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Beeoenue

MykoBucunio3 (MB) siBisieTcst HE TOIBKO MEIUIIMHCKON, HO ¥ COITMAIBHOM MPOOJIEMOi, Tak
KaK 3HAYUTEIbHO CHUKAET KaueCTBO JKU3HH U TPeOyeT KOJIOCCAIBHBIX CPEJCTB Ha OKa3zaHUE Me-
JUIIMHCKON TIOMOIIH, YXOJT M peadMInTalnio O0JbHBIX IeTel.

[Ton MB noHMMarT HacleACTBEHHOE MOJIMCUCTEMHOE 3a00JIeBaHKEe, B OCHOBE KOTOPOTO Jie-
KUT MyTalus TreHa TpaHCcMeMOpaHHOro peryistopa mykoBucimaoza (CEFTR), xapakrepusyro-
meecss HapylieHneM (DYHKIIUU SK30KPUHHBIX JKeJle3 W KIMHUYECKUM MOIMMOp(HU3MOM, MPUBO-
Is111ee, B EPBYIO 0YEPEb, K TSDKEIBIM MOPAXKEHHUSIM OPTaHOB PECIUPATOPHON U MUIIEBAPUTEIb-
HOU CHCTEM.

Panbmie 3To OpuTa MpobsieMa rmeauaTpoB, B HACTOSAIIEE BPEMsi BCe OOJIBIIEE YHUCIIO CTICIHAITHU-
CTOB pa3Horo npodust BoBiekaeTcs B ee pemenue. Eciu B 50-x rogax 6onee 60 % 6onpHBIX MB
yMHUpaJIo B Bo3pacte 10 1 roga, To B HacTostiee Bpems 6onee 32 % nabmomaembix B CILIA 6omb-
HbIX MB crapmie 18 ner. Imeercst 50 % BeposATHOCTH TOr0, UTO IALIMEHTHI, TOCTUTTIIHE BO3pacTa
40 ner, noxuByT 10 53 net, ¥ 35 % BEpOATHOCTH AOCTHXEHUA nMU 60-11eTHEro Bo3pacra [1].

MyKOBHCII103 — XOPOIIasi MOAIETIb OOPBHOEI ¢ HACIIEICTBEHHO MaToNorneit:

1) OTKpHBIT reH 3a00JIeBaHMS;

2) co3aHa TEHHO-UHKEHEPHAs €r0 KOHCTPYKIIUS;

3) B OOJBIIMHCTBE CTPaH CO3/laHA CETh PETHMOHAIBHBIX LIEHTPOB, TI€ OCYILIECTBISIETCS paH-
HsIs aZICKBaTHAS Tepanus u peadunuranws 60msHbIX MB;

4) BO3MOXKHA JJopo/ioBas quarHoctuka MB;

5) peanbHOI CTAHOBUTCS T€HOTEPAITHS.

B EBpomne wactora 3a6oseranusi cocrabisieT B cpeaneMm 1:2000—1:3000 HOBOPOIKIECHHBIX.
B Poccun — 1:9000, mpu 5TOM 0OHa 3HAUMTENIBHO BapbupyeTcs MO pernoHaMm. Peako BcTpeua-
€TCsA B BOCTOYHBIX MOMyNsAusx u y appukanckoro Hacenenus (1:100000). B Pecnyonuke be-
napychb 129 yenoex (I'omesibckast 00macTh 28 4enoBek, U3 HUX 22 pebeHKa U 6 4elIOBeK cTap-
me 18 mer). Heckonbko MyTanuii SBISIOTCS YaCTHIMU B OTPEICIICHHBIX MOMysanusax: B ['epma-
Hun — 2143del, 8 Ucnanguu — Y 122X. B Poccun Hanbolee 4acTo BCTPEYAIOTCS CIEIYIONINE
mytaruu MB: F508del — 52 %, CFTRdele2,3 (21kb) — 6,3 % W1282X — 2,7 %, N1303K —
2,4 %, G542X — 1,9 %, 2184insA — 1,8 % [2].

B Pecny6iuke benapychy Hambonee yacteie mytauuu: F508del — 61 %, CFTRdele2,3 —
6,8 %, 2184insA — 4,1 %, N1303K — 3,4 %, G542X — 2,3 %.

Ienw

M3y4nuth 0cOOEHHOCTH TE€UEHHUsI CMEIIAHHON (OPMBI MYKOBUCITUI03a Y IETEH.

Mamepuan u memoowl ucciedosanusn

[IpoBeneH peTpOCNEKTUBHBIN aHaMN3 22 MEIUIIMHCKUX KapT CTAIlMOHAPHOTO MAIMeHTa, Ha-
XOJIMBILIUXCS HA JICYEHUH B yupexkJeHusx «lomenbckas oOnacTHas KJIMHUYECKash OOJIbHULIA» U
«[oMenbckas oOnacTHas IeTcKas KIMHUYEeCKas: OOBHUIIA» C TUATHO30M «MYKOBHUCITUI03Y.

Pes3ynremamut uccneoosanusn u ux oocyyicoenue

[To nanaeiM Ha 2015 1. B ToMenbCckoil 001acTH YCTaHOBIEHO 22 Clydash MyKOBHUCITHA03a Y
nereit. U3 vux, 7 (31,8 %) nuarnoctupoBano y aeBouek u 15 (68,2 %) — y mansuukoB. OgHaxo,
0 JINTEpaTypHbIM NaHHBIM, MB HacnenyeTcs o ayToCOMHO-PELIECCUBHOMY THIY, MAJIBUUKH U
JIEBOYKHU OOJIEIOT OJIMHAKOBO YaCTO.
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Bo3spacTtHas cTpykTypa: mpeamomkoasHbii Bo3pact (1-3 roma) — 2 (9,1 %) pebenka, mo-
HIKONIBHBIN Bo3pacT (3—6 set) — 4 (18,2 %) pebenka, mnaammii mkoiabHbI (611 1et) — 9 (40,9 %)
JeTel, mepuoy crapuiero mkoiabHoro Bo3pacra (11-18 ner) — 7 (31,8 %) yenosexk.

JlaHHbIit TuarHo3 BeICTABJIEH Ha MEpBOM roay xu3Hu y 15 (68,2 %) nereit, y 7 (31,8 %) ne-
Tel IuarHo3 BHICTaBJIEH Mociie rojaa (B nepuoje ot 1,7 no 15 ner).

VY nereii ['omennckoii obmactu MB BcTpeuaeTcss mperMyIeCTBEHHO B CMEIIaHHOW (opMme,
yacTora Kotopoii coctaBmia 90,9 % ciydaes, 9,1 % cirydaeB IpUXOIUTCS Ha JICTOUYHYIO (HOpMY.
VYuutbiBas BeAYIIYIO pOJib CMEIIAHHON (hOpMBbI, OBLTH MpOaHAIU3UPOBAHBI KIMHUYECKUE OCO-
6enHocTu TedeHuss MB naHHO#M GopMBI.

[To crenenu TspKecTH TeueHUs 3a00NieBaHMS TPEoOIagaeT TsDKenast CTeNeHb, KOTOPYIO UMEIOT
12 (60 %) nereit, y octanbHbIX 8 (40 %) yenoBek 3a001eBaHUE IPOTEKAET B CPEAHEH CTETICHH TSKECTH.

VY 13 (65 %) neteit umeercsi XpoHUYECKasi cTapUIOKOKKoBas uHbpeknus, 5 (25 %) nerein
UMEIOT XPOHUYECKYI0 cHuHerHoWHyIo uHdekuto. [Ipu stom y 2 (10 %) nereit craduiiokokkoBas
WHQOEKIHS OCTOXKHUIACH TPUCOSAMHEHUEM CHHETHONHOM, YTO yXY/IIaeT KIMHUYECKOe TCUCHUE
Y TIPOTHO3 3a00JIeBaHUSI.

[Ipu oueHke pe3ynbTaToB MOTOBOTO TeCTa OBLIO YCTAaHOBJIEHO, 4To y 1 (5 %) pebeHka KoH-
IIEHTpalys UOHOB XJyiopa Obuta B mpenaene ot 40 mo 60 mmomnw/n, a'y 19 (95 %) — mpeBwimana
ypoBeHb 60 MMOJIB/JI, 9YTO OATBEPKAAET AUarao3 MB.

B PecnyOnuke benapyck onpenenstor 8§ TUIOB MyTalwii, MO JTUTEPATypHBIM JaHHBIM K Ha-
cTosimeMy BpeMeHu uaeHTudumupoano 6onee 1600 myrammii u 250 monmumophu3MoOB B reHe
CFTR. Tuns myTanuii y nereii [oMmenbckoit o0macTu mpeacTaBieHbl B Tabmuie 1.

Tabmuua 1 — Tunsl MyTanui

KonuuecTBo nereit Tun myTanuu
AF508/AF508
AF508/N1303K
AF508/?
AF508/R668C
HE YCTAHOBJICH
AF508/3849+10Kb
AF508/C542X

== NN WO

Kax BugHO 13 Tabmuier 2 (10 %) netsiMm He YCTaHOBMIIM THUI MYTAallMid, U JUArHO3 ObLI BbI-
CTaBJICH HA OCHOBAHUM KJIMHUYECKOU KapTHUHBI.

VY OonbimHcTBa 0OMBHEIX MB 00HapyXuBaeTcsi HEIOCTaTOYHOCTh BHEIIHECEKPETOPHOM (PyHK-
LM [TOJDKETY0YHON XKeJe3bl C 0UE€Hb HU3KUM YPOBHEM WM MTOJHBIM OTCYTCTBUEM ITAHKPEATUYECKUX
(hepMEeHTOB B IBEHA/IIATUTICPCTHOM KUIIIKe. [Ipy MpoBeieHNH KOMPOIOTHYECKOTO UCCIICIOBAHMS HAM-
OoJiee 3HAYMMBIM TIPH3HAKOM SIBIISIETCSI BEIpayKEHHAsI cTearopes. [Ipu aHanm3e moy4eHHbBIX JTaHHBIX
YCTaHOBJIEHO, YTO HEHTPAJIBHBIN KUP B OONBILIOM KonuuecTBe ObUT 0OHapyxeH y 100 % mareHToB.
[lor KOHTpPOJIEM MAHHBIX KOIMPOJIOTHYECKOTO MCCIIEAOBAHUS IPOBOAAT KOPPEKIUIO J103bl TAHKPEATH-
geckux (hepmenToB. HanbosbIree KOMMUYeCTBO JeTei MoTy4datoT KpeoH B o3e 6500 En/kr/cyr.

Boieoowt

Takum 06pa3om, 1O JTaHHBIM aHAIN3a MOXKHO C/IENaTh BBIBOJL, UTO Yy AeTeil I 'omenbckoil obmac-
TH MYKOBHCIIMIO3 MTPOTEKAST MPEUMYIIIECTBEHHO B cMelanHou Gopme. Hanbonee yacto BcTpeyae-
masa mytaiusi AFS08. boseroT nmpenMyinecTBeHHO MalbuMKKH MIIQIIETO IIKOJLHOrO Bo3pacta. Ha-
JIMYUe KIIMHUYECKON KapTHHBI, HEUTPATBHOTO KHpa B OOJBIIIOM KOJTMYECTBE B KOMPOTrpaMMe Tpedy-
€T MpOBeJeHUsI OTOBOTo TecTa. KoHIeHTpanust HOHOB xJiopa y aetelt ['omenbckoit oGnactu, 00ib-
HBIX MYKOBHCIIH030M 00JIbIe 60 MMOJIB/N BIsSIBIIEHA B 95 % cilydaeB, 4TO TIOATBEPKIACT TaHHBINA
JIMarHo3, a Takxe Tpedyer nposenenne JJHK-quaraoctuku Ajist onpeneneHrs MyTaid. JTO MO3BO-
JISIET CBOEBPEMEHHO OCYITIECTBUTH a/IEKBATHBIC JIEUEOHO-PEaOMITUTAIIMOHHBIC MEPOTIPUSTHSL.
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