ans MeHsa?!

B 1967 r. nog pyKoBoACTBOM npodeccopoB
C.B. PaunHckoro n B.K. TaTo4eHKO HblHE M3BECTHbIN MPO-
deccop H.N. KanpaHoB (ocHOBaTe/lb COBPEMEHHON POCCUN-
CKOM LWKOMIbl MYKOBMCLMAO3a) Ha4yan paboTy No M3y4YeHwuto
yactoTbl MB ¥ KIMHWMKO-OYHKUMOHAsbHbIX OCO6EHHOCTEN
ero nposiBneHut u teyeHns B CCCP. Bbinn nonyyeHbl yHU-
KanbHble AaHHbIE MO OCHOBHbLIM Npo6aemaM 3TOM TAXeNon
60/1€3HU: B YACTHOCTH, BblIN MOKa3aHbl Pa3Nnyuns B Taxe-
CTW NeroYyHblX MOpaXKeHWM y pasHbix 60MbHbIX. Bnarogaps
37O paboTe AkageMusi MeauuuHCKMx Hayk CCCP Harpa-
nvna aBtopa B 1970 r. umeHHon npemuen M.C. MacnoBa.
B 1974 r. B xypHane «Bonpocbl 0xpaHbl MaTepUHCTBA M
netctBa» M.A. ®ageeBa u A.C. EpemeeBa ny6nuKyloT cTa-
Tbto «Mopdonornyeckme nameHeHus npu MB y geten». B

Mpodeccop C.B. PaunHcKuit Bo Bpema o6xoaa



NMpodeccop B.K. TatoueHKo

3TOM € rogy COoBMECTHbIMKU ycunuamu C.B. PadmHcKoro,
B.K. Tato4yeHKko 1 H.W. KanpaHoBa 6bina M3gaHa nepsas B
CCCP moHorpadusa «<MykoBucumao3s y aetenr». Ocoboe BHU-
MaHue B MOHOorpadun ygensanocb paspaboTke guarHocTnye-
CKMX KPUTEPUEB, PELIEHMNIO PSfa CMOXHbIX OPraHM3aunoH-
HbIX BOMPOCOB MO OKa3aHW0 MeAULIMHCKOM U coLmanbHOM
nomouwm 601bHbBIM MYKOBMCLIMAO30M, a TaKXKe BbipaboT-
Ke neyebHOM TaKTUKKM peabunutauun. B aTon KHure 6bina
npeanoxeHa Knaccudukauma MB, no Tabnamuam KOTopon s
M ceryac oLeHMBal0 Kaxaoro naumeHTa.

Mpodeccopa C.B. PauuHckuin, B.K. TaTtouyeHKo,
H.N. KanpaHoB, [OOKT. Mea. Hayk W.B. [BOpSIKOBCKWUH,
M.K. OcKonlkoBa, MOHMMas, 4YTO TMOpPa)KeHUeM OBpPOHXOo-
nieroyHon cuctembl MB He 3aKaH4MBaeTcsl, 3aHMMaloTCA
onpeaeneHneM COCTOSHUSA cepaevHO-COCYaAUCTON CUCTEMDI,
OYHKUMM NOMKENYAOYHOW Kenedbl, NeYeHn U APYrux BHY-
TPEHHUX opraHoB. YyeHble (C.B. PaunHckuin, H.W. KanpaHos,
0O.N. CumoHoBa, 0.K. KuceneBud) Takxke paspabaTtbiBatoT
KOMMNEKC TepaneBTUYECKUX U peabuiuTauMOHHBIX Mepo-
npusatnun. CepaedHo-cocyauctas cuctema M GYHKLUKM BHY-
TPEHHUX OpPraHoB Yy nauneHToB ¢ MB ctanu npeameTom
nccneaoBaHMa  OTAENEHUS  YAbTPa3BYKOBOM  AMArHOCTUKM
(N.B. OBopsikoBckumn, M. [BopsikoBckas, A.ll. UBaHoB).
M.K. Bonkos, PA. [lo6poBonbcKas, A.HO. CUMOHOBa BKJItO-
YaloT B MpoLecc AMarHOCTMKM GPOHXOCKOMUYECKME ncchne-
[OBaHUS M aKTMBHO MPUMEHSIOT caHauuilo GPOHXMaNbHOro
nepeBa Kak meToa fieveHuns. NoToBbIn TECT, pa3paboTaHHbIN
M6coHomM 1 Kykom B 1959 r, B 3TOT nepuoa BpeMeHKU 6bin
BMepBble BHEAPEH B KIMHUKE B Ka4yecTBe AMarHOCTUYECKO-
ro ons uccnegoBaHus anexktponutos nota (Na, Cl). Hapsay ¢
3TUM 6blIM BblpaboTaHbl KIMHUKO-PEHTIEHONOMMYECKHNE KPU-
Tepuu, N03BOASAOWME 3aN0L03PUTb MYKOBUCLNAO0S.

B 1977 r. noa penakuuen akageMuka M.A. CTyaeHMK1Ha
1 npodeccopa B. HYynuya yBnaena cBeT COBETCKO-IOrocnaB-
CKasi MoHorpadusl, B KOTOPOW 6bl/iv OTpPaxKeHbl 0COBEHHOCTH
NnopakeHnss GPOHXONErOYHOM CUCTEMbI M paaa APYrUX KU3-
HEHHO BaXXHbIX OPraHoOB W CUCTEM Yy aeTel, 60nbHbIX MB. B
1982 r. B }KypHane «AKTyasibHble NPo6aeMbl MNySIbMOHOIOMUW»
T.E. Tembuukasa nybaunKyeT ctatblo «AKTyasibHble NPO6JEMbI
reHEeTUYECKU-AETEPMUHUPOBAHHbLIX 3ab60/eBaHUIN  IETKUX».
370 6blN1 O4EHDb BaXKHbIM MOMEHT, TaK KaK peyb BrepBble Wa
0 B3POC/bIX NaLUeHTax.

MepBble  MeToAMYECKME  peKoMeHAaluuu  u3patTcs
H.N. KanpaHosom un C.B. PauynHckum B 1985 1. IMEHHO B
3TOM paboTe 6bln NoaseneHbl UTOMM MHOTONETHUX Hay4YHbIX
UccnegoBaHUm U KIMHUYECKUX HabntogeHMn Ha AOCTaTO4YHO
BHYLUUTENbHOM KOHTUHIeHTE aeTen ¢ MB.

B 1989 r. 3awmwaeT cBO AUCCEpPTaLMIO JOKTOpa Meau-
LUMHCKKX HayK WN.J1. Babui no Teme «3TanHoe nevYeHune 1 HeKo-

TOpble BOMPOCHl NaToreHeTUYeCcKon Tepanum MyKOBUCLIMAO-
3a y aeten». bnarogapsa aaHHon pa6ote Bnepsble B CCCP 1
3a pyberKoM OpraHn3oBaHO 3TanHoe NeyvyeHne AeTen C pas-
NIMYHBIMKM dOpPMaMK MYKOBMUCLMAO3a MyTEM MPUMEHEHUS B
KOMMNEKCHON Tepanuu npenapatoB MemOpaHOTPOMHOro 1
AHTUOKCWMAAHTHOMO AENCTBMSA C LIeNbio KOPPEKLMK CTPYKTYP-
HO-MeTabO0/IMYECKUX HapyLIEHUA BUONOrMYECKUX MeMObpaH.
B Te rogbl 60/blLOE BHUMaHWE yaenanocb MmetogaM Tak Hadbl-
BaeMoW aneKTpoTepanmu.

B 1993 r. Hay4YHO-KIIMHUYECKMIN OTAEN MYKOBMCLMAO3a U
oTaeneHve MeauuuHceKon reHetnkn POAKB Havyann akTMBHOE
COTPYAHMYECTBO C Y4eHbiMu AHMmunu, PpaHuuu, fepmaHum,
NTanuu, pesynstatom Yero ctana aktmBaums paboTbl Bpaden
W BCEX CMeLManncToB, y4eHblx Poccnm no cosgaHunto perno-
HaNbHbIX LLEHTPOB MYKOBHMCLMAO3a.

B 1995 r. H.HO. Kawwupckasa 3awutuna aucceprauuio
KaHangata MegMUMHCKUX HayK Ha Temy «KnuHuyecKkoe u
NPOrHOCTMYECKOE 3Ha4YeHWe rMnokasaTenen yrneBogHOro u
MPOBOro o6MeHa y ieTein M NOAPOCTKOB, 6OJIbHbLIX MYKOBMC-
LMAo30Mm», rae 6biin uccneaoBaHbl 0COGEHHOCTU CUCTEMBI
nuweBapeHnst 1 06MeHHbIX nNpoueccoB 60/bHbIX. B 3TOT e
nepvog 0.1. CumoHOBa NPOBOAMUT UCCNefoBaHUs B o6nacTu
KINMHUKO-OYHKLMOHANbHON 3PDEKTUBHOCTU KMHE3UTEPANUK
npY MyKOBMCLIMAO3E, N HA OCHOBAHWUM MHOTONETHUX Habto-
[OEHWN 1 COBCTBEHHOW NPaKTUKKN JOKa3blBaeT, Y4To nevyebHas
GU3KynbTypa SBASETCA BaXXHOW CoCTaBasolWen (Hapsay
Cc 06asnCHOM MeauKaMEHTO3HOW Tepanuen) npaBUIbHOIO
nevyeHns mykosucumaosa. CerogHs Mbl B Halen KIUMHWKE
aKTUMBHO NpPUMeHsieM pa3paboTaHHble MeToAbl U MPOrpaMmbl
KnHesnTepanuu. 9 Kaxkabli pa3 ¢ BocxuuieHMem Habnoaato,
KaK cneumanbHble ynparKHEeHUs MomoratoT pebeHKy ape-
HWUpOBAaTb NIErKME W ynyylaTb camo4vyBcTBME. ITO TpebyeT
OT Masblla v TEPNEHUs, U cTapaHuns, n ymeHus! U Kaxkabin
pas s yauBAAIOCh, CKOMIbKO YXM3HEHHOM CWbl CKPbiBaeTCs
B HaWWX ManeHbKUX 60/bHbIX AgeTKax! YMHbIM U B3POC/bIM
B394 ManeHbKOro YenoBeKa, KOTOPbIN XO4ET KUTb U ByaeT
6opoTbes!

B KoHue 90-x rr. mykoBucuMAo3 B Poccun nepectaet
6bITb NeaMaTpMyecKkor nNpobaemMon, Kak cYMTanocChb paHblle.
YyeHble Noj pyKoBOACTBOM aKagemuka A.l. YyvyanuHa Hauu-
HalT NPOBOAMTb MUccnefoBaHWs no npobneme MB y B3po-
CnblX NauuneHToB. lNocTeneHHO MyKOBWMCLMAO3 CTaHOBMUTCS
npo6aemMoWn He TOSIbKO NeanMaTpoB, HO U TepaneBToB, Ny1bMO-
HONIOrOB, rACTPO3HTEPOSIOrOB, NTEHETUKOB, OTOPUHONAPUHIO-
NIOrOB U Aaxke OpraHn3aTtopoB 34PaBOOXPaHEHUS BO MHOIMX
ropogax Poccun. C cepemHbl 90-X IT. UHTEHCUBHO U3y4atoTCs
reHeTnyeckne ocobeHHocTM MB B Halen ctpaHe. [Moytn 25
net Hazag MHCTUTYT MeanunHcKom reHeTukn AMH CCCP 6bin
npeobpasoBaH B MegUKO-reHETUYECKUIM HayYHbIN LEHTP,
cO3[aHne KOoToporo notpe6boBano pacwupeHne nccnefosa-
HUM B 06N1aCTU KIIMHUYECKON FrEHETUKM, AN Yero 6bi10 pelle-
HO co34aTb Mofefib TaKoro nogpasaeneHus. B aTo e Bpems
cospfaetcs Hay4yHo-KnMHUYecKoe oTaeneHme MykoBucLmaosa,
KoTopoe Bo3rnasun npod. H.W. KanpaHos. B 1990 r. B Kave-
CTBE K/MHMYECKOM 6a3bl Obl10 BbIOPAHO OTAENeHWe mMeam-
UMHCKOM reHeTukn PAKB. MNepBbiMX Hay4YHbIMW COTPYAHUKA-
Mu 1 Bpadamm HKO mykoBucumuao3sa ctann H.U. KanpaHos,
0.1. CumoHoBa, H.HO. Kawwnpckas, J1.A. LLlabanoBa. MaBHble
HanpaBieHus, No KOTOPbIM paboTan LEeHTp, 6blin BHeAPeHME
HOBEWNLIMX TEXHONOrNM B 061aCTU AMArHOCTUKU, COBPEMEH-
Hble MeToAbl NeYyeHUs GONbHbIX MYKOBWMCLMAO30M, aKTWB-
HOe pacnpocTpaHeHWe CBOEro onblTa Mo BCEW TeppuTOpUKU
Poccuu, 410 B CBOIO 04epeb MPUBENO K NMOSBAEHUIO MEX- 1
pernmoHasnbHbIX LLEHTPOB MYKOBMCLMAO3A. 3acnyron paboTbl
HKO TaKkke aBnseTcs opraHu3auus KO MYKOBMCLMAO03a,
eXerogHblx KoHdepeHUUn 1 cMMno3nmymoB, a ¢ 1995 r. —
HauunoHanbHbIX KOHFPECCOB MO MyKOBUCLMAO3Y.
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UcTtopua cTaHOBNEHUA Hay4YHbIX WWKOA U Kadeap neauaTtpum

HaunHas ¢ 1996 r. npoBefeH psa vccneaoBaHW ans
OLEHKN 9dPPEeKTUBHOCTM M 6e30MacHOCTU MNPUMEHEHUS
MUKpOochepPMYECKOro NaHKpeaTMyeckoro dpepmeHta KpeoH
y AeTen, 4YTo NO3BOMMAO0 BKIOYMTL MpenapaT B CTaH4apTbl
neyeHns Mmykosucumnaosa B PO, C 1999 r. HayaTbl M3yYeHue
nopaKeHus renatobunnapHom cUCTeMbl Yy AeTel, 60JbHbIX
MYKOBMCLIMAO30M, U KOPPEKLMSA ITUX HaPYLUEHWH C MOMO-
LWblO YPCOAE30KCUXOIEBOM KMCNOTbI. 3TU paboTbl MO3BOANN
TaKXe BK/IOYUTL npenapaT B CTaHZapTbl Tepanuu 60/bHbIX
MB B Poccuun. C Havana 2000-x rr. 1 B Te4eHWe psaga net
Begetcsd 6onbwasg paboTa No U3yvyeHuto 3POEKTUBHOCTU U
6e30MacHOCTM NPOTUBOBOCNANUTENbHbIX CPEACTB Mpu flieve-
HUKM BObHbIX MYKOBUCLMAO30M C XPOHMYECKOW CUHErHOWM-
HoW MHdeKunen. B 2004 r. npoBeaeHa cepbe3Hast paboTa
No U3YY4EeHUIO KIMHUYECKOM 3GDEKTUBHOCTU M 6E€30MNaCHOCTH
fopHa3bl anbda. bbln noaTBEPKAEH MYKONUTUYECKUI M NPO-
TMBOBOCMNaNUTENbHBIN 3dbEeKT npenaparta, NoATBEPXAEHa
ero apPeKTMBHOCTb M 6e30MacHOCTb Y AeTen MaJwero Bo3-
pacta.

HaunHasg ¢ 2007 r. nosBnserca psg padoT no ndyvyeHuto
reHeTuyecknx ocobeHHocten MB B P®P. U3yyaetca ponb
reHoB, MOAUDULMPYIOLLMX KITMHUYECKUE NPOSIBNEHUS U TeYe-
HWe MBy geTen. YCTaHOBNEHO OT/IMYME XapaKTepa 1 4acToThl
Ma*KOpHbIX MyTauunin B reHe MBTP, 4yTo NO3BOINIO cO34aTb
[IMarHocTMyecKkylo mopaenb ana adpodexktuBHon [AHK auar-
HOCTUKM MB B P®. MNpun 3TUX UccnenoBaHUsX BbiIBNEH paj
HOBbIX MyTauui B gaHHoMm reHe (MBTP) n onucaH pag myta-
LI, paHee He BCTpeYatoLmxcs B Hallew cTpaHe. OnpeaeneHa
pPONb MOANMDULIMPYIOWNX TEHOB, U C YY4ETOM KIMHWUYECKOrO
pa3Hoo6pasns MB BbisiBieHa HEO6XOAMMOCTb pPa3paboTKu
HOBbIX TepaneBTUYecKunx noaxogos. C 2007 r. BHeapeHa B
HauUMOHanbHbIN NPOEKT «3h0poBber PefepanbHasa Nnporpam-
Ma 0653aTeNbHOro HeoHaTanbHOro CKPUHKUHIA Ha 5 Hacnea-
CTBEHHbIX 3a60oneBaHui, BKIo4Yas MB. 3To cTano OrpoMHbIM
PbIBKOM Brepes B niaHe gnarHoctuku MB.

B 2011 r. 6b1n1a NnpoBeeHa cpaBHUTENbHAS OLEHKa psiaa
noToBbIX aHannsatopoB (MakpoaakTt, HaHoaaKT). BoissBneHo
SIBHOE [MarHOCTUYECKOe MNPEUMYLLECTBO MOCNEAHEro, 4TO
no3BOAMNO 060CHOBATb LENecoobpa3HOCTb  OCHaLLEHMA
BCEX LIEHTPOB, 3aHMMaloLmxcs neveHem MB B PO, aaHHbIM
aHannsatopom ans 6onee 6bICTPON U IPPEKTUBHON AMarHO-
CTUKM.

B 2013 r. BnepBble B PP 13yyaeTcs posib aHaspo6HOM
MHPEKLMU B XPOHUYECKON BPOHXONErOYHOM NATONOMMKU MPHU
MB. [loKa3aH MOJIOXUTENbHbIN 3PPEKT MHranguMOHHbIX
dopm aHTMbBaKTepuanbHbIX npenapatoB (bpamutob, Tobw,
KonncTuH) y 60/1bHbIX C XPOHUYECKON CUHErHOMHON MHbEK-
Lnen.

B HacTtosuee Bpema B HU3/[ Habntoaatotes okono 300
neter ¢ MB B Bo3pacte oT 1 mec ¥u3uu o 18 net, npo-
¥uBatouwmx B MockBe, MO u papyrux pernoHax Poccum.
Momouwb B AMArHOCTUKE M NeYeHnn OKasblBaeTcs AeTAM M3
Benopyccun, KazaxctaHa, ApMeHuH, YKpanHbl, Y36eKkucTaHa,
AsepbanmpKaHa u apyrux ctpaH CHIL B Halwem otgeneHuu
co3[aHa YHWKanbHas cxemMa npeemMCTBEHHOCTM Habnoge-
HMS 3a 9TUMM NauMEeHTaMu: CcTauMoHap — AHEBHOM cTaumo-
Hap — KL, — caHaTopui. B gMarHoCcTMKe 1 nevyeHumn npu-

MEHSIOTCS MeToAbl COrlacHO €BPOMENCKMM  CTaHfapTam:
OHK-anarHoctnka (npsiMoe n aBTOMaTUYECKOEe CEKBEHWUPO-
BaHWe, CEKBEHMPOBaHMWE HOBOrO MOKONEHMS, TEXHONOMMK C
MCMONb30BaHUEM MMUKPOYMUMOB), UHFaNALMOHHbIE TOGPaMu-
LUMHbI U NMOMMUKCHHDI, JOpHa3a anbda, aHTMBMOTUKOTEpPa-
nns NPOBOAUTCS NPEACTaBUTENSMMU NOCNEAHErO NMOKONEHUS.
AKTMBHO NPOBOAUTCS KMHe3uTepanus. Co3aaHa Lkona ang
poautenen. 1 cama 6ecefylo ¢ Mamamu HalKWx NaLUEHTOB
Ha TeMy cneunanbHON AMeTbl U GepMeHToTepanuu; paccka-
3blBal0, Kak NpaBWIbHO CaMOCTOATENbHO paccyuTaTbh AOMa
HeobxoaMMylo o3y depmMeHToB. Bcerga o4eHb BOJIHYKOCH.
O6LLeHne C poguTensiMm — 3T0 Ype3Bbl4aHO OTBETCTBEHHOE
fgeno. Hago 3HaTb BCce OTBEThI Ha BCe BOMPOChHI. {1 cama ABa-
Abl Mama M XOPOLLO MNOHUMaI0, KaK 3TO BaXHO.

HefaBHO C¢ pafocTbio y3Hana, YTO COTPYAHMK Halero
oTAeNneHns — Halwa goporas v ysaxkaemas HuHa MBaHoBHa
AreeBa — 6bina NepsBbIM NPE3MAEHTOM accoLMaLmnmn poauTe-
nen geten ¢ MB B Poccun. OHa paccKasbiBana, Kak CNoXHO
W TPYAHO 6bIn0 B Te roabl (1985-1997 rr.) npobuBaThb, 406K-
BaTbCS Yero-To xopowlero ansa geten ¢ MB. K coxkanenuio, ee
€[JMHCTBEHHbIN BHYK B BO3pacTte 17 net npourpan 6UTBy C
CypoBOWM HecnpaBeaIMBOn 60/1€3HbIO.

CerofHsl 1 3ax0Xy B OTAENEHWME U BUXKY COBCEM APYrylo
KapTuHY: Becenble AEeTULLKW, MaMbl C YNblOKOW, HageXaom U
yBEPEHHOCTbIO B rnasdax. CoBpemeHHble getn ¢ MB cosep-
LWEHHO HEe NOXOXW Ha CBOMX CBEPCTHUKOB MPOLLbIX 1ET. OHU
TanaHTIMBbI, BCE y4aTCs B WKOME, KPAaCMBO PUCYIOT, COHUHS-
0T CTUXM, MOIOT, CTAHOBWUTCH HACTOSALMMMU CMOPTCMEHAMM,
co3gatoT ceMbM. OHM CHACTIMBBLI NOTOMY, YTO OHM — MPOCTO
netun!

970 3acnyra KomaHgHow paboTbl Hallero OTAeneHwus,
3achyra BCex y4YeHbIX, POAUTENEN, BPaYen, KOTOPbIE PELIMN,
41O feTn ¢ MB nmetoT NnpaBo Ha XOPOLWYHO KU3Hb, JOCTONHbI
CTaTb CHACT/IMBbIMU B3POCAbIMU, NOOUTL U BbITb TIOGUMbBIMHU,
NPOWTH Yepe3 KM3Hb C BbICOKO NOAHATOM rO/0BOM U KOoraa-
HWOYAb cKasdaTb: «Mbl noGeguaun!!!»

4 xo4y 6bITb pgoM ¢ HUMK! U nycTb nouenymn 6yaeT «cone-
HbIM», @ pebeHOK — cHacTIMBbIM!!!

COTPYAHUKMU KONNNEKTUBA OTAENIEHUSA NY/IbMOHONIOTUU U
annepronoruu. 3aBeayroujas otaeneHmem 0.U. CumoHoBa
(B UeHTpe) u ee monoaan reapauna
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