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CIINICOK COKPANIIIEHUN

AJIT — anmannHamuHoTpaHcdepasa

ACT — acnapraramuHoTpaHcdepasa

I[TT — ramma-TIIOTaMUITPAHCIIENTUIa3a
JHK — ne3oxcupn6oHyKIenHOBas KUCIOTA

MKCW — wuHTpanuTommasMaTndeckas MHDBEKINA CIIepMaTo3oupa B siille-
KJIEeTKY

VPT — MMMyHOpeaKTUBHBII TPUIICUH
KT OI'K — xoMmibioTepHasi ToMmorpadusi OpraHOB TPYHHOI KIeTKU
KT IIITH — xoMmnbloTepHas ToMorpadus NpUAATOYHbIX Ta3yX HOCa

JIOP — OTOPMHONMAPMHTOIOT, CHEIVATNCT TI0 JIedeHNIo 6o/e3Hell yxa, ropia
" HOCa

MB — mykoBMCLMT03

MBTP (cystic fibrosis transmembrane conductance regulator, CFTR) — myxo-
BUCLIVIJJO3HBIl TPAHCMEMOPAHHBII PETyIATOP IPOBOAVMOCTH

MPT — marHuTHO-pe30HaHCHast ToMorpadus

OAK — o6umit aHammns KpoBu

OPBM — ocTpas pecumpaTropHasi BUpycHas MH}eKIys
O®DBI1 — o6beM (HoOpcHpOBAHHOTO BBIIOXA 32 NIEPBYI0 CEKYHAY MaHEeBpa
IIITP — nonuMepasHas LieNHAs peakLuys

CO3 — cKOpOCTb OCefaHUsl SPUTPOLNUTOB

CPB — C-peakTuBHbI 6€0K

Y3W — ynbTpa3ByKoBOe MCCIeloBaHue

®BJ] — ¢yHKIMA BHELIHETO [IbIXaHUA

DOXKEJI — dopcupoBaHHas )XM3HEHHAsI €MKOCTb JIETKIX
Yl — gacToTa ObIXaTe/IbHbBIX TBU>KEHUI

YCC — 4vacToTa cepAeyHbIX COKpallleHMil

IIkama METAVIR (meta-analysis of histological data in viral hepatitis) —
CUCTeMa, UCIIO/Ib3yeMast [/l OLIeHKM cTafuy pubposa nedeHn

I® — menounas pocdarasa

9I'IC — 230¢aroracTpopyoseHOCKONA

9KO — sxcTpakopnopanabHOe OIUIOJOTBOpEHE
9x0-KI' — axokapanorpadmyeckoe ucciefoBaHme

Achromobacter xylosoxidans (A. xylosoxidans) — rpamMoTpuLIaTenbHasi, adpoo-
Hasl, OKCU/Ia30- U KaTa/Ia30I0/I0KITeIbHas, HOABIDKHAs 6aKTepus



CMUCOK COKPALLEHUH, TEPMUHOAOIUA

Aspergillus fumigatus (A. fumigates) — BUJ BBICIINX IIECHEBBIX I'PHOOB pofia
acmepruI, canpoduT 1 maToreH A/IA YenoBeKa

Haemophilus influenzae (H. influenzae) — remoduibHas mamouka

Burkholderia cepacia (B. cepacia) — aspobHble TpaMOTpuULIaTe/IbHble Hedep-
MEHTUpYIoLIVe GaKTepun

MRSA (methicillin-resistant Staphylococcus aureus) — MeTULMIINHPE3N-
CTEHTHBII CTapUIOKOKK

Pseudomonas aeruginosa (P. aeruginosa) — CMHETHOJHAs aJ04YKa
Staphylococcus aureus (S. aureus) — 30/I0TUCTBIN CTaUIOKOKK

Stenotrophomonas maltophilia (S. maltophilia) — rpamoTpunarenbHas
1a/109Ka, HO30KOMMAJIbHbIN IIATOTe€H

Ig (immunoglobulin) — uMMyHOrI06YIVMH

SatO, (carypaumsa) — wusmepsieMass B HPOIEHTaX BelMYMHA HACHIEHUSA
reMOITIO0MHA apTepuanbHON KPOBY KICIOPOLOM

TEPMMWHOJIOI'UA

Kucmosnwiii pubpos (mykosucyudos, MB) — ayTOCOMHO-peLjecCUBHOE
MOHOTeHHOe Hac/Ie[iCTBEHHOe 3abojieBaHue, XapaKTepyaylolleecs IMOpaXke-
HIIeM BCeX 9K30KPUHHBIX JKeJle3 OpraHusMa

Tern CFTR (mparcmemOpantbvlii pecynsmop nposooumMocmu myKo8Uucu-
003a, MBTP) pacriono>xeH B cepefyiHe IIMTHHOTO IIJIeva 7-11 ayTOCOMBI, COAep-
KUT 27 3K30HOB M oxsBarbiBaeT 250 000 map HyKnIeOTH[OB, KOHTPOMUPYET
CTPYKTYPY ¥ (PYHKIIMIO OZHOMMEHHOTO OeKa

MBTP-mo0ynamopv. — TpenapaThl, AefiCTBYe KOTOPhIX HaIlPaB/IeHO Ha
BOoccTaHOB/IeHNe pyHKuuy 6enxa MBTP

Dapmakonoeureckas mepanus MyKo8UCUU003d — Tepanmus, IpegycMa-
TPMBAOIIAs IpUMeHeH/e KOPPEeKTOPOB I MIOTEeHLIMATOPOB, HallpaB/IeHHAsA Ha
BOCCTAHOBJIEHNE pabOThl HATPUII-XIOPHOTO KaHajIa

Koppexmops, — nekapcTBeHHbIE CPE[CTBA, IIO3BO/IAIOLINE MYTaHTHOMY
6enxy MBTP npoiitu yepe3 CUCTeMy BHY TPUK/IETOYHOTO KaueCTBEHHOTO KOH-
TPOJIA, 3aHATH IPaBWIbHOE MOJIOKEHNe Ha alMKa/lbHO MeMOpaHe (MyTanum
IT xmacca)

ITomenyuamopoi. MUIIEHDbIO TaHHBIX IIPENAPaTOB ABJIAITCA MOJIEKY/IbI
MyTaHTHOrO 6enka MBTP, pacrionaraioniyecs: B alMKanabHoi MeMbpane. [leii-
CTBMe IIOTEHLMATOPOB HAIlpaB/IeHO Ha BOCCTaHOBJIeHNMe (akTuMBaIuio) GpyHK-
VM MIOHHOTO KaHajIa, 00pa3soBaHHOIO MyTaHTHBIM 6enkoM MBTP (Myrtarym
ITI-1IV kmacca)
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MYKOBMCLIMAO3 Y AETEM: 100 BOMPOCOB M OTBETOB

BBEAEHME

YKOBMCIMIO3 (KMCTO3HBINI (UOPO3) XOTA ¥ OTHOCUTCA
K opaHHBIM 3a00/eBaHUAM, HO B KIMHUYECKON IPAKTHUKe
BCTpevaeTcs JOBOIbHO YacTo. HecMOTpst Ha JOCTUTHYTBIE 32
HOCTIeHIe AeCATUIETUs YCIeXU B M3YYEHUU 9TOTO CIOXKHOTO 3ab0/IeBaHus,
B €r0 [JMArHOCTMKE U Tepaluiu BCe ellle COXPAHAITCI CJIOKHOCTH. [Io mosiB-
JIEHVS1 HEOHATa/IbHOTO CKPMHMHIA, BBEIEHHOroO B cTpaHe ¢ 2006 ropa, mua-
THO3: «MYKOBUCIII03» 9aCTO YCTAHABIMBAJICA MO3JHO, YTO 00YC/IOBINBAIIO
HeCBOeBpeMeHHOe Ha3HadeHVe 6a3MCHOI CYMIITOMATHNYECKOI TePAIINY 1 II7I0-
xoit porHo3. Ha coBpemeHHOM 3Tare 671arofapsi BBEJEHII0 HEOHATAIBHOTO
CKPVMHIHTA JUarHO3 JO/DKEH YCTaHAaBIMBAThCS B BO3pacTe 1-2 MecsilieB mocie
poxaenns pebeHka. OZHaKO OBIBAIOT MCK/IIOYEHMS, KOTZa CKPUHMHT N60
IeMOHCTPMPYET JIO)KHOOTPUIATEIbHBIN pe3y/IbTat, 1160 He ObUI NpOBeleH
BOBpEMs, II09TOMY IefuaTrpaM HeOoOXOAVIMO COXPAaHATb HACTOPOXKEHHOCTDb
Y BHMMATEJIbHO IIPOBOAUTH AudQepeHINaNbHyI0 AMATHOCTUKY B CIydae
CTIOKHBIX 1 HEIIOHATHBIX 3a0o/eBaHuil y pebenka. K HacrosieMy MOMEHTY
B Poccuy He ocTanoch fieTelt, KOTOpble POAVIINCE ObI O HEOHATAIBHOTO CKPU-
HMHTa Ha MyKoBuCI03. CO CKpMHMHTA HaYMHAETCs IepBbIil LIl K ITOCTa-
HOBKE JIIaTHO3a, OT 9TOT0 3aBUCUT CyAbOa 60TBHOTO MYKOBUCIMZO30M.
Kimandeckas kapTuHa MYKOBUCII/[03a BeCbMa pa3HOOOpasHa, 4To 00y-
CTIOBJIEHO OOJIBLINM KOTMYECTBOM MYTAlil B TeHe MYKOBUCI[I/JO3HOTO TPAHC-
MeM6paHHOrO perynsaropa (MBTP). Vimetotcst XapaKTepHble [/Is 9TOTO 3a60-
JIeBaHUsI CUMIITOMBI, HO HepeIKO MYKOBMCIM/I03 CKPBIBAETCS IIOf «MacKOi»
npyrux 6onesteit. Heo6xopumo yensaTh NpucTaabHOE BHUMAaHE KOMIUIEKC-
HOI1 6a31ICHOIT Tepanuy U TIaTeIbHOMY Hab/IoieHNIo 3a maryeHToM. CoBpe-
MeHHble 3HAHMS O MATOTeHHBIX MUKPOOPTaHM3Max U Tpubax MO3BOMSIOT
B HACTOsAIee BPeMs PalMOHa/JIbHO IOAOMpPATbh aHTUOAKTEPMANIbHYIO U IPO-
TUBOTPUOKOBYIO Tepamuio. BakHOI 4YacTbi0 JiedeHMs OONBbHOTO MYKOBIIC-
IIMJI030M C NAHKPeaTMYeCKON HEeZOCTATOYHOCTBIO SABJAETCA HMOAOOP O3B
(bepMeHTOB 1 HazHa4YeHMe CIelUaIbHOI AyeThl. C MOMOIIbI0 Tab0paTOPHBIX
Y VMHCTPYMEHTAIbHBIX MCC/IEOBAHUII MOXKHO KOHTPOIMPOBATh COCTOSHUE
JIETKVIX, TIPYATOYHBIX IT1a3yX HOCA, IeYeHM, TOIKETyLOYHOI XKee3bl, CepALa
U BOBpeMs KOPPEKTHpPOBaTh Tepamuio. JJoka3aHO Takxe, YTO AbIXaTelbHas
TMMHACTVKA ¥ TedeOHas PU3KYIbTYpa, WIN TaK HadblBaeMast KMHe3UTepaIius,
ABJISIIOTCS HEOTHEMJIEMOJI YaCTbI0 KOMIUIEKCHOTO JIeYeHVs] MYKOBUCI/I03a.
CeropHsi CyLIeCTByeT MHOXXEeCTBO BO3MO>KHOCTEl IIOMOYb [TALMEHTY C CAMOTO
Haydasa (C MOMeHTa IOCTaHOBKM AMArHO3a), YTOObI COXPaHUTD XOPOIilee CaMo-
YyBCTBIE 1 HOJ/IeP>KMBATh COCTOSIHIIE BCEX OPTAHOB ¥ CUCTEM, MAKCUMAJIbHO
OTCPOYMB TeM CaMbIM VJIY BOBCE CHSB BOIIPOC O HEOOXOAMMOCTH TPAHCIIIAH-
TALMY [TeYeHN U JIETKUX.
Bonbiunm mpopsIBOM B Tepanmuy MYKOBUCIM03a CTala MaToreHeTuIe-
cKasd (TapreTHas) Tepamnus, XOTsA C MOMEHTa OTKPBITHA 1IepBoit MyTauuu MBTP
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BBEAEHME

B 1989 ropy npomuno Bcero 35 net. Ha ceromHANIHMIT eHD y KaXKIOTO MaleHTa
C MYKOBMCII/J030M MOXKHO pacuiin@poBarh FeHOTHII, YTO BO MHOTOM OIIpefie-
JsIeT TedeHMe U MporHo3 6onesnn. Hammume y KaX[oro mamyeHTa «BTOPOro
HacHopTa» — reHeTU4eckoro (¢ pacmmppoBaHHBIMY MYTALVSIMU) — CTaIo
0c000 aKTyaJIbHbIM B 9Py TapreTHON Tepanuy, KOTopas B KOpPHe M3MeHWIa
MHOIVe CyfpOBl IALMEHTOB B MUpe M B Hallell cTpaHe. Bpau Ho/DkeH He
TO/IBKO CBOEBPEMEHHO HA3HAYUTDH MOAXOfsllee ITaTOreHeTUYeCKoe iedeHe,
He YIYCTUTb BpeMs, HO TakKe OTCIeAUTb 3¢ (eKTUBHOCTb U 0e30MacHOCTD
TApPreTHOI Tepanuu, BOBpeMsi TPy HeOOXOAMMOCTH TIOMEHSITh [Ipenapar.

MyKOBUCII[I03 — 9TO C/IOKHAsi, MHOTOIpaHHas Hpobrema, M3ydaTb
KOTOPYI0 TEOPETHYEeCKM ¥ Ha IPAKTMKe HEIPOCTO. ABTOPBI HACTOSIIETO
Y4€HOro MOCOOMs MpefCTAaBMIN MaTepuan B HOCTYIHOM ¥ OpPUTMHAIBHOIN
¢dbopme — B Bujie BOIIPOCOB 1 OTBETOB. Takue BOPOCHI OOBIYHO 3a/aI0T y4a-
I[yeCsl TPeIofaBaTe/siM, OPAMHATOPBl — CBOMM KypaTopam, Bpauu — KOH-
Cy/nbpTaHTaM U nnpodeccopam. B yaue6HOM mocobum cobpaH 06beMHBII cOBpe-
MEHHBII MaTepyaJl 110 TEOPETUYECKIM BOIIPOCaM, KPaTKO, HO €eMKO M3/I0>KEeHbI
KIMHMYeCcKye acieKThl 3ab6oneBanns. [Ilar 3a marom, crpaHuiia 3a CTpaHuiiei
aBTOPBI IOC/IEOBATe/IbHO PACKPBIBAIOT CaMble Ba)KHbIe MOMEHTBI IIaTOre-
He3a, KIMHNYECKOTO TeYeHNs 1 JIedeH!sI MYKOBucLupo3a. I/ 3aKpernienns
Marepuaga B KaX[OM pasfie/ie Ipe[CTaBlIeHbl TeCTOBble 3aflaHusA. B KoHIje
y4e6HOTro 1OCOOMS PaCIONOXKEHBl CUTYalMOHHBIE 3alaull ¥ OPUTMHA/IbHBII
TeMaTU4YeCKUil KPOCCBOPJ], YTO MO3BOJMUT HE TONBKO YCBOUTH MaTepuas, HO
Y CaMOCTOSITE/IPHO IIPOBEPUTH MOMy4YeHHbIe 3HAHMs B 00/1aCTV MYKOBUCIV-
mo3a.

Ilenp HacTOsAIIETO Y4eOHOTO MOCOOMSA — COBEPLIEHCTBOBAHME 3HAHMI
10 MYKOBUCII/J03Y /IS €T0 CBOEBPEMEHHOIT MAaTHOCTUKY, JIedeHMsI i TpOdu-
JTAKTVKY OCTIOKHEHMIT. YueOHOe [T0co6ye MOXKeT OBbITh MICIIO/Ib30BAHO CTY/eH-
TaMU MeAUIMHCKIX BY30B U KOJIUIEMKEll, OPAMHATOPAMY 1 MPAKTUKYIOLINMU
nefuMaTpamn, a TaKXKe MPernofaBaTesiIMi CPeHel M BBICIIEN IIKOIbI M-
LUHCKOro npoduis mo crenyanbHocTsM «[leguarpus», «leHeTnkar», «Memgu-
LVHCKas peabumnTanys».
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PASAEA 1

MCTOPUS M TEHETUKA
MYKOBMCLIMAO3A

YTO TAKOE MYKOBMUCLIMAO3 U KUCTO3HbIN ®UEPO3,
ECTb AU PASHMLIA?

MyxkoBucuyunos (MB) u xucrosueiit ¢ubpos (cystic fibrosis) — aro
CUHOHVMBI.
MyKOBMCLIM/I03 — OFHO M3 CaMbIX YacTO BCTpedaeMbIX Op(aHHBIX

3a00eBaHMMIL; CUCTEMHOE HAC/Ie[CTBEHHOe MOHOTeHHOe 3aboneBaHue, 00y-
CIOBJIEHHOE MYyTalMeil TeHa TPAaHCMeMOPaHHOTO Pery/IsATopa MyKOBUCLIMI03a
(MBTP); xapaKTepusyeTcs IIOpaKeHIEeM BCeX 9K30KPUHHBIX JKeJle3 )KII3HEHHO
BA)KHBIX OPTAaHOB U CUCTEM OPraHM3Ma, BHIPA)KEHHOI I'€HeTHYeCKOll reTepo-
TeHHOCTDIO; OT/INYAETCS OOBIYHO TSKE/IBIM TeYeHVEM U IIPOTHO30M; HaCTIeAy-
€TCA TI0 ayTOCOMHO-PELIeCCMBHOMY THUITY.

KAK MYKOBUCLIMAO3 KOAMPYETCS MO MEXXAYHAPOAHOM
KAACCUPUKALIMM BOAE3HEM (MKB-10)?

E84.0 Kucrosusiit ¢pubpo3 ¢ 1eroYHbIMU NPOSBACHUAMY (IIPU COXPaH-
HOJI QYHKIVN TTOJPKETyTOYHOI JKeJIe3bl).

E84.8 Kucrosuslit ¢pubpo3 ¢ fpyrnmu npospaeHUAMN (KIaccudecKuit
MYKOBVCIIIJJ03 C TIAHKPeaTN4eCKOI HeTOCTaTOYHOCTBIO).

E84.9 HeomnpeneneHHbll JUArHO3 Y MOIOXUTE/IbBHOM HEOHATaTbHOM
CKPVHMHTe Ha MyKOBMCLIMIO3.

12



PA3AEA 1

KOTAA BMEPBbIE 6bIAU OMUCAHDI CAYHAU MYKOBUCLIMAO3A,
M KOTAA BOAE3Hb BbIAEAEHA B CAMOCTOATEAbHYIO
HO3OAOIMYECKYIO ®OPMY? KAK HA3bIBAAACb BOAE3Hb

B APEBHOCTW? KTO BMEPBbIE MTOCTABUA AUATHO3:
«MYKOBUCLIMAO3>» B POCCUN2? KTO OCHOBAA POCCUMACKYIO
LUKOAY MYKOBHUCLIMAO3A?

B cpenHeBeKOBBIX €BpOIECKMX IpefaHuAX OblIa ApeBHsS IpUMeTa:
€C/IN TIPY TIOL[eTye HOBOPOX/IEHHOTO pebeHKa MaTh OIIyIIlaia CONeHBII IPMB-
KyC, 9T0O OBUI 3HaK, 4TO pebeHOK oOpedyeH Ha CKOpylo cMepTb. Kak ommcano
B croBape ].X. Pfyffer, npuunnoit satoro 3ab6oneBanns ObUI «IIOLETYI BEAbM».
bonesnp HaspiBamm «Iouenyli CMepTH», «CMepTelIbHbIN Iolenyi». B 1938
TOfly MyKOBJCIIMO3 OBbIT BBIfIETIEH B CAMOCTOATEIbHYI0 HO30/IOTMYECKYIO efiyi-
Huny matonoroanaromoM D.H. Andersen u monmyumn Ha3BaHMe «KMCTO3HBIN
¢ubpo3 momKenyRoyHoi xenespl». B 1942-1944 ropy S. Faber mpemmoxxnn
TePMUH «MYKOBUCLIUO03» (MYKYC — CIU3b, BUCUUOYC — BSI3KMIL).

B Poccun BriepBble iuarno3: « MyKoBUCLIMIO3» OBUI IIOCTaB/IeH peOeHKy
npodeccopom C.B. PaumHCKMM B IyIbMOHONOIMYeckoM oTmenenvy HIN
nepuarpuun AMH CCCP (puc. 1). OcHoBaTeneM pOCCUIICKON HIKOIBI MYKO-
Bucuuposa cran npodeccop H.J. Kampanos (puc. 2).

Puc. 1. Mpodeccop
Cepreit BAapnmuposuy

Pauntckmit. Puc. 2. Mpodeccop Hukonait MeaHosny Kanparos.

YEM OBYCAOBAEH MYKOBUCLIMAO3?

MyxkoBuciupos obycnosneH myrauueit B rene MBTP (cystic fibrosis
transmembrane conductance regulator, CFTR), KOTOpbIifI KOHTPOIMPYET
CTPYKTYpPYy U QYHKLIMIO OFHOMMEHHOTrO 6enka. benok MBTP — 310 Xmopup-
HBII KaHa/, KOTOPBIIl PAcCIONOXKEeH B AIMKAIbHON 4acTy MeMOpaHbI SIu-
Te/MaNbHBIX K/IETOK, BBICTW/IAIOLIMX BBIBOJHBIE IIPOTOKM >Kejle3 BHEIIHel
cexpenuy (IIOTOBBIX, CTIOHHBIX, JKe/le3 B OPOHXaX, HMOMDKETyJOYHOI XKerese,
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MCTOPUA N TEHETUKA MYKOBNCLMAO3A

KUILIEeYHVKe, YPOTeHUTaIbHOM TpakTe). OH perynmpyeT TPaHCIIOPT 3IEKTPO-
7nTOB (ITTaBHBIM 006pa3oM XJI0pa) MEXAY STUMU KIeTKaMU ¥ MeXK/IeTOYHO
XUAKOCTBbIO0. [Ipy MyKkoBucHujo3e pabora KaHama HapyLIaeTcs, U BCe 9K30-
KPMHHBIE CeKPeThbl CTAHOBATCS BASKUMIL.

KAK HACAEAYETCSl MYKOBUCLIMAO3?

MykoBUCIIU/I03 — ayTOCOMHO-peliecCHBHOE 3ab0/IeBaHe; KaX/Iblil U3
pornuTesnel HauyeHTa C MyKOBUCIMIO30M ABJIsieTcA HocuTeneM reHa MBTP, ne
uMesi IpY 5TOM KJIMHMYeCKUX IposiBaeHnit. YacToTa HOCUTENIbCTBA My Taluii,
ACCOLMMPOBAHHBIX C Pa3BUTHEM MYKOBVCLMZO03a, pa3ANdaeTcad B 3aBUCUMO-
CTU OT TIONY/IAIMY ¥ MOXKET BapbupoBath oT 1:90 /s a3MaTCKMX MOMY/ALMIA
1o 1:29 1 eBporeiickux nonynAumit. B cpegaem ¢ atum 3aboneBanmeM cpemyu
eBpoIenleB poxpaercsa 1 yenosek Ha 2500-4500 HaceneHuA, IPUMEPHO KaX-
nblit 20-11 eBpoIIeel] BIsAeTCSA HOCUTeNIeM MyTaHTHoOro reHa MBTP.

Kakas BepoATHOCTD HOAB/IEHNA peOeHKa C MYKOBUCLIU/IO30M Y POAMTe-
7Ieil ¢ HOCUTEeNbCTBOM reHa MBTP?

BepoATHOCTD mosABIeHNs pebeHKa ¢ MYKOBUCLIZIO30M, ec/u 06a popu-
tensa — Hocutemu reda MBTP, — 25%. C BeposiTHOCTBIO 50% pebeHOoK OyneT
HOCKTeIeM MyTaluy (C BepOATHOCTBIO 25% peOeHOK OyaeT HOCUTe/IeM MyTa-
nuy ot Matepy, 25% — oT otua). C BeposATHOCTbIO 25% pebeHOK He OyneT
HacjIefloBaTb HU OfIHY MYTaluio. BepoATHOCTb He M3MEHAETCS C KaXK[oil
Hocrenyrolelt 6epeMeHHOCTbIO (puc. 3).

BceMm pmetsiM, KOTOpBIe ABNAIOTCA HOCUTensaMu Mytanuu MBTP, B 6yny-
meM (BO B3pOC/IOM BO3pacTe) IpU IUIAHUPOBAHUY CEMbU TPeOYIOTCS KOH-
CY/IbTalVs TEHETHKA U TeHeTHYecKoe MCCaefoBaHue Ha Hamune reHa MBTP
y My>Ka/>KeHBbl.

Marb — HOCUTENTb Orel — HOCUTETD
rena MB rena MB

i

25% 25% 25% 25%
Pe6enok Pe6enok — Pebenox — Pe6enok
6e3 rena MB  HOocuTenb rena MB HocuTenb reHa MB c MB

Puc. 3. HacaepoBaHue MykoBucumaosa (aBTop pucytka B.I1. YepHesuu).
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PA3AEA 1

BO3MOMXHA AU MPEHATAAbHAS AMATHOCTUKA
MYKOBMCLIMAO3A?

Ecnu poputennu 3HAIOT, 4TO ABJATCA HocuTenaMu myTtauuu MBTP, To
BO3MOXXHO IIPOBEJCHIE IIPEHaTanbHOM ArarHoctukn. Ha cpoke 9-19 nenenn
HIPOBOAMUTCS OMOTICHS XOpUOHa, ¢ 13-i1 Hemenn — amuuoneHTe3 (puc. 4). Ilo
>KeTaHUIO pOAMTeNel, 0 MEOVIIMHCKUM ITOKAa3aHNUAM BO3MOXKHO IIpepbIBaHKe
OepeMeHHOCTH, eC/i peOeHOK yHac/IefoBaln 06e My Taly.

buoncusa XopuoHa AMHI/IOI.ICHTCS

3abop obpasua

Harauk Y3/~ AMHMOTHYECKas Harunk Y31
4 TKaHJ XOpUOHa SKUIKOCTD
- o
= Martka
ITnanenra L Marka
IInox

ITnanenTa

IInon

Puc. 4. broncus xoproHa U aMHUOLLeHTe3.

(McTounuk: https://www.oldlekar.ru/beremennost/plod/trisomiya-13.html).

CKOAbKO MYTALIMM B TEHE MBTP?

Bornee 2000 myTanuit rena MBTP onucano B 6aze HGMD (Human Gene
Mutation Database). B 3aBucumocTty ot Bmsnus Ha ¢yHkunio 6enxa MBTP
BCe BapMaHTBl HYKIEOTHUHOI IOCTefoBaTe/ibHOCTM reHa MBTP moppaspe-
JISIIOT Ha 6 OCHOBHBIX KJIACCOB, XOTs MHOTJIA BBIJENAIOT 1 7 KJIaccoB. Boife-
JIAI0T TaK Ha3bIBaeMble TsDKENIble M MATKME MYTAaluM, IPMBOAAIIMe K Ooree
TSDKE/IBIM U 60J1ee JIETKMM IPOSIBIeHNAM MyKoBycuyaosa. Myrtanum I, IT u I11
K/IaCCOB OTHOCATCSA K «TSDKETIBIM», TaK KaK IPUBOAAT K IIOIHOMY MIN II0YTU
HIOTHOMY IIpeKpalleHnIo PyHKIMM XTTOPHOTO KaHaa. B cioyyae myranuit IV-
VI kmaccoB coxpaHsAeTcs 0CTaTOYHasA (PYHKINA XTIOPHOTO KaHajIa, 4TO IPUBO-
IUT K 60jIee IeTKMM IPOSABICHNAM MYKOBMCLIMAI03a (puc. 5).

IToyemy Ba>kHO 3HAaTb T€HOTUII HanyeHTa? Bo-nepBbIX, /1 yTOYHEHNUA
IPOrHO3a 3a00/IeBaHNsA, BO-BTOPBIX, YTOOBI IOHMMATDb MEPCIIEKTUBBI MTaTOTe-
HEeTMYeCKOJl Tepalluy ¥ MMeTb BO3MOXXHOCTb OIIpefie/INTb, KaKye IpernapaTsl
HMOAXOMAAT KOHKPETHOMY IallMeHTY.
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MCTOPUA N TEHETUKA MYKOBNCLMAO3A

Kmacc 1 Knacc 2 Knacc 3

Knmacc 4 Knacc 5 Kmacc 6 Knacc 7

YHKILS HIDKEHO Benok ne
CFTR kananma KOUYECTBO 6
CHIDKeHA eKa CTaON/ICH

MPHK

Yy

Puc. 5. Kaaccbl MyTauumit B reHe TpaHCMeMBPaHHOTO PETYASTOPA FeHa MyKOBUCLIMAO3A.
(PucyHok 3anmcToBaH De Boeck, K. Cystic fibrosis in the year 2020: disease with a new face.
Acta Paediatr. 2020; 109: 893-899. https://doi.org/10.1111/apa.15155; Lopes-Pacheco M. CFTR
modulators: Shedding light on precision medicine for cystic fibrosis. Front. Pharmacol. 2016; 7: 275
DOI: 10.3389/fphar.2016.00275. ¢ uUsmMeHeHUsMM).

TECTOBBIE SAAAHMA K PASAEAY 1

1. YTO TAKOE MYKOBUCLIMAO3:

a) ayTOCOMHO-peLeccHBHOE 3a60AEBaHME, XapaKTepusylolyeecs nopa-
KEHMEM BCEX IHAOKPUHHbIX KEAE3, @ TaKXKe XM3HEHHO BaXKHbIX Opra-
HOB U1 CUCTEM

b) cucTeMHoe HacAeaCTBEHHOE MOHOTEHHOE 3a60AEBaHME, O6YCAOBAEH-
HOe MyTauuel reHa TPaHCMEMBPAHHOTO PETYASTOPA MyKOBUCLIMAO3A,
XapakTepusyloljeecs TOpPaXxeHUeM BCeX SK30KPWHHBIX XeAe3 XM3-
HEHHO BaXKHbIX OPTaHOB M CUCTEM OPTaHM3Ma, HacAeAyeMoe Mo ayTo-
COMHO-PeLeccHBHOMY TUMY

C) OAHO M3 CaMbIX PEAKNX ay TOCOMHO-AOMMUHAHTHBIX MOHOTEHHbIX HACAEA-
CTBEHHDIX 3a60/\eBaH14171, XapakTepusyrouwjeecs nopaXeHnem HEKOTO-
PbIX 3K3OKPUHHDBIX )KEAE3, a TaKXKE XXU3HEHHO Ba>XKHbIX OPTaHOB 1 CUCTEM

d) pasHoBUAHOCTb KMCTO3HOTO HKBPO3a

2. KTO ABASETCS OCHOBATEAEM POCCUIMCKOM LLKOADI
MYKOBMCLIMAO3A:

a) H.M. KanpaHos
b) basuanyc Pabep
¢) C.B. PaunHckui
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PA3AEA 1

d) Aopotu AnaepceH

3. YEM OBYCAOBAEH MYKOBUCLIMAO3:

a) HapyLEHWEM PETYASLUM KAETOK, BHIAEASIOLYMX BA3KMI CEKPET B MeX-
KAETOYHOE MPOCTPAHCTBO

b) noaomkolt kaHaAa, KOTOPbI PEryAMPYeT TPAHCMOPT HATPUS M KaAMs
MEXAY KAETKaMU U MEXKAETOYHOM XMAKOCTbIO, U BCE CEKPETbl CTaHO-
BATCA BA3KMMU

C) TIOAOMKOW XAOPUAHOTO KaHaAa, KOTOPbIM pPeryAupyeT TpaHcnopT
9AEKTPOAUTOB (TAABHBIM OBPA30OM XAOPA) MEXAY KAETKAMM M MeXKAe-
TOYHOM XXMAKOCTbIO, M BCE CEKPETbl CTAHOBATCA BA3KUMM

d) reHeTMuecKol MOAOMKOM, BCAEACTBME YETO OBPA3YIOTCH KAETKM
C HAPYLUEHWSAMM, BbIAGASIIOLLME BS3KMI CEKPET BO BCEM OPTaHW3Me

4. KAKOBA BEPOSITHOCTb, YTO TPETMM PEBEHOK
Y POAUTEAEM-HOCUTEAEM TEHA MYKOBMCLIMAO3A BYAET
BEOAETb MYKOBMCLIMAO3OM, ECAM MEPBbIE ABA PEBEHKA
ABASIOTCA HOCUTEAAMM:

a) 75%
b) 50%
<) 10%
d) 25%

5. KAK Y3HATb AO POXXAEHMS, BYAET AW Y PEBEHKA
MYKOBMCLIMAO3:

a) ANATHO3 MOXKHO NMOCTAaBUTb TOAbKO NMOCAE POXAEHUA, TIPU MPOBEAEHUN
NMOTOBOTO TE€CTa

b) AWArHo3 MOXHO YCTAHOBUTb MO aHAAM3Yy KPOBU MaTEPU TMOCAE 20-¢
HEAEAU 6ep6MeHHOCTM

C) AMAarHO3 MOXHO YCTaHOBMTb Ha cpoke 9-19 HepeAb Mpu Momoluu
61oNCHU XOPUOHa, ¢ 13-11 HepeAr — METOAOM aMHUOLLEHTE3a

d) AMarHo3 MoOXHO YCTaHOBUTb TOAbKO NocAe 20-i HepeAn GepeMeHHo-
CTU METOAOM aMHUOL|eHTe3a
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MATOIEHE3 N KAMHNYECKME MPOSBAEHNA

PASAEA 2

[NMATOTEHE3 M KAMHNYECKME
[MPOABAEHWA

3ABUCAT AUKAUHUYECKUE MPOABAEHMA MYKOBUCLIUAO3A
OT TEHOTUNA BOAbHOTIO?

YeTKOJ KOppensuyuyu MeXAYy TeHOTUHOM U (eHOTUIIOM y OOJIbHBIX
MYKOBUCLMIJ030M He OTMevaeTcsd, T.e. IAaIleHTbl C OfMIHAKOBbIM T€HOTUIIOM
(maxxe cubCHI) MOTYT IMETh pa3HOe TedeHMe 6oe3Hn. PeHOTUIT MYKOBUCIIN-
I03a olpefeNnAeTCs He TONbKO MyTanyei reda MBTP, Ho u popMupyeTcs 1oz
B/IUAHNMEM JIpyruX (pakTOpOB, TaKuMX KakK IMUTaHUe, 00pa3 >KU3HY, Ha/IM4due
nimn OTCYTCTBI/IC Bpe]_‘LHbIX l'IpI/IBbI‘IeK. O,I[HaKO B JU/[TepaType OIIMCAaHO, 4YTO
narueHTsl ¢ I-1II k1accoM MyTanuit OOBIYHO MMEIOT HoJIee TsKeNIoe TedeHue
60sesHn, yem nanyeHTsl ¢ IV-VI knaccom.

MOYEMY CEKPET CTAHOBUTCS BA3SKUM?

MyTtanuu rena MBTP HapylIaloT He TONbKO TPAHCIOPT, HO U CEKPeLIo
MOHOB X/10pa. XJIOPUABI C TPYAOM IPOXOAAT MU BOOOIEe He IPOXOAAT Yepes
MeMOpaHy K/IeTKM, YBeIMIMBACTCS peabcopOus HaTpys, HapyIlaeTcs 9/IeK-
TPUYeCKUI1 MOTeHLIMA, YTO BbI3bIBaeT M3MEHEHMe 3NeKTPOIUTHOIO COCTaBa
U JeTUJpATalVI0 CeKpeTa >Kelle3 BHellHeil cekpenyn (puc. 6). B pesynbrare
BBIJIE/IAEMBIN CEKPET CTAHOBUTCS YPE3MEPHO T'YCTBIM U BASKMM.

18



@ Hopma

IIpocser
TIBIXATE/TDHBIX i

YTl “ o S N L

AnukanpHasg =
TIOBEPXHOCTD

OnurennanbHas
KJIeTKa

baszanpHas
TIOBEPXHOCTD

P

Aa0ga.

|

PA3AEA 2

@ MykoBuCIum03

B e N S e e S i, L
AN

ol
Hou Hoam
Zeopa AL

AN

.

s

[=] B-appenopeuentop

Puc. 6. [MatoreHes sSAeKTPOAUTHbIX HAPYLLEHWIT NMPU MyKOBUCLIMAO3E.

(Mctounmk: https://meduniver.com/Medical/vnutrennie_bolezni/mukoviscidoz.html).

KAKME OPFAHbI MU CUCTEMbI MOPAXKAIOTCS MPU
MYKOBMCLIMAO3E?

HPI/I MYKOBUCHMIIO3€ IIOpA’KAIOTCA BCE OPTraHbl, I'l€ €CTb JK€J1€3bl BHEIII-
Helt CeKpenun, Takne Kak j1erkue, )I(EHYI[O‘{HO—KMHIC‘{HBIIZ TPaKT, II€4Y€HDb, 101~
JKenynovdHas JKejie3a, MOYEIIo/IoBadA CUCTEMaA, OKOJIOHOCOBbDIE I1a3yXM, pEIIpo-
AYKTUBHaA CUICTEMA, YTO BbIpA’KA€TCA B PA3/INMYIHbIX HAPDYIICHUAX UX pa6OTbI

(puc. 7).

O6me

— 3anepxKa pocta (ManbHyTpuuMs)

— unoutamuHos A, E, K, D

Hoc

— Monuni
— CHHyCHTBI

Meveb
— Creato3
— MoprankHas rneprenaus
KenyHblit ny3bipb
— Xonenutuas
— 06CTpyKTUBHAS XenTyxa
HOBOPOXAEGHHBIX

Koctu
— luneprpoduyeckasi ocTeoaprponars
— Aprput
— OcTeonopos

Kuweynuk

— MeKOHMUeBbIi NEPUTOHUT, MEKOHMEBas

HENpOXOAMMOCTb KHLIBYHUKA
— Bbinaexme npaMoit KKK
— WkBaruHauws
— CTpaHrynsuMoHHas KAwweuHas
HEnpoXoAMMOCTH
— Ou6posvpylowias KonoHonatus
— AnneHguuuT
— ATpe3usi KLIeYHUKa
- MaxoBasi rpbika

Puc. 7. M)’AbTMOpTaHHOG nopaxxeHne nNpu MykoBuUCLIMAO3E.

Nerkue
— BpoHXoaKTasbl
~ BpoHxuT, 6poHxuonuT
~ MHesMOHMA
— Atenexras
~ Kposoxapkakbe
- MHeBMOTOpaKC
- JleroyHoe cepaue
~ JleroyHas HefLOCTATOYHOCTD
~ Cnuauctble npobky B 6poHxax
o D i
- nytei
Cepaue

- npaBoro Xenyn
— [unatauwsi Nero4Hoit aprepui

Cenesenka
— Tunepcnnexusm

Muweson
- lacTpoasodareanbhas pediokcHas 60ne3Hb
Mopxenynoynas xenesa
- Mankpearut
~ NleduuuT MHCYNMHA
— CMNTOMATHYECKas rUneprauKemMis
— CaxapHblil guaber

PenpoaykTuBHas cucTema
— Becnnoave (acnepmus, orcytcTaue
CeMSIBLIHOCSLIMX NPOTOKOB)
— AmeHopes
— 3ajiepXKa N0/10BOr0 Pa3BuTHs

(McTounmk: https://dermatologys.ru/lechenie-vzroslyh/603-mukoviscidoz.html).

19



MATOIEHE3 N KAMHNYECKME MPOSBAEHNA

KAKOB MATOTEHE3 HAPYLLEHUM B AbIXATEAbHOW CUCTEME,
M KYEMY 3TO NPUBOAMUT NMPU MYKOBUCLIMAO3E?

[oBbllieHNe BASKOCTM CEKpeTa, BBICTU/IAOIIETO [bIXaTe/IbHble IIyTH,
OPUBOIMUT K TOMY, YTO HapylIaeTcsl MYKOLWIMAPHBIN KIMPEHC: PeCHUYKU
MepLaTeJIbHOTO SIUTEINS CIM3UCTONM OOOJIOUKM PeCHMPAaTOPHOTO TPaKTa
He MOTYT CHPaBUTHCA C BASKMM CEKPETOM, T.€. HE BBIBOJAT €r0 MOTHOCTHIO,
MIO3TOMY CEKpeT, MeJIKME YaCTUYKU M MUKPOOPTaHU3MbI, KOTOpbIE NTONa/lal0T
B GPOHXOJIETOUHYIO CHCTEMY C JIbIXaHJeM, HAKAIUIMBAIOTCA B HYDKHUX OT/e/Iax
nerkux. IIpoucxoasT 3actoit, OpOHX00OCTPYKIMs, CHIDKEHIE TOIEPAHTHOCTH
K MHQEKINM, KOMOHM3AIA AbIXaTebHBIX IyTell MaTOTOTMYeCKNMI MUKPO-
OpraHu3MaMl, XpOHMYECKOe BOCIa/leHNe IbIXaTeIbHbIX IIyTel; pa3BUBaIOTCA
OPOHXO09KTa3bl, IeCTPYKIVA MapeHXMUMBI terkux (puc. 8-10). Bee aTo npuso-
IUT K JbIXaTe/lbHOI HEeJOCTATOYHOCTHM, JIETOYHON TMIePTEeH3UM, CepAedHOI
HEeJJOCTaTOYHOCTH.

MyTanyu reHa MyKOBUCIIIZO3a

v

Jucdyuxunms kogupyemoro 6enka (Cl-xanama) MBTP

\

Hapymel-me BOAHO-37IEKTPOIUTHOTO 6ayaHca B SMUTENNATbHBIX

KIeTKax 6POHXOHCI‘0‘—IHOI‘/‘[ CUCTEMBL

\

VI3MeHeHNs BA3KOIMACTUIECKUX CBOVICTB 6POHXI/IaTIbHOI‘O CeKpeTa

v

Ipopykunsa cnmusu

Nndekumsa O6cTpyKums

\

JlecTpyKIMA TKaHEBBIX CTPYKTYP OPOHXO/IETOYHOTO aIapara

Puc. 8. Cxema HapyweHus C]))/HKLI,MM 6p0HXOAeI’0‘lHOﬁ CUCTEMDI Yy 60OAbHbBIX MYKOBUCLIUAO3OM.

(Mctounmk: https://triptonkosti.ru/22-foto/patogenez-mukoviscidoza-v-sheme.html).

20



PA3AEA 2

Puc. 9. KomnblotepHas Tomorpamma opraHos  Puc. 10. KomnbloTepHas Tomorpamma

TPYAHOM MOAOCTH, BAPUAHT HOPMbI OPraHOB TPYAHOM KAETKM
(co6cTBeHHbIN apxu O.B. Kyctoson NMaLUeHTKM C TAXKEAbIM TEYEHMEM
u O.N. CumoHoBOM). MyKOBMCLMAO3a*.

* Ha puc 10. onpefensioTcst anyKanpHble Oy/UIBI B IpaBoM (MaKCUMasIbHble pa3Mepsl 10 58x35 MM,
paHee — 25x14 mMm) u eBoM (710 30x38 MM, paHee — 28x34 MM) erKoM. B BepxyIedHbIX OTAeIaX

S6 HVDKHEI! IOV JIEBOTO JIETKOTO BO3/[YIIHAs TOHKOCTEHHAA II0/I0CTD, PACIONIOKEeHHAsA M POKIM
OCHOBaHNMEM BJO/b KOCTA/IBHOII I/IEBPbI, pasmepom 20x12 mm. OtMevaroTcs fedopMariyis IpOCBETOB
6poHXOB ¢ popMMpPOBaHIEM MHOTOYMCTIEHHBIX MEIIOTYATBIX OPOHXO09KTA30B, IPENMYIeCTBEHHO

B IIPaBOM JIETKOM; PacCIIPOCTPaHEHHOCTh GPOHXO03KTAa30B C BOB/IEUEHMEM B IIPOLIECC BCEX CETMEHTOB
JIeTKMX. B anmyKkanpHBIX OTA€maX IpaBoro IETKOro MMEITCA 37IeMEHTBI IOBHOTO MaTepuarna (CocTosHue
I0C/Ie OTIePATUBHOTO JIeYeH s TI0 TIOBOAY CyOIIeBpanbHbIX Oy S1 IpaBoro 1erkoro).

KAKOB MATOTNEHE3 HAPYLUEHUM B MOAXXEAYAOYHOM XXEAE3E
NP1 MYKOBUCLIMAO3E, U K HEMY OTO NPUBOAUT?

YBenuueHne BA3KOCTYU CeKpeTa 0OYCIOBIMBAEeT OOCTPYKIMIO IIPOTO-
KOB IIOf[)Ke/TyIOYHOI XKeTle3bl, TOsIB/IeH e KUCT U ajlee BHYTPEHHe- Y BHelll-
HECEKPETOPHYI0 HEJOCTATOYHOCTh IOMPKEIYJOYHOM >Kele3bl, KUIIEYHYIO
Manbabcopbuuio (puc. 11). 9To NPUBOAUT K HAPYLIEHUIO CTY/IA: OH CTAHO-
BUTCS 4acThIM (1o 8-10 pa3 B cyTKn), 06MIbHBIM (110MpeKanus), XUPHbIM
(creaTopest), 3MOBOHHBIM. Y HOBOPOXK[IEHHBIX 4aCTO OTMeYaeTCs] MEKOHU-
eBBIIl MJIeyC — BPOXKAEHHas HEIPOXOAMMOCTb KMIIEYHMKA, OOYC/IOBIIEH-
Has 3aKyIOPKOJ ero NMpocCBeTa BS3KUM, I'yCTBIM MEKOHMEeM, KOTOPBIN IpU
pOXzeHuN He OTXOAUT. [lajiee y feTeil OTMEYAIOTCs OTCTaBaHue B pusmde-
CKOM pa3BUTHM, CHIDKEHVE HYTPUTUBHOTO cTaTyca (0COOeHHO ec/u Tepamnus
IPOBOJUTCS He B IOJTHOM 00ObeMe), HaOMIO[AITCS aBUTaMUHO3BI (B CBS3U
C IJIOXVM YCBaMBaHMeM XMPOpacTBOpuMbIX BUTaMnHOB A, ]I, E n K). C Bos-
PacTOM y HEKOTOPBIX JieTell pa3BMBAeTCs MYKOBUCLIMI03aCCOLMIPOBAHHBDII
caxapHbIit [uaber.
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IIporok Anunyc

Ocna6nenue 6enka

7 3aKyIOpKa
ynop Beicokas
KoHueHTpupoBaHHas KOHIIEHTpaLus 6enka

CceKpewLus KICIOoro benka

KIeTKa

Ipanynpl =
3MMOTeHa

CCK
ACh

Puc. 11. MNMatoreHes HapyleHMit B TOAXKEAYAOUHOM XeAese NPU MyKOBUCLIMAO3E.
(Uctounmk: https://propionix.ru/novosti/news_post/ekzokrinnaya-nedostatochnost-

podzheludochnoj-zhelezy-enpzh?#kist24).

KAKOB NMATOTEHE3 HAPYLUEHMM B MEYEHU U XKEAYHOM MY 3bIPE
NMPU MYKOBUCLIUAO3E, U K HEMY 3TO NMPUBOAUT?

ITpn MyKOBMCLM/I03€ B CBSI3Y CO CTYIEHJeM BCeX CEKPEeTOB pasBMBa-
eTCsl XOJIecTas — CUH[POM, XapaKTePUSYIOLINIICS HeZOCTATOYHbIM BBIfjeTie-
HIEM B KUIIEYHUK, HAKOIIEHVEM B >KETYHBIX IIPOTOKAX ¥ BO3MOXKHBIM IIOTIA-
IaHueM KOMIIOHEHTOB JXe/T4l B KPOBb (BCeX M/IN ee OT/IeIbHBIX KOMIIOHEHTOB)
BCJIE[ICTBIE HEOCTATOYHOTO OTTOKA >Kemun (puc. 12).

Puc. 12. lMcToAoTHueckas KapTHHa MaLMEHTA C MYKOBUCLIMAO3OM: @ — XOACTA3 C KEAUHbIMM
npo6kami (AAMHHAs CTPEAKA) U TPaHyASPHbIMU ocTaTkami; x600; 6 — ouaroBbii
6GUAMaPHbIN Lppo3; x40; B — OKKAIO3MsS BOPOTHO BeHbl ¢ dpubposom; x100;

T — y3AOBasi pereHepatueHas runepnaasus; x40. (Mzo6paxenus Dr. David Kleiner).
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ITpn MyKOBMCIIMO3€ MOTYT TaK)Ke 0Opa30BbIBATbCSA KAMHU B JKETYHOM
my3sblpe (XOlennTHas, >KeTYHOKaMeHHas 6ornes3Hb). lanmee MOryT pa3BUTbCA
UMPPO3 NE€YEHN, CUHIPOM IIOPTA/IbHON TUIIEPTEH3UY, TUIIEPCITIEHN3M, IIeYe-
HOYHasA HEOCTAaTOYHOCTD.

KAKOB MATOTEHE3 HAPYLLEHMM B KULUEYHUKE MPU
MYKOBMCLIMAO3E, U K YHEMY 3TO MPUBOAMT?

B knmeuynunke BC/I€ACTBYE HapyLIEHNA TpaHCIOPpTa U CEKpenuM MOHOB
XJ0pa IIpOMCXOAUT YBEINYEHNE BHSKOCTI/I/&HI‘CSI/IBHOCTI/I KaJIOBbIX Macgc,
MOTYT pa3BUTbHCA KUIIE€YHAA HENIPOXOAVMMOCTDb, CMHIPOM HMCTa}IbHOI?I JMHTE-
CTUHAIbHON O6CTPYKHI/II/I, BbITIaICHNE HpHMOf/l KNIIKN.

KAKOB MATOTNEHE3 HAPYLUEHHMM B OKOAOHOCOBbDIX MA3YXAX
NMPU MYKOBUCLIMAO3E, U K HEMY OTO NPUBOAUT?

IIpn MyKoBMCIIMT03€ BCIEACTBYE TIOBBIIIEHN BA3KOCTY CEKPETOB IIPO-
VICXOAT 3aCTOM C/IM3Y B Ia3yXax, KOJIOHU3ALMs CIU3UCTON 000/IOUKM TTOTIO-
CTM HOCa ¥ OKOJIOHOCOBBIX IIa3yX ITaTOJIOTMYECKON MMKPOQIOpOil, MOXKET
OBITH OOCTPYKLMS COYCTUII OKOTOHOCOBBIX Ia3yX, YTO NPUBOAUT K XPOHU-
YeCKOMY PUHOCUHYCUTY. Y OTHE/IbHBIX HAalJMEeHTOB (POPMMPYIOTCSH IIONNIIBI
B OKOJIOHOCOBBIX ITa3yXaX C pacIpOCTpaHEeHMeM B ITOJIOCTb Hoca (puc. 13).

[Tomumer HOCA

Puc. 13. HasaAbHbIM noAnnos. (Mcrounmk: hitps://volynka.ru/Diseases/Details/253).

KAKOB MATOTNEHE3 HAPYLUEHHUM SAEKTPOAUTHOIO BAAAHCA
NP1 MYKOBUCLIMAO3E, U K HEMY OTO NPUBOAUT?

BcnencTBue HapyleHns TpaHCIIOPTa M CEKPELIVV MIOHOB X/I0pa IIPY MYKO-

BUCLIMT03€ MOTYT BO3HMKATb IMITOKA/IVIEMILA, IUIIOHATPUEMILS, TUIIOXTIOPEMIS,
a7IKano3. BenencTBre 3TOro MOXKeT pasBUTLCS TaK HA3bIBaeMblll IceBRo-bapT-
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tep cunppoM (pseudo-Bartter’s syndrome) — cunppom morepu coneit. Oco-
OeHHO 4acTO JAHHOE COCTOsIHIEe HAOMIONAeTCs Y MATIeHbKIX JeTell [Py YKapKoil
TIOTOie, KOT/Ia C TIOTOM TepsIeTCsl GO/IbIIOe KOMIMYECTBO SKUAKOCTH U COTIeIL.

KAKOB NMATOTIEHE3 HAPYLUEHMM B PENPOAYKTUBHOM COEPE NPU
MYKOBUCLMAOS3E, U KMEMY 3TO NMPUBOAUT?

BenepcTBue CrymeHmus cekpera CeMABBIHOCAIIMX IPOTOKOB IIPOMCXO-
AUT OOCTPYKIVS 1 HOCTIEAYIONIas aTpe3usi BBIHOCSIINX IPOTOKOB SIMYEK, YTO
IPUBOANT K a300CHepMun 11 6eCIUIofanio. bpIBaeT Tak, 4YTO IpY MUHMMATbHBIX
K/IVHNYECKUX IIPOSB/ICHNAX MYKOBMCIVI032 AMArHO3 BBICTABIIAIOT TONBKO
B MOMEHT IIPOBefieHMsI 00C/IejOBaHNsA NPY BBIACHEHUM IPUYMH OecIUIonms
y B3pOC/IOTO MY>K4YMHBI.

KOTAA BO3HUKAIOT MPOABAEHNA MYKOBUCLIMAO3A?

IIposaBneHNA MyKOBUCLIM/03a B TOJ MJIV MHOJ Mepe BbIPa’KeHBI C POXKTe-
HI, HO MIX YaCTO IMYTAOT C IPYTUMY COCTOSIHMAMM. [Ipn «MATKMX» MyTanuAX
BBIp@)KEHHbIEe IPOSIBIEHNS MYKOBMUCIMAO3a IOSIB/SIOTCSA TONBKO B Ooree
cTapiieM (IOZPOCTKOBOM WM B3pOCioM) Bo3pacte. C MOsIBIeHMEM HeOHa-
Ta/IbHOTO CKPMHUHTA OOJIBIINMHCTBO C/Iy4aeB 3a00/IeBaHMs UAarHOCTUPYETC
B TIepBble MeCAIbl XU3HM (K 2 MecsjaM IMarHo3 JO/DKeH ObITh MOCTAaB/IeH),
U HaYMHaeTCst 6a3mcHast Tepanusl.

KAKUE MPOABAEHNA MYKOBUCLIMAO3A BO3SHHUKAIOT B MEPBYHO
OYEPEADb B HEOHATAAbBHOM MEPUOAE?

B mepuome HOBOPOXHEHHOCTM Y JeTell C MYKOBMCLUMIO30M MOTYT
HaO/IIOAaTbCs 3aTsDKHASA HEOHATaJbHAsA JKeNTyXa, BUTAaMMH K-3aBuCHMBIE
reMopparnyecKie COCTOAHMNA, HO Yallle BCETO MEKOHUEBBII UIeyC.

KAKHME MPU3HAKUN MYKOBUCLIUAO3A MOXXHO OBHAPYXXUTb
METOAOM YAbTPA3BYKOBOIO MCCAEAOBAHMA BO BPEMA
BEPEMEHHOCTMU U NMPU POXXAEHUN?

Bo Bpems 6epemennoctu (II u III TpuMecTpbl) METOLOM YIBTPa3ByKO-
Boro uccnenosanus (Y3V) BHyTpuyTpoOHO MOXeT ObITh OOHapy>keHa IuIep-
9XOTeHHOCTb KMIIeuHMKa. [Tpy pox/ieHNM 9acTO MOXKeT OBITh AMarHOCTUPOBAH
MEKOHMEBBIII Wieyc (Hu3Kas KuIleyHas OOTypalMOHHAas HENPOXOAMMOCTD),
TaK KaK B CBSI3M C 3arylljeHNeM MEeKOHMA/TbHbIX MacC IPY MYKOBUCLIMIO3€ IIPO-
CBeT KMIIKM OO/IMTEPUPYeTCs IVIOTHOI MeKOHMAa/IbHOI po6Koii. ITo naHHbIM
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MUPOBOIL IUTEPATYphl, B 90-95% crydyaeB STHO/IOrNMENl MEKOHMEBOTO Myeyca
ABJIAETCA MYKOBUCUMT03. MeKOHMEBDIN UIeYC BBIAB/AETCA Yy 15-20% HOBOPO-
JKI€HHBIX C MyKOBUCII/IO30M; B €BPOIIEJICKMX CTPaHaX IalllieHTOB C MEKOHNe-
BBIM IJIeyCOM 0053aTe/IbHO 00CTIeNYIOT Ha MYKOBUCIIMIO3.

KAKHME MPOABAEHNA MYKOBUCLIMAO3A BO3SHUKAIOT B MEPBYIO
OYEPEADb B PAHHEM BO3PACTE?

Ha nepBoM ropy >kusHu HabTIOAAIOTCS YaCThIil, OOM/IbHBIIL, C IPUMECHIO
JKVpa ¥ 3JI0BOHHBIM 3aIIaXOM CTYI (eciy pebeHOK He IOMydaeT ajleKBaTHYI0
Tepamuio pepMeHTaMM IS KOMIIEHCAIMM HeJOCTATOYHOCTY IIOfKeNTymod-
HOJI JKeJle3bl), TOBBIIICHHBII alIIeTUT, 3afiep>kKa pubaBky Beca. B Bospacre
IIOCJIe TOfja MOTYT HaO/IIOflaThCs epMOAYecKoe BbIIajieHyie MPsMOIl KIIIKY,
3ajiep)KKa CTy/a ¢ IPOoABIeHUAMY YaCTMYHOI WIN IIOTTHOM KMUILEYHOI Helpo-
XOIVMOCTY (CMHAPOM JIUCTAIbHO MHTECTUHATBHON OOCTPYKIIVIMN).

C paHHero BO3pacTa BO3MOXXHBI HaBSI3YMBBI/ KOKJIIOLIETIONOOHBIN
Kallle/Ib C BA3KOI, TPYHOOT/IEIMMOI MOKPOTOI1, B TOM 4YIC/Ie BHE NepUOJOB
000CTpeHNs1; BIaXKHble PasHOKa/IMOepHbIe XPUIIbL; YacThle OCTPble pecrupa-
TopHble BupycHble ey (OPBV), 6pOHXUTHI, THEBMOHNN.

B paHHeM Bo3pacTe OTMEYAIOTCSI TAK)Ke SMU30AbI IOTEPU CoJtel (TUmo-
KaJIMeMUs1, TUTIOHATPUEMUsI, TUTIOXIOPEMUS), IPOSIBIIAIOIINECS ITOTepelt Beca,
CPBITMBaHUSAMU, PBOTOI, BSJIOCTBIO, OTKa30M OT efpl (rceBgo-baprrepa cuH-
npom). IToTepu 97€KTPONMUTOB IPOUCXOMAAT C IOTOBOI XXUIKOCTHIO, 0COOEHHO
B YC/IOBUAX YCUICHHOTO ITOTOOT/eNeHNs (IMXOpajiKa, >Kapkas I0rofa, IpeoObl-
BaHIe B cayHe, pM3MUeCKMe HAIPY3KI), Yepe3 KeNTyLOUYHO-KMIIEYHBI TPaKT,
HEJIOCTaTOYHOE IMOCTYIIEHVe COJIell ¢ MuIleil U Bopoil (0COOeHHO y peTeil
IIepBOTO TOfja XKV3HY NPV OTCYTCTBUY JOTALVMN COJIN).

KAK TMTPOABAAETCA MYKOBHUCLIMAO3 HA BOAEE MO3AHUX
CPOKAX?

Ha 6071ee mosgHux cpoKax Kak IpOsIBIeHVIe XPOHNYECKOI TUITOKCUM MOTYT
PasBuUTHCA AedopMalys IPYSHOI KIeTKM, AedopMalyis KOHIEBBIX (hajIaHT 1 HOT-
Tell 10 TUITY «OapabaHHBIX TATIOYeK» M «4ACOBBIX CTeKOM» (puc. 14-17).

6
<180° C >180°

B D

Puc. 14. MNMpusHaku naabues [vnnokpata (cMMNToM «6apabaHHble MaAOUKM»): @ — HOpMa (Yroa
ACE <180°); 6 — natonaorus (yroa ACE >180°).

(McTounmk: https://alternativa-mc.ru/bolezni/mukoviscidoz-chto-za-bolezn.html).
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Puc. 15. Hortv Tunnokpara (Aedpopmanysi HOTTEN B BUAE «HACOBbIX CTEKOA») — MPU3HAK
OCTeoapTPONaTHH, BO3HUKatoLeH Ha GpOHE XPOHUUECKMX 3a60AEBaHMI AETKHX,
BPOXAEHHOTO NMOPOKa CEPALIA M LMPPO3a NeveHu

(poto u3 anuroro apxusa O.M. CimoHOBOI).

o

=
i t

Puc. 16. Tect LLlampoTa Ha HaAMuMe «6apabaHHbIX TAAOYEK»: @ — HOPMAAbHbIH KOHTYP
naabLieB (HaAMUMe «OKOLWKa»); 6 — MPU3HAK «6apabaHHbIX TAAOYEK.

(McTounmk: https://alternativa-me.ru/bolezni/mukoviscidoz-chto-za-bolezn.html).

Puc. 17. MNpwsnak LLlampoTa Npu cUMNTOMax «4acoBble CTEKAA» U «6apabaHHble MaAbLibl»
(co6cTBenHbIN apxu O.M. CuMoHOBOM).

CoXpaHAIOTCS MPOAB/IEHNA CO CTOPOHBI XKETYJOYHO-KMIIEYHOrO TPaKTa
U OPOHXOJIETOYHON CUCTeMBI. MOTYT pasBUTbCS XPOHUYECKUII TaiiMOpPUT,
ITOJINTIO3HBIN CMHYCUT.
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[Tpy MYKOBUCILIM[03€ MOTYT OTMeYaTbhCsl OVMIMAPHBI LUPPO3 IE€YeHN,
HepCUCTHUPYIOlllee IOBBIIIEHNE YPOBHs IeYeHOYHBIX (epMeHTOB, (Hubpos,
CTearos, )KeTYHOKaMeHHas1 60mesHb. Y 1,5% IanueHTOB MOpakeHMe IedYeHN
ABIACTCA HepBbIM KIIMHN4YEeCKM CUMIITOMOM MyKOBI/ICLU/IHOSa, VMEHHO
MIO3TOMY B AMAaTHOCTUYECKUI aJITOPUTM IIPU LUPPO3€e NEYEeHN HEACHOM 3TU-
OJ/IOTUN PeKOMeHHyeTCH BKJIIOYATh ITOTOBBIN TECT 1A NCKITIOYECHMA MyKOBI/IC-
nuao3a. MoryT HabmoaTbcsl peLUANBUpPYIOLINe ITAHKPeaTUThl (B OCHOBHOM
y JieTeil C COXpaHHOI (QYHKIIVET OfKeTyOYHOI XKelesbl).

C BO3pacToM y MAILMEeHTOB C MYKOBMCLMIO30M HEPELKO pasBUBAETCS
MYKOBJCIIVJ03-3aBYICYIMBII CaXapHBIil A1abeT, OfHAKO HapyLIeHN TONePaHT-
HOCTMU K I'/TOKO3¢€ MOI‘YT paSBI/IBaTbCH y)Ke B paHHEM BO3paCTe, HO3TOMy K nma-
THOCTUKE TaKUX COCTOSHUI Hy)KHO OTHOCUTDBCA KpaﬁHe BHUMATE/IbHO. Ham/[—
4ie fuabera, aCCOLMMPOBAHHOTO C MYKOBUCI[I/I030M, OKa3bIBaeT HEraTMBHOE
B/IMAAHN/E HA I'IpO]IOTI)KI/ITeHbHOCTb JKU3HNU.

MOYEMY NPU MYKOBUCLIMAO3E MOXXET BbIABAATbCSA
OCTEOTIEHUA?

Ocreonopos npy MyKOBUCLMIO3€ BCErTa ABAETCA BTOPUYHBIM. IIpnm-
YMH IS 9TOTO MHOTO: OH OOYC/IOBJIEH XPOHMYECKUM MUKPOOHO-BOCIIAIN-
TeTbHBIM IIpolieccoM, AeduryroM Butamnuos D u K, Huskum norpebneHnem
Ka/IbLIMsA; HU3KOM (pM3NM4YecKoil aKTMBHOCTBIO, CaXapHBIM A1nabeToM Ha ¢oHe
MYKOBMCLM/032, TPAaHCIUIAHTallMell OpPraHOB ¥ MMMYHOCYIIPECCUMBHOI Tepa-
nyieil, TUIIOKCYEN Y TUIIepKaIlHyel, eUIMTOM KOCTHOI MaccChl 1 Hapylle-
HIMEM MUKPOApXMTEKTOHMKYM KOCTU BC/IECTBUE HEJOCTATOYHOro Habopa
KOCTHOJI MacChl B IIEpUOJ, AKTMBHOTO POCTa.

BonbmmHCTBO aBTOPOB He OTMeYaloT 3aBUCMMOCTU MyTauuiit MBTP c
pasBUTHEM HM3KOJ KOCTHOM Macchl. YacToTa ocTeonoposa npy MyKOBUCII-
To3€ B JETCKOM 1 ITOJPOCTKOBOM Bo3pacTe cocTabysaeT oT 20 mo 50%, y B3poc-
JIBIX MTALIMEHTOB C MYKOBUCLMZ030M — 50-75%.

MOXET AU AUATHO3: «<MYKOBUCLIMA O3> bbiTb BbICTABAEH
TOAbKO BO B3POCAOM BO3PACTE?

beiBaroT cutyanum, Korna MyKOBUCLIM03 IIOYTY He IIPOAB/IAETCA B PaH-
HeM BO3pacTe U BBIAB/IAETCS NPY AMATHOCTHKE OeCIUIOANS Y MY>KUMH. Y JKeH-
IMH C MYKOBUCIIV/I030M B OOJIBIIMHCTBE C/Ty4aeB (pepTUIbHOCTb COXPAHEeHa,
OIHAaKO MOXKeT ObITb OecIliofiyie, CBsI3aHHOE C AHOBY/LITOPHBIM MEHCTPYaslb-
HBIM LIVIKJIOM, BTOPUYHON aMeHOpeel, BbI3BAHHON MCTOLEHNEM MalIeHTKH,
MOBBIIIEHHO BA3KOCTBIO CIM3M LIEPBMKAJIbHOTO KaHaja. VHorga jerovHble
MPOABJEHNA MYKOBMCLV03a BO B3POC/IOM BO3pacTe IPMHUMAIOT 32 XpOHU-
YeCKYI0 OOCTPYKTMBHYIO 0OJIe3HDb JIETKMX, €C/IM AMArHo3: «MyKOBUCIUEO3»
He OBIJI TOCTaB/IEH paHee.
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YTO OTHOCUTCA K BbICOKOCNELMPUYHDIM MPOABAEHMAM
MYKOBUCLIMAO3A?

K BbICOKOCTIEnMI(UYHBIM IPOSBIEHNAM MYKOBYUCIIV03a OTHOCATCA:
CO CTOPOHBI NMNIIEBAPUTETBHON CUCTEMBI — 3K30KpMHHAA HEJOCTa-
TOYHOCTD IOJKENTY/I0YHOI JKe/Ie3bl y feTeil; MEKOHMEBDIN UTIEYC;
CO CTOPOHBI OPOHXOJIETOYHOI CUCTeMbl — OPOHXO9KTa3bl; XPOHIYeE-
ckasa nHbeKMA, BbI3sBaHHAA Pseudomonas aeruginosa; nepcucTupyno-
mas nHQekuns, Bbi3BanHas Burkholderia cepacia; XxpoHUYeckmit THO -
HBIJ1/TIONTUIIO3HO-THOVHBI CUHYCUT;
[pyTye: CUHAPOM 3/IEKTPOIUTHBIX HAapYIIEeHMIT; BPOXKAEHHOE IBYCTO-
PpOHHee OTCYTCTBYE CEeMABBIHOCAIINX IIPOTOKOB.

YTO OTHOCUTCA K OCAOXXHEHUAM MYKOBUCLIMAO3A?

Cor1acHO KJIMHMYECKOIl K/IaccuUKalmuy MYKOBUCLIMAI03d, K OC/IOKHE-
HISIM 3a0071eBaHMsI OTHOCATCA aOCLIECCHI, aTe/IeKTas3bl, IHEBMO- U IIMOIIHEBMO-
TOpaKC, KpOBOXapKaHNe, KpOBOTeUeHNe (JIeTOYHOe, SKeyJOYHOe), a/lleprude-
CKUIT GPOHXO/IETOYHBII aCIePrijIies, TIerOYHasi TUIIEPTEH3 N, TIO/IUII03 HOCA,
MEKOHUEBDII UIeYC, 9KBUBAJICHTbI MEKOHIMEBOTO 1JIeyCa, BhIMafieHVe IIPsIMOIt
KUIIKK, LUPPO3 TeYeHN, >KeMIYHOKaMeHHas 0one3Hb, OTCTaBaHue B GusM-
YeCKOM Ppa3BUTUY, O€NIKOBO-3HepreTnyecKas HeZOCTaTOYHOCTb, MYKOBIC-
[[MI03aCCOIMMPOBAHHBIN CaXapHBIl [uabeT, CHIKEHe MUHEPATBHON TITOT-
HOCTYU KOCTHOM TKaHM.

KAK MPABUAbBHO ®OPMYAUPOBATb AUATHO3:
«MYKOBUCLUHNAO3»?

ITpu popmynupoBKe AyMarHosa He0OXOAMMO yKa3aTb OCHOBHOe 3aborte-
BaHNeE, reHOTUII, (l)OpMy " CTEIIEHD TAXKECTU, a TAK)XX€ OCHOBHbIE IPOABJ/IEHUA
MYKOBJCLI/03a, Han4dre 060CTPEeHMIt, COITy TCTBYIOLYe 3a00/IeBaHIIsL.

[Tpumep npaBunbHO CHOPMYIMPOBAHHOTO AMATHO3A:

«Kucmosnwiti pubpos (E84.0 Myxosucyudos) [eenomun F508del/
F508del], necouno-xkuweunas opma, meuenue cpeoneti msaiecmu. Xporu-
ueckuti 6porxum. Cmeuiantvle 6poHX03KMasvL 060ux neexkux. [JvixamenvHas
Hedocmamournocmo II cmenenu. Xponuueckas ungexyus Staphylococcus
aureus, Pseudomonas aeruginosa (nepeuunviii evices). Obocmpenue no
nuesmoHuueckomy muny. XpoHuueckuti nonuno3Ho-eHOUHbIL NAHCUHYCUM.
XpoHuueckas nanxkpeamuueckas He0OCMAMOUHOCIb MANENOU CmeneHu.
Huppos neuenu (F4 no wixane METAVIR). Benkoso-anepeemuueckas Heoo-
CMamouHoCmb.
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TECTOBBIE 3SAAAHMSA K PASAEAY 2

1.

a)

b)

N

w

b)

3ABUCAT AU KAMHMYECKME MPOSABAEHMSA OT FTEHETUYECKOM
MYTALUMN MYKOBNCLNAO3A:

KAMHMYeCKMe MPOSIBAEHUSI KOPPEAUPYIOT C BUAOM MyTaLMu: MO MyTa-
LMK, OMPEAEAEHHON Y HOBPOXAEHHOTO, MOXHO CKa3aTb, Kak OyaeT
npoTeKaTb MyKOBUCLMAO3 Y AQHHOTO pebeHka

YeTKOM KOPpPEeAiUUn Mexapy TreHOTUNOM U CI)eHOTMI'IOM Yy GOAbHbIX
MYKOBUCLIMAO3OM HE OTMEHAETCH, T.€. NAaLUMNEHTbl C OAMHAKOBbIM TEHO-
TUMOM (,A,a)Ke CM6CbI) MOTYT MMETb Pa3HOE TEYEHNE B6oAe3HU

$eHOTHUN BOAbHbBIX MYyKOBUCLIMAO3OM OTIPEAEASETCS B OCHOBHOM MyTa-
umneii reHa MBTP, a He popmMmupyeTcs Moa BAMSIHUEM APYTUX GaKTOPOB,
Takux KaK NMUTaHKe, 0bpas XM3HU, HAAUYMUE UAU OTCYTCTBUE BPEAHbIX
NPUBbIYEK

KAMHUYeCKoe TeYeHUe MYKOBUCLIMAO3A HUKAK He 3aBUCUT OT MyTaLuy;
HeT HMKaKMX MCCAEAOBAHWM, TIOATBEPAAIOLLMX CBSI3b KAACCa MyTaLWM
¢ $eHoTunoM

KAKME OPTAHbI M CUCTEMbI TOPAXKAIOTCS MPU
MYKOBMCLMAO3E:

npPU MYKOBUCLIMAO3E TOPAXAIOTCS BCE OPraHbl, TAE €CTb KeAesbl
BHeLUHel CeKpeLMm, Takue Kak AeTKMUE, XEAYAOUHO-KMLIEUHbIN TPaKT,
NeyeHb, MOAXEAYAOUHAs XeAe3a, MOYENOAOBAs CUCTEMA, OKOAOHOCO-
Bbl€ Ma3yXu, PENPOAYKTUBHAA cMCTeMa

NPU MYKOBUCLIMAO3E MOPAXAIOTCH TOABKO AETKME U TIOAXKEAYAOUHAS
Xenesa

npnu MYKOBUCLIMAO3E MOPAXKAKOTCA AETkKne, OKOAOHOCOBbDIE TMa3YXH,
ne4vyeHb, MOAXEAYAOUHASA XKeAe3a

NpPKU MyKOBUCLIMAO3€E TIOPAXAKOTCsl BCE OPraHbl, TAE €CTb KEAE3bl BHY-
TPEHHEeN cekpeLum

YTO NMPOUCXOAMT B BPOHXOAETOYHOM CUCTEME MPU
MYKOBMCLMAO3E:

MNOBbILWEHNE BA3KOCTU CeKpeTa - 6pOHX03KTa3bI, AECTPYKLUMA napeH-
XUMbl AE€TKMX -> HaKOTAEHUE CEKPeTa, MHCI)IALIMPOBaHMe MUKpoopra-
HU3MaMU > 3aCTOlZ, 6p0HXOO6CTp)IKLI,MH - BOCTaAeHne

6pOHXOO6CTp)’KLI,M$I - HaKOTAE€HMe ceKpeTa -> PEeCHUYKU He crnpa-
BASIOTCS > 3aCTOM MOKpPOTbI -> 6p0HXOO6CTp)/KLtMFI - BOCMNaAeHue ->
6POHXO3KTa3bI - AGCTPYKUUA NAPEHXMMbI A€TKUX

29



MATOIEHE3 N KAMHNYECKME MPOSBAEHNA

30

C) TOBbILIEHME BA3KOCTU CEKPETa - PECHUYKM He CMPaBASIOTCS - HaKO-
NAEHWe CceKpeTa, UHOULMPOBAHME MMKPOOPTaHM3MaMM - 3acTOM,
BPOHXOOOCTPYKLMS > BOCMaAeHME -> OPOHXO3KTasbl, AECTPYKLMSA
NAPEHXUMbI AETKUX

d) 3acToit, 6poHX006CTPYKLHMS > BOCTAAEHUE > GPOHXOIKTa3bl, AECTPYK-
LMsi MApPEHXMMbI AETKMX -> PECHUYKM HE CMPABASIIOTCS > HaKOMAeHUe
cekpeTa, MHPULMPOBaHKUE MUKPOOPTaHM3MaMK

4. KAKME M3MEHEHMSA MPOMUCXOAAT B MOAXKEAYAOUYHOM XKEAE3E
MPU MYKOBUCLIMAO3SE:

a) aHaTOMMYECKM MOAXKEAYAOUHAsH JKEAE3a OCTAeTCs COXPAHHOM, TOABKO
CeKpeT CTaHOBUTCS BA3KUM

b) BcAeacTBME TeHETUUECKOTO HAPYLIEHUS MOSIBASIOTCS KUCTbI B MOAXKEAY-
AOYHOM Xeaese, KOTopble MPUBOAAT K BHYTPEHHE- 1 BHelLHeceKpeTop-
HOM HEAOCTATOYHOCTH MOAXKEAYAOUHOM XEAe3bl, KULIEYHOW MaAbabcop-
6uMK, TOITOMY 6OAE3Hb M Ha3bIBAETCS KKMCTO3HbIN GrUOPO3>»

C) aHaTOMMYECKM MOAXKEAYAOUHAsH KEAE3a OCTAETCs COXPAHHOM, TOABKO
CeKpeT CTaHOBUTCS BA3KMM, MOSIBASIETCS KMLIEYHAs MaAbabcopbLms

d) yBeAMueHMe BS3KOCTU ceKpeTa MPUBOAUT K OBCTPYKLMM MPOTOKOB
XeAe3bl, TOABAEHUIO KMCT, a AaAee B BHYTPEHHE- U BHEelLHeCceKpeTop-
HOM HEAOCTAaTOYHOCTU MOAXKEAYAOUHOW XeAe3bl, KULIEYHOW MaAbab-
cop6umum

5. KAKME M3MEHEHMS MOTYT BO3HMKATb B OKOAOHOCOBbIX
MA3YXAX MPM1 MYKOBMUCLMAO3E (HECKOABKO BAPMAHTOB
OTBETA):

a) XPOHUYECKMI PUHOCUHYCHUT

b) 3031HOPUABHDIN PUHOCUHYCHT

C) XPOHMUYECKMI MOAUMO3HbIN PUHOCUHYCUT
d) ocTpbiit THOVHbIN PUHOCUHYCUT

6. B KAKOM BO3PACTE NOSABASAKOTCA MEPBbIE MPU3HAKM
MYKOBMCLUMAO3A:

a) NPOABAEHUA MYKOBUCLIMAOC3A B TOM WAU WHOM Mepe BblPaXXeHbl
C POXAEHUA

b) nepsble MPU3HAKNM MYKOBUCLIMAO3A TMOABAAIOTCA B OCHOBHOM TMOCA€E
ropa Xun3Hu

C) NepBble MPU3HAKM MYKOBUCLMAO3A MOSIBASIIOTCS B OCHOBHOM TOCAE
3 Mecaues

d) nposiBA€HUs MYKOBMCLMAO3a B TOM WAM WHOM Mepe BbIPAXEHD
c2-3 AeT
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7 . KAKME MPMU3HAKM MYKOBUCLIMAO3A MOXXHO BbISIBUTb MO Y3K
MNP BEPEMEHHOCTMW:

a) YTOALLEHME WENHOM CKAAAKM

b) runepaxoreHHOCTb KMWwEYHMKa

C) YBEAMUEHMUE MOAXKEAYAOUHON XEAE3DI
d) 6poHxo3KTasbl B AETKMX

8. KAKME NPOSABAEHMA MYKOBMCLIMAO3A BbIBAIOT YALLIE BCETO
B PAHHEM BO3PACTE:

a) CMHAPOM nceBAO-bapTTepa, noTeps coelt, BAAOCTb, OCOBEHHO B Xap-
KU1 Ieproa,

b) uvaue nepsble NPOABAEHMS CO CTOPOHbI XEAYAOUYHO-KULLEYHOTO TPaKTa:
YacTbli, 3AOBOHHbIN CTYA C TPUMECHIO XXMPA, MOTEPs BECA, BbICTYMNato-
WHM XXUBOT

C) KOKAIOLEOO6Pa3sHbIi, HaBA3UMBbINA KALIEAb C BA3KOM, TPYAHOOTAEAS-
Mo MokpoToi, yacTble OPBM, nHeBMOHMU, GPOHXUTBI

d) vacTbiit, OBUABHDBIM CTYA C MPUMECTBIO XUPA, KALLEAb C BA3KOWM MOKPO-
Tol, yacTble OPBM, mHeBMOHMM, aMU30AbI MOTEPU COAEN

9. KAK MPOSABAAETCA MYKOBMCUMAO3 HA BOAEE MO3AHMX
STAMAX, KPOME MPOSABAEHUIM CO CTOPOHbI XKEAYAOYHO-
KMLWEYHOTO TPAKTA M BPOHXOAEFOYHOM CUCTEMbI:

a) Aepopmaums KOHLEBbIX GAAAHT MAAbLLEB MO THMY «6apabaHHbIX MAAO-
YeK» U «YACOBbIX CTEKOA», TAMMOPWT, TMOAUMO3HDBINA CUHYCHUT, LUPPO3
neyeHu, caxapHbiit AnabeT

b) unppos neuenu, caxapHbliit AMABET, PEAKTUBHbIM MOAMAPTPUT, MOAUTO-
3HbII PUHOCUHYCUT

c) AedopMaums KOHLEBbIX GaAaHT NMaAbLeB MO TUMY «6apabaHHbIX MAAO-
YeK» U «4aCOBbIX CTEKOA», LUPPO3 NMeYeHU, CaxapHblit AMabeT

d) uMppos neueHu, caxapHbiit AMabeET, MOAUMO3HDBIN PUHOCUHYCHUT

10. B KAKOM BO3PACTE MOXET BbITb BbICTABAEH ANATHO3:
«MYKOBUCLIMAO3>:

a) B AIO6OM, O6bIYHO CPa3y MOCAE POXAEHMS, Tak Kak BBEAEH HEOHATaAb-
HbI CKPUHUHT; AO B3POCAOTO BO3PAcTa MauMeHTbl, KOTOPbIM MOCTaB-
A€H AMarHo3, He AOXMBaIOT

b) B Alo60M, 06bIYHO Cpasy MOCAe POXKAEHMS, Tak Kak BBEAEH CKPUHMHT,
HO MOXET 6biTb BbICTABAEH U BO B3POCAOM BO3PACTE, HaNpUMep, Npw
06CAEAOBAHUU MYXKUMH Ha Becraopme

C) Cppasy NMOoCAe POXAEHUA, TaK KakK ceMyac BceM NaLMEHTaM AEAQIOT CKPPUHUHT
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d) B 3aBUCUMOCTU OT TAXKECTU TE€YEHUA U BPEMEHU NMOABAECHUA MEPBDLIX
CUMTITOMOB

11. YTO OTHOCUTCHA K OCAOXKHEHMAM MYKOBUCLIMAO3A:

a) ATE€AEKTa3bl, HEAOCTATOYHOCTb ﬂOA)KeAy,A,O‘-IHOVI XeAe3bl, KPOBOXapKa-
Hb€, MOAUMNO3 HOCA, AETOYHAA TUTIEPTEH3US, MeKOHMEBbIM UAEYC, Unp-
o3 nevyexHu

b) 6pOHX03KTa3bI, NOBTOPHbIE MHEBMOHUU, aTEAEKTA3bl, KOOBOXapKaHbe

C) aTeAekTasbl, KPOBOXapKaHbe, MOAWMO3 HOCA, AETOYHAs TUMEPTEH3MS,
MEKOHMUEBbIN UACYC, LMPPO3 MEYEHH, CaxapHbli AnabeT, ocTeoneHus

d) 9K30KPHNHHAA HEAOCTATOYHOCTb I'IOA)KeA)/AO‘-IHOﬁ JKEAE3bI
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PASAEA 3

AMATHOCTMKA
MYKOBUCLIMAO3A

KAK AMATHOCTUPOBATb MYKOBUCLIMAO3?

[na nmopTBep>KaeHuA aMarHosa: «MyKoOBUCIUI03» HEOOXOAMMO HaM-
4ie OJTHOTO MM HECKONbKMX XapaKTePHBIX IPOSBIEHUIT 3a00/IeBaHNUA B COve-
TaHUM C IpU3HaKaMy HapyueHus pynkuym MBTP (BblaBIeHMe KIVMHUIECKN
3HAYMMBIX MyTaluil reHa MyYKOBMCIIMI03a U/ YBe/IUYeHle YPOBHA XI0PUI0B
nora). Yalie BCero MCIOMb3yIOT AMAaTHOCTUYECKIE KPUTEPUM, YTBEP>KJeHHbIE
eBpOIIeVICKMMY CTaHJAPTaMI ¥ HallYIOHATIbHBIM KOHCEHCYCOM (Tab. 1).

Ta6bAauua 1.
AuarHocTuyeckme KpUTEPHUU COTAACHO EBPOTIENCKUM CTaHAAPTaM
1 HaLIMOHAAbHOMY KOHCEeHCyCy

IomoxuTenbHbIi
pes3ynbrat HeoHnaTanbHasA rUnepTpUNCHHOTEHEMILA
MOTOBOTO TeCTa

u/unu unu
IBe MyTaLluu XapakTepHble KIMHIYeCKIe IPOSABIeHN,
MBTP (CFTR), U | Takue Kak gud¢y3Hble OPOHX0IKTA3bI, BHICEB
BBI3bIBAIOLIIE Y3 MOKPOTBI 3HAYMMOI I/IsI MYKOBUCIII032
MYKOBMCIII03 [IaTOreHHOM MUKPOdIOps! (0COOEHHO
(cormacHo 6aze CMHETHOJHOJ ITaJIOYKN ), 9K30KPUHHAs
CFTR-2, http:// MaHKpeaTndecKas HelOCTaTOYHOCTD, CMHAPOM
www.cftr2.org) HOTEpU COJelt, 0OCTPYKTUBHAS a300CIEPMUS

33



ANATHOCTMKA MYKOBMCLMAO3A

KOTAA B POCCUMN MOABUACA CKPUHMUHT HA MYKOBUCLIMAO3?

YacTo CUMIITOMBI MYKOBMCI[M/{033, OCOOEHHO B paHHEM BO3PACTe,
MOXXHO CIIyTarh ¢ Apyrumu 3aboneBanmsamu. [Toka He ObIIO HEOHATATBHOTO
CKPVMHVHTA, [JMarHo3 3a4acTyi0 BbICTAB/ISIN HECBOEBPEMEHHO (HepenKo
B IIOAPOCTKOBOM Bo3pacTe). B 1970 romy 66110 06Hapy»XeHO, 4TO Y 60MbHBIX
MYKOBVCIIVI/JO30M IIOBBIIIAETCS YPOBEHb MMMYHOPEAKTMBHOTO TPUIICUHA
(MPT) B mma3Me KpoBH, 4TO MOCTY>KI/IO TOTYKOM K OPTaHM3AIM MacCOBOTO
CKPUHIHTA HOBOPOXK/I€HHBDIX.

B Poccum cKpMHMHT Ha MYKOBMCLMI03 BBefieH B 2007 rofy B paMKax
HAI[MOHA/IbHOTO TPMOPUTETHOTO IPOEKTa «3TOpOBbe» HAPSAY CO CKPMHMUH-
roM Ha (EeHUIKETOHYPUIO, TaJTaKTO3eMIIO, TUIOTHPEO3 U apeHOreHNTAIIb-
HbIl cuHgpoM. Celfyac CKPMHMHTOBAs MPOrpaMMa 3HAYMTENbHO pacIInpeHa
U BKJTIIOYaeT B cebs 36 3ab0meBaHmii.

KAKOB NMPOTOKOA CKPUHMUHTA HA MYKOBHUCLIMAO3?

IlepBbIit 3Tann BO BCeX MPOTOKO/IAX HEOHATAJbHOTO CKPMHMHIA — 3TO
omnpepenenue VIPT B BbICyllIeHHOM IISITHE KPOBYM HOBOPOXXAEHHOTO, IIPY 3TOM
ysenmndenne VIPT B KpoBu B IepBYIO HeJe/I0 XU3HM ABJIAETCS BeCbMa 4yB-
cTBUTeNbHBIM (85-90%), HO HecnelIYHBIM IPU3HAKOM. VIMEHHO MOaTOMY
HeoOXOIMMO TPOBeleHMe BTOPOTO 3Tana o0cmenoBaHus (IOBTOPHBI TeCT Ha
VPT Ha 3-4-it Heflesle XMU3HM), YTO TO3BOJISIET UCKITIOUUTD 3[OPOBBIX [leTell
(Tabm. 2).

Ta6Auua 2.
STanbl HEOHATaAbHOTO CKpPUHMHIa B Poccuiickoit Pepepanmmn™

Omnpenenenne nMMmyHopeaktuHoro Tpuncusa (VPT)
I'sran B BBICYILIEHHOM KaIljle KpoBY Ha 1-2-11 IeHb Y JIOHOLIEHHOTO
(Ha 7-8-11 — Yy Hef[OHOIIEHHOT0) HOBOPOX/IEHHOTO

IIpu nonoxxutenbHOM pesynbraTe Ha I oTane Ha 21-28-11 meHb

II sTan .
JKU3HM TIPOBOANTCS TOBTOPHBIIT TecT Ha VIPT (perect)
1 I[Tpy ONIO>XXMUTENBHOM pe3y/IbTaTe HEOHATAIbHOTO CKPMHIHTA
aTal
IPOBOAMTCS MTOTOBAsI Ipoba
IIpy morpaHNYHOM pes3y/bTaTe IIOTOBO IPOOBI — IMpeXXze
Bcero JIHK-muarnocTmka, 3aTeM, o MOKa3aHUAM —
IV sTan

OIIpefeeHNe pa3HOCTN KMIIEIHbIX ITIOTEHIINA/IOB U IpyTue
JOITIOTHUTE/IbHBIE METOIbI

* ITpuxas Munsapascorpassutisa PO or 22.03.2006 Ne 185 «O MaccoBoM 06C/Ie[OBAHIN HOBO-
POXIEHHBIX JeTell Ha HaclenCcTBeHHble 3abomeBanusi» (https://docs.cntd.ru/document/9019744
462ysclid=lvdr4rut48353843106).
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KAKUE BUADI MOTOBOIO TECTA CYLLECTBYIOT B HACTOSALLEE
BPEMA?

B Poccuiickoit @efiepanuy Ha COBpeMEHHOM 3Talle MCIIONb3YIOTCSA /1Ba
MeTOfa IIOTOBOTO TECTA.

Krmaccuyeckum MeTOIOM SIBJISIETCSI IPSIMOE OIIpefieNieHle 37IeKTPOTINT-
HOTO COCTaBa [oTa (X/I0pa WV HaTPWsl) METOLOM IIMIOKAPIIMHOBOTO 3/IEKTPO-
¢dopesa mo Tnbcony u Kyky (1959). Hopmbl npuBesieHs! B Tab/1. 3. 3aBblleH-
HbIe TI0Ka3aTeny XJIOpUAOB moTa (>150 MMOJIB/M) TaK)Ke NOKHBI BbI3BIBATD
COMHeHNe: HeoOXOAMO TPOBefieHNie TOBTOPHOTO aHa3a, yTOYHeHe JieTa-
et cbopa mepBoit MpoOBbI, TIATeIbHAS 00PabOTKa KOXM [0 aHA/IN3a.

IToToBast mpo6a Ha CIHelaTbHOM IIOTOBOM aHA/IN3aTOPe MCIIOb3YeTCs
B HacTosllee BpeMs yallle, 4yeM Kiaccudeckmit Meton (puc. 18). Pesynbrarsl
3TOTO METOJa KOPPENUPYIOT € KJIACCUYECKUM METOJIOM, HO IIPY 9TOM IIOTOBast
npo6a Ha CrelyaJIbHOM ITI0TOBOM aHa/IN3aTOpe IPOBOANUTCS OBICTpee, T03BO-
JISIeT TONMY4YUTDb Pe3y/IbTaT JJaKe PV HeOOIbIIIOM KO/MYecTBe II0Ta B 00pasiie
(3-10 Mx1), y pebeHKa MyIajIero Bo3pacra 1 MajeHbkoro Beca (¢ 3000 r).

O6s3aTeNIbHBIM  YC/IOBYEM YCIIELIHOTO IIPOBEfEHMA IIOTOBOTO TecTa
SB/IAETCSl TIPefBAapUTe/IbHOE TIIATENbHOE OYMINEeHNe KOXKM MalleHTa, 0COo-
OeHHO eC/i OH JOJITO HAXOJW/ICS B CTAI[IOHApe.

TabAuua 3.
MHTepnpeTauus pe3yAbTaToB NOTOBOTO TeCTa
OT1punarenbHbIN
Bup norosoro (nHopmanbuble | IlorpanuyHsiii, | ITomoXuTeTbHbII,
TecTa 3HAYEHNA), MMOJIB/T MMOJIb/TI
MMOJIb/T
IToToBBIN TECT IIO >59
00 30 30-59
Tn6cony-Kyky (1O He BpIIIE 150)
[IoToBBIN TECT
Ha CrelaabHOM >80
! 30 50 50-80
IIOTOBOM (1o He BbIIEe 170)
aHa/nM3aTope

Puc. 18. lNoToBbiit aHaAn3aTOp.
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KOTAA TECT MOXXET bblTb AOXKHOMOAOXXHUTEAbHbIM?

ITpu mpoBeneHNN HOTOBOTO TECTa BO3MOXKHO IIOTIyYeHNUE JTOXKHOIIOTIO-
JKUTEIbHBIX Pe3ylbTaToB (7o 15% ciydaeB). DTO MOXeT ObITb CBA3AHO Kak
C TeXHMYECKVMI OIIMOKaMIL B MOMEHT [IPOBeAEHNs, TaK 1 Ha/TNIeM JPYTroro

3a00/1eBaHMA WM 0COOEHHOCTSAMM CaMOTIO ITALIVIEHTA.

BonpbImHCTBO 3a60/1eBaHMIT, KOTOpPbIE IPUBOAAT K JI0XKHOIIOTIOKUTE/Tb-
HOMY Ppe3Y/IbTaTy, MMEIT [OBOJIbHO XapaKTEpHYI0 KIMHUYECKYI0 KapTUHY

" BCTPEYIAKTCA PEAKO:

36

cuHApOM npuobperenHoro nmmyHopeduunra (CIIN]I);

HEJOCTaTOYHOCTD (PYHKIMM HAIIOUEYHVIKOB;
IICEB/IOTUIIOA/IBJOCTEPOHN3M;

cuHgpom JlayHa;

alpeHOTeHNTAIbHBIN CMHIPOM;
ATONMYECKUI IepMaTUT;

cunppoM Knaitadenprepa;
9KTOIepMasbHasl JVICIIIa3Vs;

byxosnos;

CEMEVTHBIN XOIEeCTAaTUYECKNI CUHPOM;
rnukorenos I tuma;

HEJOCTaTOYHOCTD ITII0K030-6-(hocdoTassl;
TUIOTUPEO3;

TUIONAPaTNPeOs;

Pe3Ko BbIpa>keHHas TUIIOTPous (KaxeKcns);
HepBHas aHOPEKCHS;

cuHgpoM Mopuaka;

MYKOIIO/MCAXapUL03;

HepOTeHHBIIT HeCaxapHbIit fuabeT;
XPOHMYECKUI TAHKPEATUT;
TUIIOTaMMarnIo0yIMHeMus;

LeTMAKNA.

KOTAA TECT MOXXET bblTb AOXKHOOTPULLATEAbHbIM?

ITpu npoBefeHNM IOTOBOTO TeCTa BO3MOXKHBI U JIOXKHOOTpPULIATE/IbHbIE
pesynbrarhl (7o 12% cmydaes). JIO)KHOOTpMLIATeTbHbIE Pe3y/IbTAThl IOTOBOTO
TeCTa MOTYT ObITb Ipy Hamuumyu 6e36enKOBBIX OTeKoB. IIpyu KymmpoBaHUM
OTEKOB IIOTOBBII TeCT Y TaKUX MAIVIEHTOB MOXKET CTaTh MONOKUTENbHBIM.

O YEM ITOBOPAT MOrPAHMYHDLIE BHAYEHUA MOTOBOIO TECTA?

ITorpaHnyHble pe3y/nbTaThl IIOTOBOJ IIPOOBI TPEOYIOT TLIATEIBHOIO aHa-
NM3a ¥ IPOBefieH st TIOBTOPHOIL IIPOOBI 11, BO3MOXKHO, J000CIeoBanys (TaoL. 4).



PA3AEA 3

Ta6Auua 4.
MorpaHuyHble pe3yAbTaTbl MOTOBOTO TECTA U WX 3HAYEHUE

VnpuBupyanbHble 0COOEHHOCTHU y JIIofielt 6e3 MyKOBUCLMEO033a, 0COOEHHO
9acTO — Y B3POC/IBIX

HenpasuipHas NOAroToBKa K mpobe (HampuMep, HEZOCTATOYHASA OYMCTKA
KOXI IIepe] IpOBeeHIeM NCCIe[OBAHNA)

HocurenbcTBo «MATKMX» MYTaLMI IIPY MYKOBMCLIIO3€

KAKOWM NMAAH AEACTBMI NMPU MOAYYEHMU MOTPAHMYHOTO
PE3YAbTATA MOTOBOIO TECTA?

ITpy nomyyeHny NOrpaHMYHOTO 3HAYEHA TIOTOBOTO TECTA PEKOMEHIYIOTCA :
IIOBTOP IIOTOBOTO TECTa C MCIONIb30BAHMEM I10 BO3SMOXXHOCTY Pa3HbIX
METOJI0B;
pacmmpennbt  JJHK-anamms (cexBeHMpoBaHme TeHa MYKOBUCIIV-
1o3a);
pacuIMpeHHOe KIMHMUKO-Tab0paTOpHOe ¥ MHCTPYMEHTaIbHOe 06ce-
TOBaHNE: KOIMPOTOTMYIECKO€e MCCIEOBAHME M OIpeie/IeHNe aKTUBHO-
CTU MMaHKPeaTU4IeCcKO 91acTa3bl-1 B Kajle; IOCEB MOKPOTBI UM TPaxe-
QJIBHOTO acmypara (IIpy HeBO3MOXXHOCTM cOopa MaTepuaa JaHHbBIMI
MeToJaMyu — Mas3oK ¢ 3afiHel creHky r1otkn), KT opraHoB rpynHoit
KJIETKM U MTa3yX HOCa;

Hab/mofieHNe BpayaM! B LIEHTPe MYKOBUCII/I03a IO OKOHYATeTbHOTO
HMOATBEP>K/IEHN MY MCK/IIOYEH) A I1arHo3a;

METOJI, OIpefiefieHNs PasHOCTY Ha3ajIbHBIX IOTEHIVAJIOB WM M3Mepe-
HIIe 9/IEKTPMYECKOro TOKa B OMOIITaTe KUIIKY, OTPaKalolliie HapylleHue
(YHKIMY XTTOPHOTO KaHajIa (0OBbIYHO 3TU METOJbI VICIIONb3YIOTCSA PEIKO).

KAKHME MOKA3AHHMA K MPOBEAEHUIO MOAEKYAAAPHO-
FEHETUYECKOIO MCCAEAOBAHMA HA MYKOBUCLIMAO3?

Mornexy/nsIpHO-TeHe TYecKoe UCCTIeIOBaHNe Ha MYKOBJCIIVIIO3 TIPOBOATCS:
HOBOPO>XXIEHHBIM C TIOJIOXUTeNbHBIM cKpyHuHroM (VIPT) u monoxxn-
TEJIbHBIMY V/IU TTOTPAaHMYHBIMY 3HAYEHVSAMY IIOTOBOII IIPOOBI, MEKO-
HYIEBBIM WJIEYCOM;

TOfAM TI060r0 BO3pacTa C IMOTPAaHMYHBIMM 3HAYEHUSAMU HOTOBOIA
po6bL;

HalMeHTaM C KIMHWYEeCKVMU IIPOSBICHMAMYU MYKOBMUCLMZO3a (Kak
K/IaCCMYEeCKOT0 BapMaHTa, TaK M BapuaHTa C HEOONMBIINM KOJMde-
CTBOM IPOSIBJICHMIT);
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npu CFTR-acconMMpOBaHHBIX 3a00/IeBaHMAX: HAHKPEATUT, BPO-
XJIEHHO€ [IByCTOPDOHHE€E OTCYTCTBME CEMABBIHOCALIETO IPOTOKa/
OOCTPYKTUBHAsI a300CIIEPMIS;

POACTBEHHNMKaM IaLMeHTOB C MYKOBMCLUHO30M JJIA OIpefeneHNns
CTaTyca HOCUTEIbCTBA (I10 SKeTaHWIO);

JKEHIIVIHAM TI0C/Ie POXK/IEHUs IMepBOro pebeHKa ¢ MyKOBMCLMTO30M
WIN BO BpeMs IOCTIeAyIolell 6epeMeHHOCTI Ipy Hamuuuy pebeHka
C MYKOBUCIIVIIO30M;

wiony Ha 10-12-it Hefesle Mpy IMOJO3peHMM Ha MYKOBUCIV/03 (Ipn
Hammany cubca ¢ MyKOBUCLIUIO30M) MINM OOHapy>KeHUM TMIIePIXO-
TeHHOTOo KulleyHuka mpu Y3,

JIOHOpaM raMeT ¥ SMOPMOHOB B IIPOrpaMMax 9KCTPAKOPIIOPATbHOTO
omwnoporBoperna (IKO), MHTpanyUTONIa3MaTHYECKON MHDBEKIUN
criepmarosonpa B sieknetky (MIKCH), BHyTpuMaTO4HOI MHCEMUHA-
1978788

CYNPY>XeCKUM IapaM C BBICOKMM TI'€HETUYECKUM PUCKOM MYKO-
BUCLIJ/I03d, >KENAIIMM IPONTU 3KCTPAKOPIOPaNbHOE OIJIOHOT-
BOpeHUe [y IPefoTBpallleHNs POKAeHNs pebeHKa ¢ MYKOBMCI-
NO30M

KAKME 3TAMbI B MPOBEAEHUM MOAEKYASIPHO-TEHETUHECKOTO
MCCAEAOBAHMSA?

MornekynapHo-TeHeTH4YecKasd AMArHOCTMKA  OOBIYHO  IPOBOAUTCA
B HECKOJIbKO 3TAIIOB.

IlepBbIii 3TAam — TOKCK Hambojiee YacThIX BapMaHTOB MyTauit (mis
HONY/IALMY, K KOTOPOl OTHOCUTCS obcmenyemsiii). Ecnmu Ha mepBoM 3Tare
He BBIABJIEHbI MyTalll}, 9TO HE SIB/IAETCSA OCHOBAHMUEM JIA CHATHA JAMarHosa:
«MykoBucunnos». Cnenyet npopommxkutb JHK-gnarnocTuky.

Bropoit sTam — pacliMpeHHBII HOUCK 0Oojiee pegKUX BapUaHTOB
C JCIIONb30BaHMEM CeKBeHMpOBaHMsA 1o COHrepy MM BBICOKOIIPOM3BOY-
TEJIbHOTO CeKBeHupoBaHusi reHoma (MPS/NGS). dtor metopn 00s13aTenbHO
IpUMeHsIeTCs Ipy HasHadyeHuu Tepanuu MBTP-MonynsTopaMu jisi IIOJTHO
pacummdpoBKu reHOMa U MCK/TIOUEHN S Ha/IN4YVsi KOMIUIEKCHBIX ajljIesieit, BIvsi-
o1x Ha 3G deKTUBHOCTD Tepannil.

Tpernit sran. CeKBeHUPOBAHMEM U APYTMMM OOBIYHBIMU CKaHUPYIO-
MM METOJJAMU MOYKHO OIIpee/INTh HapYIIeHNUs IOCTIe[OBaTe/IbHOCTI TeHa,
He3Ha4YNTebHbIE 10 MPOTSHKEHHOCTM: HYK/IEOTHIHbIE 3aMeHBbI, Heboblune
neneryiv/vHcepuyy. OTHAKO IepecTPONIKY, OXBAThIBAIOLIVE HECKOIBKO 9K30-
HOB/MHTPOHOB, TaKMMV METOfJaM!l He BBIABJIAITCA, IO3TOMY VCIIOIb3YIOTCA
MY/IBTUIUIEKCHAsI JIMrasHas 3oHpoBas ammmukanus (multiplex ligation-
dependent probe amplification, MLPA) mu60 KonudecTBeHHast QIyopeciieHT-
Hasg MY/IbTUIUIEKCHas IonuMmepasHas LenHas peakuus (ITIP) (quantitative
fluorescent polymerase chain reaction, QFMP).
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KAK BbIIBUTb HAAUYME MAHKPEATUYECKOM
HEAOCTATOYHOCTH Y NALUMEHTA C MYKOBHUCLIMAO3OM?

JIJis1 [arHOCTUKY MaHKpeaTH4ecKoi HeocTaToyHoCTH (Tabs. 5) maum-
eHTaM C MOf03peHIeM Ha MYKOBNUCIIMZ03 PEeKOMEH/YEeTCsl KOIPOIOTMIecKoe
VICCTIeNIOBAHME C OIIpefie/IeHIieM HeITPalbHOTO JKUpa 1 M3y4eHue aKTUBHOCTI
IaHKpeaTN4ecKoil omacraspl-1 B Kasme. EC/iM y manmeHTa ¢ MYKOBUCIIVI030M
GYHKIMS TOKETYJOYHOI JKeJle3bl COXpaHHa, TO OIpefie/ieHe YPOBHS MaHK-
peaTn4ecKo 3/acrasbl-1 B Kaje IPOBOANTCSA €KETOLHO.

Ta6Auua 5.
CreneHb naHKpeaTH4eCckoi HEAOCTaTOYHOCTH
Crenennb IToka3arenu Tecta
Jlerkas 100-200 MKr/T
Cpennss 50-100 mMKr/r
Tsaxenas <50 MKr/T

KAKHUE AABOPATOPHbBIE OBCAEAOBAHUA NMPOBOAAT
AA AUATHOCTHUKU U B MPOLLEECCE AMHAMMUYECKOTO
HABAIOAEHUA 3A MTALUMEHTAMU C MYKOBHUCLIMAO3OM?

BcemM nammeHTaM C MYKOBUCIVJIJO30M PEKOMEHJOBAaHO IpOBeleHNe
obwero (kmmHM4eckoro) aHammsa Kposu (OAK) fyis oreHKM BOCHamnuTeNb-
HOTO IIpPOLiecca, KOHTPOJIS Tepalyy ¥ B Ka4eCTBe OffHOTO 13 [TOKa3aTeseil pu
KOMIIEKCHOJT OL[eHKe HYTPUTUBHOTO CTaTyCa.

B OAK wuccnenyioT ypoBeHb 00611ero reMorno061Ha, SpuTpOLUTOB, JIei-
KOLIYITOB, TPOMOOIIUTOB, JIEIKOLVUTAPHYI0 (GOpPMYITy, MOP(OTIOTUI0 IPUTPO-
IIUTOB, TPOMOOLIMTOB U JIEMKOLMTOB; OIPEE/SIOT IIBETOBON IIOKa3aTesb,
pasMepbl 3PUTPOLIUTOB; IIPOBOAAT UCCIENOBAHME CKOPOCTY OCENaHUsI IPU-
tpouutoB (CO3J). AHanu3 npoBoAMUTCA B cpenHeM 1 pa3 B 3 wiau 6 MecsleB
(mpu o6ocTpeHnn — 06513aTeNbHO).

He pexe 1-2 pasa B rop (pu HeOOXOAUMOCTHM dalle) PEKOMEHJOBAHO
IpoBefieHNe OOIero aHanaM3a MOYM BCeM IALMEHTaM C MYKOBVCIIM030M
(mpu IePBUYHOI AMATHOCTUKE U TIPY HAOTIOEHNN) /IS BBISBIEHNUS TOPasKe-
HMUA TIOYeEK.

ITpu npoBefeHNM OGMOXMMIIECKOTO aHA/IM3a KPOBY IAIIEHTaM C MYKO-
BUCI[YI/I030M IIOKa3aHO OIIpefieieHye ob1iero 6eka, anbO0yMIHa, OIpefieieHue
akTMBHOCTM acnapTaTamuHorpancdepassl (ACT) u amaHmHamMmHOTpaHC(e-
passl (AJIT), ramma-roramunrpanceepassl (ITT), 1menounoit ¢ocdarassr
(II®), ypoBHs X0O/mecTepuHa, TPUITALEPUIOB, HATPUS, Kajusl, XIOPUIOB, aMU-
J1a3pl, IUIA3bI, 00IIero, CBOOOJHOrO U CBA3aHHOrO 6unupybmHa, C-peakTus-
Horo 6enka (CPB). buoxummdecknit aHamms mpoBogsAT 1 pas B rog (1o mokasa-
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HMAM — 4allie) C LIe/Iblo KOHTPO/IA QYHKLUIT IIOIKeTyJ0YHOI JKe/le3bl, eYeHn,
37IEKTPOIUTHOTO OOMeHA U YPOBHS XPOHMYECKOTO BOCIA/IeHus; 1 pas B rof —
ypoBeHb ButammHa D. ITo mokasaHmaAM mpu 000CTPeHUM UCCIERYIOT YPOBHU
¢deppurtnHa, D-gumMepa, npokansuytonnHa u CPB, kpearnHnuHa, aMmMuaxa.

Bcem manueHnTaM C MyKOBUCLMJO30M IIPM IIEPBUYHON IMATHOCTHKE
PEKOMEH/I0OBAHO BBIIOJIHEHNE KOary/lIorpaMMbl. JTO MCCIe0OBaHMe IIPOBO-
JUTCA TAKXKe IIPY Haau4duy LUpposa nedeHu 1 pas B 3-6 MecALleB C LENbIO
KOHTPOJIS 6€/IKOBOCUHTETIYECKOT (PYHKIMM IIeYeHN ¥ CBOEBPEMEHHOTO IIpe-
TOTBpallleHNs TeMOPPAarn4ecKux OC/IoKHeHMI. KoarynorpaMmy BBITOTHAIOT
TaKKe IPY AMArHOCTUKE U T€Pallny MEKOHMEBOIO Mjeyca, Iepefl Xupyprude-
CKVIMM BMeNIaTe/IbCTBAMM U IOCTAHOBKOJ IOPT-CUCTEMBI.

YTO OBbIYHO BbIABAAETCA B AHAAU3ZAX KPOBU Y MALUMUEHTOB
C MYKOBHUCLIMAO3OM?

B OAK HapymeHunit BHe mepuopia 060CTpeHMiI OOBIYHO He Habiiofia-
eTCsl, MHOIZIA OTMeYaeTCsl CHIDKeHMe reMornobuHa. B 61oxuMudeckoM aHa-
Nm3e KPOBM Y TAIMEHTOB C MYKOBVICIMIO30M MOTYT HaOMIOflaThCA SABICHVA
xornecrasa (nospirenne IO, pexe ysemmuenne I'TT). Ilpu nuppose nedeHn
OTMeYaeTCs CHYDKeHMe obliero 6enmka 1 anbOyMyHa, yBeIUYeHNe TPaHCaMU-
Ha3, aMMMaKa, KpeaTVHIHA.

KAKUE USMEHEHHA B KAMUHNYECKOM M BUOXMMHUYECKOM
AHAAU3AX KPOBHU OTMEYAIOTCA NMPU OBOCTPEHNMU
3ABOAEBAHMUA?

B nepnop o6ocTpenns B anammsax kposy (OAK) oTmevaroTcs IpusHaKku
BOCIIAJINTe/NbHOrO Ipouecca, B OAK — yBennueHne Konu4uecTBa 1eIKOLUTOB,
CIABUT JICVIKOLMTApHOI (GopMysl BIeBO, mosbieHne COD. B 6uoxmmmye-
CKOM aHaymm3e — nosbimenne CPD, mpokanpuuToHNHa, GpeppuTHHA.

KAKYACTO HY>XHO NMPOBOAUTb AHAAU3DI
HA NMCEBAO-BAPTTEPA CUHAPOM?

KoHTposb aHamM30B KpOBM (9/1€KTPONINTHL: KaIuii, HATPUIL ¥ XJI0p) NIpK
NOJO3peHNM Ha IceBHO-bapTrepa cMHAPOM IPOBOAUTCA IO IOKA3AHUAM.
OCo0eHHO BHMMATETbHO HY>KHO CJIE€JUTh 3a COCTOSTHMEM JieTeil M/IajLIero
BO3pacTa, B TOM 4MCJIe B )KapKoe BpeMs Toja.

ITpu mopmospenun Ha nceBfo-bapTTepa CMHAPOM Y IMALIMEHTOB C MYKO-
BMCLVJ030M U NPY KOHTPOJIE T€PAINM PEKOMEHIYETCA MPOBONUTD MCCIENO-
BaHMs KVMC/IOTHO-OCHOBHOTO COCTOSIHMS 1 T'a30B KPOBU, YPOBHs OygepHbIX
BEIIECTB B KPOBM, YPOBHEN HAaTpUA, Kalns, Xao0pa.
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KAK YACTO NMPOBOAUTb MUKPOBMOAOTMYECKOE
MCCAEAOBAHME MOKPOTbI MPU MYKOBUCLIUAO3E?

MMKpO6MOH0rI/IquK0e JICCIENOBaHNME TIPOBOJUTCA BCEM IaljMEHTAM
C MYKOBUCLM030M (v mopospeHreM Ha MyKOBI/ICLU/I,I[OS) MMUHUMYM 1 pa3
B 3 Mmecsna. Kpome TOro, mpoBOguTCs KOHTPOIBHOE MUKPOOMOIOTMYECKOe
uccnefoBanue 4yepes 7-10 gHeil OT Hayajna Tepamnuu, IOCAe Kypca aHTUMU-
KPOOHOI Tepanuu, Py TOCIUTAIM3ALNNA WIK C Lebl0 OLeHKN 3 deKTuB-
HOCTM dpafiMKaluy IpM NEePBUYHOM BbiceBe P. aeruginosa m mpyroit rpam-
oTpunatenbHoit ¢Gopsl. B mepmop mpoBeneHMs 3paguKalMOHHON Tepannu
IpU HaIMYUM XPOHWYECKOV T'PaMOTPULATEIbHON aHTMOMOTMKOPE3VUCTEeHT-
HOIT G/IOpPBI MUKPOOMOTOrMYECKOe UCCIeOBaHe MPOBOAUTCS 1 pa3 B Mecsl]
C 11e/IbI0 OLleHKM 9P PEeKTUBHOCTY MMMUHALINY BO30OYAUTEIEI.

KAKUE ECTb METOADbI CEOPA MOKPOTDbI AAAl MPOBEAEHUA
MUKPOBNOAOIMYECKOTO MCCAEAOBAHUA?

Il MUKpOOMONIOTMYECKOrO MCCTIEOBAHNA COOMpaeTcss OOBIYHO MOKPOTa
(onTMMaNbHBI BapMaHT) WM (papMHTOTpaxeaybHBI ACHMPAT, HOITYCKAeTCs
VICTIONIb30BaHIe B MCKTIOUNTEIbHBIX CUTYalVAX (I MIafieHIeB) opodapuHre-
QJIBHOTO Ma3Ka /I VIeHTU (UKL MMKPOOPTaHM3MOB U OIIpefie/IeHsI IyBCTBU-
TEIbHOCTY BbIfIeTIeHHON MUKpodopsl. [Ipy npoBeeHnn TpaxeoOpOHXOCKOINI
MICCTIENYeTCs TaKoKe XKUAKOCTh OPOHX0aIbBEOJIAPHOTO JIaBaXKa. Y fieTell ¢ Iomm-
HO3HBIM CYIHYCHTOM MO>KHO MCCTIIOBaTh ITyOOKMIT Ma3oK PV PUHOCKOIINIL.

KAKUE MUKPOOPTAHM3MbI HALLEE MPUBOASAT K TAXKEAOMY
TEYEHMIO MYKOBUCLIMAO3A?

Kak npaBuo, getu ¢ poctoM B Mokporte S. aureus u H. influenzae nmeror
MeHee BBIPQ)XEHHBIE JIETOYHbIe IIPOSBICHUS MYKOBUCIUI03d, 4YeM [eTH
¢ MRSA mnmn rpamorpunarensaoit ¢piopoit P. aeruginosa, Achromobacter spp.
BeipakeHHbIe JIETOYHBIE MPOSIBICHUS M YXY/ALIEHNe COCTOSHMs MHaljyeHTa
HaOJIIOZIAIOTCSA TaKoKe IIpU NPUCOeRVHEHUN B. cepacia complex n HeTybepKy-
JIe3HBIX MUKOOAKTEPMIL.

KAKME MMKPOOPFAHM3Mbl HAMBOAEE YACTO BbICEBAIOTCS MPU
MYKOBMCLIMAO3E?

CaMbpIMM PACIpPOCTPAHEHHBIMY MUKPOOPraHM3MaMy, KOTOPbIE Xapak-
TEepHbI JJIsI MYKOBMCLMO03a, ABIAOTCA Staphylococcus aureus, MeTULMIINH-
pesucreHTHbIl cradunokokk (MRSA), Haemophilus influenzae, Pseudomonas
aeruginosa, Burkholderia cepacia complex, Stenotrophomonas maltophilia,
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Achromobacter spp. (puc. 19). B psijie cny4aeB mpu TsKe/IoM TedeHUM 3aboneBa-
HIs1 HeOOXOZIVIMO TaK)Ke CHle/laTh aHa/Iu3 Ha HeTyOepKy/ie3Hble MIUKOOAKTepHIL.

Puc. 19. Poct wraMmoB: a — c1HerHoHoi naAouku (Pseudomonas aeruginosa muc);
6 — METULMAAMHPE3UCTEHTHOTO 30A0THCTOTO cTadmAoKokka (Staphylococcus aureus,
MRSA). (Mctounmk: dotorpadus A.B. Aasapesoit).

KAKME MOKA3AHMA AAA AUATHOCTUKU HETYBEPKYAE3HbIX
MUKOBAKTEPWM, U KAK MPABUAbHO COBPATb AHAAM3?

AHanu3 Ha HeTyOepKy/Ie3Hble MUKOOAKTepuy IPOBOAUTCA Yallle B MO~
POCTKOBOM BO3pacTe MO C/IeAYONIM ITI0OKa3aHUAM:
OTpuIaTeNbHAs KIMHIYeCKas /Y PeHTTeHONornYeckas AMHaMIKa
IPY OTCYTCTBUM HOBBIX IIaTOI€HOB;
orcyTcTBIe 3¢ (eKTa OT IPOBOAVIMOIL aHTIOAKTepAIbHON TepaIni.
Hanpumep, ecrm y pe6eHKa CTabMIbHO BBICEBACTCA TONBKO S. dureus, HO TIpU
3TOM COCTOsIHME peOeHKa YXYAIIAeTCs, a aHTUOAKTepuaIbHas TepaIys COITIACHO
YyBCTBUTE/IBHOCTY MUKPO(IOPBI He IIPUHOCKUT HOJIOXKNUTE/IBHOTO Pe3y/IbTara, TO
HY)KHO CJIaTh aHa/IN3 Ha HeTyOepKy/esHble MUKoOaKkTepym. /i JaHHOTO yicCre-
TOBaHVsI HEOOXOAMMO CAATh aHAJIM3 MOKPOTBI, pe)Xe MCII0/Ib3yeTCs TPaxeaTbHbIi
acrimpar wm 6pOHX0a/IbBEOIIPHBIIT TABAX U OPOHXOCKOINY (OpodapuHreb-
HBIII Ma3oK HemH(popMatyuBeH). AHa/mM3 OepeTcs TPeXKpaTHO (Hampumep, 3 gHA
nopapsy 1o yrpam). VccenoBanue mpoBoanuTcs He MeHee 4eM 1 pas B rofi, Ipu
IPOBeJIeHNY aKTUBHOI (pasbl edeHnss — 1 pas B MecsIl.

KAKUE UCCAEAOBAHUSA HEOBXOAUMbDI AAI AMATHOCTUKHU
AAAEPTUYECKOIO BPOHXOAETO4YHOIO ACMEPTMAAE3A?

ITpucoenunenne rpubKoBoit nHpexym popa Aspergillus (pop miecHe-

BbIX FPI/I6OB) TaKXX€ 3HAYMTE/IbHO YXyAIIaeT COCTOAHME ITAMEHTA U IIPOTrHO3
TedeHMst 3a007IeBaHMsA, OCOOEHHO ey BOBpeMsI He IMIPOBOAUTCS afileKBaTHasI
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IPOTUBOrpUOKOBasA Tepanus. J[id AMarHOCTUKM ajjIeprudeckoro GpoHxoe-
TOYHOTO acIepruie3a Heo6XOMO OIpeNieNATD:
1) o6umit ummyHorno6ynuH (Ig) E (06bIYHO MOBBIIIEH B HECKOTIBKO Pas);
2) cneundnyeckne IgE u IgG x Aspergillus fumigates n Aspergillus niger;
3) mpu MOAO3PEHUM HA XPOHUYECKMUIT aCIepUTMIe3 JOIOMTHUTETbHO
JleNaloT aHa/lIN3 Ha YPOBEHb ra/AKTOMaHHaHA B KPOBHU (MeTabOINT
Aspergillus fumigates).

KAK AMATHOCTUPOBATb HAPYLIEHUE TOAEPAHTHOCTM
K FAKOKO3E U MYKOBMUCLIMAO3-3ABMCUMbII CAXAPHDIN
AVABET?

PaHbllle cYnTanoCh, YTO CaXapHbIN [yabeT pa3BUBAETCA PV MYyKOBUCIIV-
Io3e yallle B IOAPOCTKOBOM Bo3pacTe. OJHAKO B HACTOsAIIee BPeMs CPeTHUI
BO3PACT AMATHOCTUKY HApYLIEHMII TOTEPAHTHOCTU K IVIFOKO3€ ¥ MYKOBMCLIV-
103-3aBYICYIMOTO CaXapHOTo AnabeTa CYIbHO CHU3WICA. [10aTOMY MccnenoBaHye
YPOBHSI IJIIOKO3BbI B KPOBJ PEKOMEH/JOBAHO BCEM IAI[VIeHTaM C MYKOBMCLIUJIO-
30M ¢ Bo3pacTa 6 Mecsnes. Kpome Toro, i AMarHoCTUKN MYKOBUCIVI03-3a-
BIICYIMOTO CaXapHOTo AnabeTa UCIO/Ib3yeTCsl OPa/IbHBII ITII0KO30TO/IEPAaHTHbII
TeCT C Harpy3Koii I7I0K030i1 (1,75 T IIF0K03BI/KT, He 6oree 75 T).

Vcnonb3oBaHne — TOKasaTenell  ITIMKMPOBAaHHOTO  TeMOITIOOMHA
(hemoglobin Alc, HbAlc) B kauecTBe CKPMHUHTI-TECTa He PEKOMEHyeTCs
B CBSI3U C HEJOCTATOYHON MH(OPMATUBHOCTBIO I/IS MALIMEHTOB C MYKOBJC-
IU/I030M.

NMOYEMY BOAbHbIM MYKOBUCLIMAO30OM HEOBXOAUMO
KOHTPOAUPOBATb YPOBEHb )XHPOPACTBOPUMbIX BATAMUHOB?

B cBsi3M ¢ TeM, YTO IpM MYKOBUCLMAO3€ MMeeTCs HapylleHue YCBOEHMs
XKMPOB, )KUPOPACTBOPMMbIE BUTAMVHBI U3 [N TAK)XXe B OO/BIIMHCTBE CTyYaeB
YCBaMBAIOTCSI IVIOXO MY COBCEM He yCBanBaloTcsl. [[09TOMy KaXablil Tof; He06X0-
AMMO M3MepATh ypoBeHb 25-OH Butamuna D B kposu. HopmanvHoim cuumaemcst
yposerv bonee 30 He/mn (75 umonv/n) u meree 100 He/mn (250 Hmonv/n). JJononHu-
menvHo 1 pas 6 200 pekomeHOYemcsl KOHMPOAUPOBAMb YPOo6eHb XUPOPACTBOPU-
MbIX BUTaMUHOB (A, E, K) u BuTammua B,, B cbiBOpoTKe KpOBIL.

KAKUE UHCTPYMEHTAADBbHDBIE OBCAEAOBAHUS MPOBOASAT AAA
AUATHOCTUKHU U B MPOLIECCE AMHAMUYECKOTIO HABAIOAEHUA
3A NALULMEHTAMU C MYKOBUCLIUAO3OM?

OCHOBHbIE MHCTPYMEHTa/IbHbIe METOMbI AUATHOCTIUKIA TPV HAOMIOAeHIN
OOJIbHBIX C MYKOBUCILIUIO30M, C/IEAYIOIIYe:
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Y3V OpromHoii MONOCTY C OIpefe/NeHNeM COCTOSAHMA KPOBOTOKA
B COCy/iax IedeHM (mommreporpadus cocyioB Ie4eHN);
axokapanorpadmyeckoe uccnenosanme (Ixo-KI);
¢dbubpoanacromeTpus;

KOMIIbIOTepHast ToMorpadus npuaatodHsix maszyx Hoca (KT IITTH);
KOMIIbIOTepHast ToMorpadus opranos rpyznHoit kinetku (KT OI'K);
¢yukums BHemrHero pabixanus (OBJ); 6opumaerusmorpadus 1o
MOKa3aHMsM;

asodaroracrponyoperockomnys (IIC);

OpPOHXOCKOIMSI TPOBOANUTCA PERKO (IIpM BBIPA)KEHHOM MYKOCTa3e,
aTesieKTase, OTCYTCTBUU 3¢ deKTa OT IPOBOANUMON aHTHOAKTEPHAIb-
HOJI Tepanmun).

KAKUE MOKA3AHMA K MPOBEAEHUIO PEHTTEHOTPA®UU
OPFAHOB IrPYAHOM KAETKM?

Yamre 1 [UHAMUYECKOTO HAOJIOfIeHNs 3a MAalMeHTaM) ¢ MYKOBUCIV-

nosoM pekoMenpyetcs nposenerre KT OT'K, tak kak MeTop AB/sieTCsE Hanbo-
nee uHGopMaTUBHBIM (prc. 20). OfHAKO eC/M HeT TeXHIYECKOI BO3MOXKHOCTHU
nposefiennss KT OTK, To maumeHTaM MOXeT OBITh IPOBefjeHAa PEHTIEHO-
rpadusa OTK mis ompenenenns xapaktepa n ob6beMa MOPaXKeHUs JIETOTHO
tkaHu. KT OI'K uHorzma ucnonb3yeTcs B AMAarHOCTMYECKOM IIOVCKE IIPY TIOf0-
3peHNM Ha MYKOBUCIIUZO3.

B Hacrosmee Bpemsa peHtrenorpapuio OI'K maryeHTaM ¢ MyKoBUCIIN-

[A030M ITPAKTUYECKN HE [E€JIal0T, TaK KaK OHa HENOCTAaTOYHO I/IH(l)OpMaTI/IBHa
A1 TOYHOTO OIMICaHMA XapaKTepa V3MEHEeHMII B JIETKUX.

* Ha penTreHorpamMme yierkue
aMPpusemMaTosHbl. CBEXXMX 04aroBo-
MHQUIBTPATUBHBIX U3MEHEHNIT HET.
ITHeBMATU3ALMSA IETOYHON TKaHM,
HepaBHOMEpHas 113-3a YepeOBaHIL
Y4aCTKOB YIUIOTHEHUA U JOIbKOBOTO
B3gyTust. [IpocBeTs GpOHXOB
nedopmupoBansl, AndpdysHO
pacIIVpeHbl, C MHOKECTBEHHBIMU
OpOHX03KTa3aMM, IUCTA/IbHBIE UX
OT/e/IbI 3aM0/THEHB MYKOMAHBIM
cexpeToM. ITHeBMOCK/IepOTIYeCK e
M3MEHEHMsI [IPENMYLIeCTBEHHO

B IIPOEKIINI CPefHeit 1O

U SI3BIYKOBBIX CETMEHTOB.

Puc. 20. PentreHorpamMma opraHOB FPyAHOM KAETKM™.
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KAKMUE U3MEHEHMSA YALLE BCEFO BUAHDI HA KOMIMbIOTEPHOM

TOMOTIPA®UMN OPTAHOB FPYAHOM KAETKN?

KT OTIK pexoMeH[j0BaHO BCeM MaljMeHTaM C IIOfI03PEHMEM Ha MYKO-
BUCLMO3 ¥ MALlMeHTaM C MYKOBNCI[I/IO30M C LIeJIbIO OIIpefieNIeHNs XapaKTepa
u obbeMa mopaxkennsa nerounoit Tkanu. Ha KT OT'K mpm mykoBucumpose
Y4acTO BBIAB/AIOTCA AedOpMalys M yCUIeHME JIETOYHOTO PUCYHKA, ITHEBMO-
¢ubpos, mepubpoHxmanpHas MHQWIbTpaLUusA, OPOHXOIKTA3bl, MOTYT OBITH
aTeneKTasbl, Oy/UIbI (puc. 21).

3\

-

Puc. 21. KomnbloTepHasi TOMOTpamMma OPTaHOB TPYAHOM KAETKM: @ — BapUaHT HOPMbl; 6 — Npu
TSKEAOM TEYEHUU MYKOBUCLIMAO3R™

(Co6cTBeHHbin apxus O.B. Kyctosoi, O.N. CmoHoBO#).

* OTMevaloTCs HepUOPOHXMA/IbHbIE 3MEHEeHNs B BepPXHel Jo/Ie IIPABOro JIErKOro, IPeMMYIIeCTBEHHO Ha
YPOBHe ee 3aJ[HETO CeTMEeHTa, Ha OCTATbHOM IPOTSKEHN JIETOYHBIX II0JIell COXPaHAETCA 3HAYNMTeTbHAA
IedopMaLyst IETOYHOTO PUCYHKA C HAIMYMEM PACIIPOCTPAHEHHBIX OPOHXO- 1 GPOHXMOIOIKTA30B
pasmuaHoit Gpopmsl u BennunHbl. Hanbornee rpy6Ople n3MeHeHsI IMEIOTCS B HIDKHEIT T0Ie 1 SI3BIYKOBBIX
CerMeHTax JIEBOTO JIETKOTro, I7ie Ha (JOHe YIUIOTHEHMsI IETOYHON TKaHY IIPOCIeXUBAKTCA IpyOble,
cOmDKeHHbIE MEX/Y c060iT KMCTOBMHBIE OPOHX09KTa3bl. KpoMe TOro, 3HaUMTe/IbHAS AeopMars
HPOCBETOB GPOHXOB II0 TUITY BAPUKO3HBIX OPOHX0IKTA30B C IPU3HAKAMM NIepUOPOHXMATBHOTO Gpubdposa
JIETOYHOI TKaHU UMeeTcs B S2, 3 BepXHell 1ofle U CpefiHelt Joje MpaBoro jlerkoro. bompuras yacTe
paciIMpeHHbIX GPOHXOB 3aII0/THEHA MYKOUAHBIM CeKPETOM, CTEHKI MX HEPABHOMEPHO YTO/LLEHBI, Ha
OCTATbHOM IIPOTSDKEHNN JIETOYHBIX M0JIell THEBMATH3aIVs IETOYHOl TKaHJ HepaBHOMEPHO IOBBILIEHA.
MexpioneBas miespa ¢ o6enx cTopoH yromuieHa. CoCyaucThlit pucyHok ycunen. IIpocser Tpaxen

Y I7IaBHBIX OPOHXOB He M3MeHeH. OpraHbl CPeOCTEHNS HECKOIBKO CMEILEHbI BlIeBO. BHYTpUrpyHbIe
nmMQaTIdecKe y3/ibl MHOXXeCTBEHHbIE, YBE/IMYEHbI B pa3Mepax o 10 MM, cTpykTypa ux 6e3
TOIIOJTHUTEIbHBIX BK/IIoYeHU. JKUKOCTY B IJIeBPa/IbHBIX MTOJIOCTAX HeT.

KOTAA U KAK HACTO BOAbHbIM MYKOBUCLIMAO3OM NMPOBOAAT

KOMMNbIOTEPHYIO TOMOIPA®UIO MPUAATOYHDIX MA3YX HOCA?

KT IIITH pexkoMeHIOBaHa [/ HMEpBUYHON OLIEHKM I1aTOTIOTMYECKOTro
IpolLecca B OKOJIOHOCOBBIX II1a3yXaX, BbISBIEHNA IIO/IMIIOB U IIPY IOATOTOBKE
K onepatuBHOMY jnedeHuio (puc. 22, 23). IIposogurca KT IIITH 1 pas B 1-2
roja, o NOKa3aHUsAM — dalle.
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Puc. 22. Ha TomorpamMme npuAATOUHbIX Masyx HOCA OMPeAEASETCS MOAUMO3HbIM MAHCUHYCHT.

(Co6cTBeHHbiit apxus O.B. Kyctosom, O.MN. CmoHoBoi).

Puc. 23. KomnblotepHas ToMorpadus MpUAATOUHbIX Ma3yX HOCA Y YCAOBHO 3A0POBOTO pebeHka.

(CobcTBenHbiit apxus O.B. Kyctosoit, O.M. C1imoHoBOI).

KAKME MOKA3AHMS K MPOBEAEHMIO AEHCUTOMETPMMU,
U KAK OHA MPOBOAMTCA Y AETEM C MYKOBMUCLIMAO3OM?

B cBsA3K ¢ TeM, 4TO NpyU MYKOBMCLUIO3€ YaCTO CHIKAETCS MUHEpasb-
Hasl IUVIOTHOCTb KOCTeJi, IOKa3aHO Pery/spHOe NpOoBeleHNe NeHCUTOMETPUMNL.
IIpn sTOM MccnenoBaHMe MUHEPAIBHOM INIOTHOCTY KOCTEN IIPOKCUMAIbHOTO
orfena Oefpa y fieTell He IPOBOAUTCH, MOCKOIBKY IVIOTHOCTb 3TUX KOCTeil
CWIBHO OT/IIMYAeTCs Y pasHbIX ferell. [JeTsAM ¢ MyKoBucLmgo3oM ¢ 0 7ieT IoKa-
3aHa peHTreHofileHcuToMerpua (dual-energy X-ray absorptiometry, DXA)
MOACHUYHOIO OT[e/Ia IO3BOHOYHMKA B II€pefHE3afHEN NMPOEKLUUM, C 3 JIeT
0 MOKA3aHUAM — II0 IPOTPAMME «BCE TEI0», UCK/II0Yas U3 PAaCIETOB IO/IOBY.
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Omnpepenenne MCXOMHON MUHEPATbHON IUIOTHOCTYM KOCTeil ITOKa3aHO
HeTAM cTaplle 8 JieT, HO MOXKeT ObITb IPOBEJIEHO M paHbIle, NPV HaINIUN
¢dakTopoB pucka:

VHJIEKC Macchl Tena <90% oT HOpMbI;

06beM (OPCUPOBAHHOTO BBIIOXA 3a IEPBYIO CEKYHAY MaHeBpa Qop-
cupoBaHHoOro Bbioxa (O®B1) <50%;

mmrenpHas (3 Mecsna u 6onee) Tepamys MepOpPaIbHbIMU CUCTEM-
HBIMU KOPTUKOCTepOUIAMI;

TUIIOTOHAZIN3M, 3a/Jep>KKa II0JIOBOTO CO3PEBAHN;
HU3KO9HepreTnyecKye nepesioMbl B aHaMHe3e.

[l OLleHKM IMHaMMKM MUHEPA/IbHOM ITTOTHOCTY KOCTell Ha (OHe jede-
HIIS1 OCTEOIIOPO3a PEKOMEH/IOBAHO IIPOBOANTD peHTreHofeHcuToMeTpuio (DXA)
1 pa3 B 6-12 mecsaueB y feteit ctapiue 8 et u 1 pas B 12 MecsAlLieB y B3pOCIIbIX.

KOTAA U KAKYACTO NMPOBOAAT UCCAEAOBAHME ®YHKLNU
BHELUHEIO AbIXAHUA MPU MYKOBUCLIMAO3E, U KAKUE
M3MEHEHMA YALLE BCETO BUAHbI MPU UCCAEAOBAHUN?

®B]l y meteit IpoBOAAT OOBIYHO € 5-6 JIeT, KOrfa peOeHOK y>Ke MOXKeT
BBIITOJTHUTh MaHeBp (OPCUPOBAHHOTO BbIjoXa. [Ipy MykoBucImao3e cumpo-
METPUIO PEKOMEH/IOBAaHO MpOBOAUTDL 1 pas B 3 MecAlla, IO MOKa3aHUAM —
vyame. Ha ®BJl yame Bcero BBIABIAIOTCA KOMOVHVpPOBaHHbIE HapyILIEHNS
BEHTWIALMM (B 3aBUCKMOCTY OT 0oObeMa U XapaKTepa IOpaXeHNsI OpOHXM-
aznpHOro fiepesa). [Tpu atom ouennsarorcs nokasatenu OPB1 u popcuposan-
HoI >)xusHenHoi eMkocTu nerkux (OIKEJ).

HY>XHO AUUCCAEAOBATb YPOBEHb KUCAOPOAA B KPOBM?

Bcem nmanyeHTaM ¢ IOfO3peHNeM Ha MYKOBUCIIO3 M C MyKOBUCIIZIO30M
IIpM KaXKI0J TOCIUTAMN3aLMM TI0Ka3aHO NPOBeNeHNe ITyTbCOKCUMETPUN 1/ 1IN
UCCTIeNOBaHMe Ta30BOT0 COCTaBa KpoBu. [lammentam, 0COOEHHO TIpU HATMYUN
BBIPQXEHHOTO OPOHXO/IETOYHOTO IIPOLIecca, PEKOMEHJOBAHO MMEThb IY/IbCOK-
CUMETP [OMa, YTOOBI CBOEBPEMEHHO BBISIBIIATD MajieHMe OKCUTEHALINN, HAadasio
000CTpeHNsT XPOHNIECKOTO OPOHXOTETOYHOTO MPOLIecca U CTETeHb IbIXaTeNb-
HOJ HE[IOCTaTOYHOCTH, TPeOyIollell IOAK/II0YeHVIS] OKCUTEHOTEPATIVIA.

KAK MO>XXHO OLIEHUTb YPOBEHb ®UBPO3A B MEYEHU
Y NAUMEHTA C MYKOBUCLIMAO3OM?

VisMeHeHUs B ImedeHU IpM MYKOBMUCLVI03€ MOXKHO YBUAeTb mpu Y3V

nedeHn. [l oneHky ctenenn ¢pubposa no umxaae METAVIR pekoMeHIOBaHO
nposefieHne GuUOPOITACTOMETPUM TEYEHN, COITTACHO KoTopoit FO — orcyT-
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crBre ¢ubposa (<5,8 klla), F1 — ¢ubpo3 mopranbHbIX TPakToB (CTabblit
¢ubpos) (5,9-7,2 xIla), F2 — ¢pubpo3 ¢ HeMHOTOUNCTIEHHBIMM cenTamMu (yMe-
penHblit dubpo3) (7,3-9,5 kIla), F3 — ¢pubpo3 ¢ MHOroYMCIeHHBIMM CEIITaMuU
(BbIpakeHHbIT Hubpo3) (9,6-12,5 kI1a), F4 — umppos neyenn (>12,5 kIla).

KAKHUE YAbTPA3BYKOBbIE METOADI MCCAEAOBAHUA
MCMOADB3YIOT NP1 MYKOBUCLIMAOSE?

Bcem maumeHTaM c MYKOBUCHNIO30M peKOMeHfoBaHO Y3V opraHoB
OpromHoit nomocty u nedeHn. Ocoboe BHUMaHVE IPU STUX VCCIETOBAHMAX
VAT CTPYKTYpe MO KeTySOYHOI JKeme3bl U U3MEeHeHNAM B nedeHu. [lpn
MYKOBMCIIMJ03€ PEKOMEH/IOBAHO TaK)Ke ONpeNeNATh TUI KPOBOTOKA B ITe4eHM
(mommieporpadus COCyHoOB MOPTA/NbHONM CUCTEMBI, NYIIEKCHOE CKaHMPOBa-
HI€ COCY/IOB IIeYeHN).

ECTb AU HEOBXOAMMOCTb OBCAEAOBATD CEPALIE NMPU
MYKOBMUCLIMAO3E?

ITpy MyKOBMCIIIO3€, OCOOEHHO IIPY BBIPRKEHHOM ITOPaKeHNM O6POHXOIe-
TOYHOJ CHCTEMBI, BO3MOXKHO Pa3BUTIE JIETOYHON TUIIepTeH3MM 11 HGOPMUPOBaHIE
JIETOYHOTO CepAlid. VIMEHHO II09TOMY B IIPOTOKOJ Pery/sIpHBIX 00CIemoBaHMIA
BXOIUT 3XOKapamorpadudeckoe nccnenosanne (9xo-KI') ¢ gommrepoBckuM aHa-
7m3oM (M3MepeHIie TPaIieHTa [aB/IeHIsI Ha JIETOYHOI apTEPUN).

KAKUE SHAOCKOMNYECKME METOADbI OBCAEAOBAHUA
MCMOADb3YIOT NP1 MYKOBUCLIMAOSE?

TpaxeobpoHxockonus pegKo MWCIONB3yeTCA HPY  MYKOBUCIUZIO3€
¥l TOZIBKO 10 CTPOTMM IOKa3aHMAM. Yallje BCETo € L[e/IbI0 PaCIPaBUTh aTe/lek-
Ta3 o (pu HeadeKTMBHOCTI KOHCepBaTUBHOI Tepanun). IIpu nposene-
HUM TPaxeoOPOHXOCKOINM IPOBOAIUTCS MIUKPOOMOIOTYECKOe UCCIeOBaHNe
XXMAKOCTI OPOHX0a/IbBEO/IAPHOTO JIaBaKa.

SHoockonuueckas SHOOHA3ANLHAS PeBUSUS NOIOCHU HOCA TIPOBOIVTCA
IleTSIM C MYKOBUCI[I/I030M IIPU OCMOTpe oTopuHonapuuronorom (JIOP-paw)
0 MTOKA3aHMAM: OOBIYHO NPV HEOOXOAVMOCTH OLIEHKM CTelleHM Ha3a/lbHOTO
HONNIIO3a ¥ YTOYHEHNMA HEeOOXOAVMOCTYM XMPYPrUMYeCcKOro edeHus (v
OLICHK! Pe3y/IbTaTOB TAaKOTO JIEYEHN).

330¢pazozacmpodyodeHockonus IPOBORUTCS BCeM IALMIeHTaM C LUPpo-
30M II€YeHM I KOHTPO/IA BapMKO3HOTO pacIIMpeHNs BeH IumieBopa 1 pas
B 6-12 MecslueB; Npy IOZO3PEHUM HA 3PO3VBHO-A3BEHHBIE ITOPA’KEHUS,
racTpoasodareanpHbiil pedIIIOKC, BOCIAINTe/IbHbIE 3a00/IeBaHMsl CTU3UCTO
HMIIEeBOIA Y KeYAKA C PeTy/IPHOCTDIO 1 pas B rof (110 MoKa3aHUAM — 4alle).
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C KAKMMM 3ABOAEBAHMSAMM NMPOBOAMTCSA
AUDSEPEHLIMAABHAS AMATHOCTHMKA
MYKOBMCLIMAO3A?

I depennyanpHplil fUarHo3: «MyKOBUCIIMZO3» Yalle IPOBOANUTCS CO
CTIeYIOIMMM OOTIe3HAMM:

BPOXX/IeHHbIe aHOMAJINY 1 TIOPOKM Pa3BUTHUS OPOHXMAIBHOTO JlepeBa;
TyOepKy/ies JIeTKIX;
CapKOUz03;
MMMYHOZIeUIMTHBIE COCTOSHUA (C PeCIUPATOPHBIMUA CUMIITOMAMMN);
MepBUYHAS LMIMAPHAS JUCKIHE3NS;
CUHIPOM MaibabCcopOIy pasIMaHOI STUOTOTUMA.

[TECTOBDIE 3SAAAHUA K PASAEAY 3

1. AMATHO3: «MYKOBMUCLIMAO3» MOXET BEbITb MOCTABAEH IMPU
HAAMYNIN (HECKOABKO BAPMAHTOB OTBETA):

a) TMOAOXKMTEABHOTO pe3yAbTaTa MOTOBOTO TecTa OAHOKPATHO Ha ammna-
paTte y pebeHka B Bo3pacTe 1 ropa, nepuoanyeckmnx 6oAeit B XuBoTe
(CTYA peryAsipHbiit, 0GOPMAEHHbIM, APYTUX MPOsIBA€HUH HeT). HeoHa-
TaAbHbII CKPUHWUHT He TPOBOAUACS

b) ABaXXAblI TOAOXKNTEADHOTO NMOTOBOTO T€CTa Ha CneunMaAbHOM NMOTOBOM
aHAAU3aTOPE U METOAOM TO rM6COH)’—K)/K)/

C) NMOAOXUTEABHOTO [PE€3YAbTAaTa NMOTOBOTO TECTA U HeoHATaAbHOM rmnep-
TPUNCMHOTEHEMUN

d) aByx MyTaumit MBTP, Bbi3blBalOWMX MYKOBMCLIMAO3, M XapaKTEPHbIX
KAMHUYECKUX MPOSABAEHUM

2. KAKME 3TAMbI CKPUHMHIA HA MYKOBMUCLIMAO3 NMPUHATDI HA
AAHHbI1 MOMEHT B POCCUM:

a) onpepenerne NPT Ha 4-5-i1 AeHb: NPU MOAOKMTEABHOM pPe3yAbTaTe
NPOBOAMTCS MOTOBas MPO6a, MPU MOTPAHUYHOM Pe3yAbTaTe MOTOBOM
npo6bl — AHK-aMarHocTuka u ppyre obcarepoBaHms

b) onpepererne UPT Ha 1-2-it aeHb: npu noaoxuteabHom MPT —
noBTop Ha 21-28-it AeHb (MPU MOAOKMTEABHOM pe3yAbTaTe MpPo-
BOAMTCA NMOTOBas Npo6a, MPW NOTPaHUYHOM pe3yAbTaTe MOTOBOIA
npo6bl — AHK-pnarHocTuka u Apyrue ob6carepoBaHMs)

c) onpepenenne MPT Ha 4-5-i1 AeHb: mpu noaoxuteabHom MPT —
noBTOp Ha 21-28-/ AeHb (MPW MOAOKMTEABHOM pe3yAbTaTe Mpo-
BOAWTCS MOTOBas MPo6a, MPMU OTPULLATEABHOM Pe3yAbTaTe MOTOBOIA
npo6bl — AHK-puarHocTuka)
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d)

&

9)

onpepeneHne MPT Ha 2-3-ii peHb: npu norpaHnyHom MPT — nosTop
Ha 18-21-i1 AeHb (MPU MOAOKHUTEABHOM Pe3yAbTaTE MPOBOAMTCS NMOTO-
Basi Npo6a, Npu NorpaHUYHOM pe3yAbTaTe NOTOBOW MPo6bl — AHK-Am-
arHoCTHKa U Apyrie obcAepOBaHMS)

KOTAA MOTOBbIM TECT MOXXET BblTb
AOXKHOTMOAOXNTEAbHbIM:

NPU LMppPOo3e NeveHu, GPOHXMAABHOM acTME, LLIeAMakuu, Pe3Ko Bbipa-
)XEHHOM rMnoTpodum (Kaxekcum)

NPU HEAOCTAaTOYHOCTH GYHKLMM HAATIOHEYHNUKOB, CaXapHOM AMaberTe,
6pOHXMaAbHOM acTMe

npu pesko Bblpa)l(eHHOVi I'MI'IOTPOCIDMM (KaXGKCMM), aTOTNYECKOM A€pP-
MaTUTE, BPOXAEHHDIX MOPOKaX AETKUX, MMM)/HOAE‘CI)MLI,MTG

npn HEAOCTAaTOYHOCTU CIDYHKLI,MM HAAMOYE€YHNKOB, LI€ANAKUU, PE3ZKO
Bblpa)KEHHOf/i I'MI'IOTF)OCI)MM (Kaxechw), aTOMN4YE€CKOM A€PMaTuUTE

4YTO O3HAYAIOT MOTPAHNYHbBIE PE3YABTATbBI MOTOBOTIO
TECTA:

MOTYT ObITb Bbi3BaHbl HEMPaBUAbHOW MOATOTOBKOM K Mpobe, Hepo-
CTaTOYHOM OYUCTKOM KOXM Tepes TNPOBEAEHMEM MCCAEAOBaHMS,
HOCMTEABCTBOM «MATKMX>» MyTaumit. Oba3aTeAbHO A0O06CAeAOBaHME
1 NoBTOPHas Npoba

KaK MpaBUAO, 3TO olunbka NPOBEAEHUA TECTA, N AUATHO3 MOXET 6bITb
CHAT. nOBTOp PEKOMEHAYETCA HEPE3 TOA

MOTYT BbI3bIBaTbCSi HEMPABUAbHOM MOATOTOBKOM K Mpobe, HeAOCTaTou-
HOM OYUCTKOM KOXM TepeA NMPOBEAEHUEM UCCAAOBAHMUS, HOCUTEAb-
CTBOM «MATKMX>» MyTaLuii. [ToBTOpHYI0 Npo6y HEeT CMbiCAQ MPOBOAMTD,
PEKOMEHAOBAHO CEKBEHUPOBaHUE TeHa MyKOBUCLIMAO3a

KaK MPaBMUAO, 3TO MHAMBUAYAADbHASA OCOBEHHOCTb YeAoBEKa npPU MyKO-
BUCLIMAO3E, Yallle BCTPEYAETCA B ACTCKOM BO3pacTe. nOBTOpH)/IO I'Ip06)/
HE AEAQAIOT, AMArHO3 TMIOATBEPXAAIOT TEHETUYECKUM UCCAEAOBAHUEM

B KAKMX CAYHAAX HEOBXOAMMO MPOBEAEHME TEHETUMYECKOTO
MCCAEAOBAHMA HA MYKOBMCLMAQOS:

o0b6s3aTeAbHO BCEM AETAM C MYKOBUCLMAO3OM U POACTBEHHUKAM AAA
NOATBEPXAEHUA AUATrHO3a

BCEM HOBOPOXAEHHbBIM C TIOAOXUTEAbHBIM UAU TIOTPAHUYHDBIM CKPU-
HUHTOM Ha MYKOBUCLIMAO3 AAS TIOATBEPXKAEHNA AMATHO3aA

HOBOPOXAEHHDbIM C TIOAOXKUTEAbHbIM CKPUHUHTOM U TNMOAOXUTEAD-
HbIMU MAU MTOTPAHNYHBIMKU 3HAYEHNAMU MOTOBOM I'I'p06bl, MEKOHUEBbLIM
UAEYCOM, NPU NMOTPAHNUYHDIX 3HAYEHUAX NMOTOBOM I'Ip06bl — B AlO6OM
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PA3AEA 3

BO3pacTe, MayMeHTaM ¢ KAUHMYECKUMU MPOSBAEHUSIMU MYKOBUCLIU-
AO3a

AIO6OMY MaLMEHTY C MOAO3PEHNEM Ha MYKOBUCLIMAO3 AASl TIOATBEPXKAE-
HMSt AMATHO33, BCEM HOBOPOXAEHHBIM C MOAOXMUTEAbHbIM MAM MOTPaHUY-
HbIM CKPUHMHTOM Ha MYyKOBUCLIMAO3 AASl TIOATBEPXAEHMS AMArHO3a

KAKME MCCAEAOBAHMA TIPOBOAAT AAA BbIABAEHA
MAHKPEATUYECKOM HEAOCTATOYHOCTMU:

KOMPOAOTUYECKOE WNCCAEAOBaHME C  OTPEAEAEHUEM HEViTpaAbHOFO
XKHUpa 1 onpepeAeHHne aKTUBHOCTU naHeraqueCKoﬁ sAacTasbl-1 B kane

eAMHCTBeHHbIﬁ cnocob ONPEAEAUTb HAAUYNE U CTEMEHD MaHKPEeaTU-
Yyeckom HEAOCTAaTOYHOCTU NMPU MYKOBUCLIMAO3E€ — KOMPOAOTUYECKOE
NCCAEAOBAHUE C OMPEAEAEHNEM HeﬁTpa/\bHOl’O XKUpa

naHKpeaTnyeckas HEAOCTAaTOYHOCTb MPU MYKOBUCLIMAO3E OTIPEAEAA-
€TCA Mo AO3MUPOBKE (I)e’pMEHTOB I'IOA)KEA)/,A,O‘-IHOﬁ JKeAe3bl, KOTOpPbIE
HeO6XOAMMO NPUHUMATb NALUMUEHTY

onpeaeAeHne ypoBHA I'IaHeraTMHeCKOﬁ aAacTasbl-1B KpOBU

KAKME AHAAM3bI HEOBXOAMMO KOHTPOAMPOBATD
Y MAUMEHTA C MYKOBUCLUMAO3IOM IMPU MTOAO3PEHNIN HA
MCEBAO-BAPTTEPA CMHAPOM:

NCCAEAOBAHUE YPOBHSA HATPUA U KaAUA B KPOBU, MYAbCOKCUMETPUA

UCCAEAOBaHME KUCAOTHO-OCHOBHOTO COCTOAHUS U Fa30B KPOBU, MOTO-
BblA TECT

B6MOXMMUYECKMI aHAAU3 KPOBU, aHAAU3 KPOBU Ha TOPMOHbI LUUTOBUA-
HOWM »XeAe3bl

MCCAEAOBaHME KUCAOTHO-OCHOBHOTO COCTOSIHUS 1 Ta30B KPOBM, YPOBHS
6ydepHbIx BelecTB B KPOBM, YPOBHE HaTpHs, KaAus, XAOpa

KAK TTPABUABHO COBPATb MATEPMAA AAS
MUKPOBNOAOTUHECKOTO MCCAEAOBAHINA COAEPXKMMOTO
BPOHXOAEFTOYHOM CUCTEMbI HA MATOTEHHbIE
MMKPOOPIAHM3MbI (HECKOABKO BAPMAHTOB OTBETA):

AIO6OM AOCTYMHbINA BapMaHT — MOKPOTA, opodapHuHreaAbHbiit Masok
MAM Ma3OK M3 Hoca

ONMTUMAAbHbIN BapPMaHT — MOKPOTa UAU q)apMH]'OTanGaAbellji acnupar

NMPU NMPOBEAEHUN TanGO6pOHXOCKOI’IMM UCCAEAYETCA XKUAKOCTD 6pOH-
XOaAbBEOAAPHOTO AaBaXka. Y AeTeﬁ C MOAUNO3HbIM CUHYCUTOM MOXXHO
UCCAEAOBATb I'A)/6OK1/I171 Ma30K MNMpu PUHOCKOTINU

ONMTUMAAbHbIN BapPUaHT — MOKPOTa UAU opod)apMHreaAbeM Ma3o0K.
MoskHO McnoAb3oBaTb Ma3ok 13 HOCa
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9. KAKME MUKPOOPTAHIM3Mbl B BPOHXOAETOYHOWM CUCTEME
NALUMEHTA C MYKOBUNCLUMAO3OM YALLE BCEFO BCTPEYAIOTCA
MNP TAXKEAOM TEYEHNM:

a) B. cepacia complex u HeTybepkyAesHble MuKOGaKTepuM,
S. aureus u H. influenzae, MRSA uau rpamoTpuLaTeAbHas paopa
(P. aeruginosa, Achromobacter spp.)

a) S. aureus v H. influenzae, MRSA uAu rpamoTpuuaTeAbHas paopa
(P. aeruginosa, Achromobacter spp.)

a) MRSA  wnan  rpamoTpuuateabHas  dnaopa  (P.  aeruginosa,
Achromobacter spp.). BbipaxeHHble AeroyHble MPOSBAEHUS U YXYA-
LIEHWe COCTOSIHUA MaLMEHTA HABAIOAAETCS TaKKe MPU MPUCOeAUHEHNM
S. aureus v H. influenzae

a) MRSA  wnan  rpamoTpuuateabHas  daopa  (P.  aeruginosa,
Achromobacter spp.). BbipaxeHHble A€rOUHble MPOSBAEHHS U yXyAlLLe-
HUSl COCTOSIHMS MaLMeHTa HAaOAIOAQIOTCS TaKXKe MPU MPUCOEAUHEHUN
B. cepacia complex v HeTy6epKyAe3HbIX MUKOBAKTEPUIA

10. C KAKOM LIEABIO MALMEHTAM C MYKOBUCLIMAO3OM
MPOBOASAT OPAAbHbIMA TAKOKO3OTOAEPAHTHbIN TECT:

a) AAS AMATHOCTWKM HApYLIEHUH TOAEPAHTHOCTM K TAIOKO3€ M MYKOBMC-
LIMAO3-3aBUCHMOMY CaxapHOMy AnabeTy

b) AAf AMarHocTuku caxapHoro amnaberta 2-ro TUMA, KOTOPbIN YacTo
COMYTCTBYET MyKOBUCLMAO3Y

C) AASl AMArHOCTUKM HapyLeEHUH pPaboTbl TMOAXKEAYAOUHOM KeAesbl
1 MeYEHU NTPU MyKOBUCLMAO3E

d) AA"  AMArHOCTMKM  HApYLEHWI  TOAEPAHTHOCTM K  TAKOKO3e

(caxapHbit AMabeT Npu MyKOBUCLIMAO3E B AETCKOM BO3pacTe He pas-
BUBaeTCA)

11. KAKUE MHCTPYMEHTAAbHbIE METOAbI
ANATHOCTUKUN MCIMTOADB3YIOTCA Y MAUMEHTOB
C MYKOBMNCLMAO3OM:
a) Y3U 6ptowHoi noroctu u nouek, dxo-KI, KT MIMH u KT OFK, ®BA,
SIAC, 6poHxockonus ¢ caHaumelt GPOHXMAAbHOTO AepPeBa
b) Y3U1 6ptownoit noaoctn, Sxo-KI, dubposractometpus, KT TMH
u KT OFK, ®BA, 3TAC, MarHuTHo-pe3oHaHcHas Tomorpadus (MPT)
TOAOBDI
c) Y3U 6ptownoit noaoctH, Sxo-KI, dubposractometpus, KT TMH
n KT OTK, MPT opraHoB rpyaHoit kaetku, PBA, STAC

d) Y3M 6ptownoit noaoctn, Sxo-KI, dubposractometpus, KT TMH
n KT OTK, ®BA, STAC
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12. KAKME USMEHEHMS HA KT OT'K XAPAKTEPHbI AAS
MYKOBUCLMAO3A:

a) I'IHeBMOCI)M6pO3, CUMIMITOM  MATOBOTO CTEKAQ, ]'IepIA6pOHXMaAbHaFI
MHCI)M/\praLI,MSI, 6pOHXO3KTa3bI, MoryT 6bITb dATEAEKTa3bl, 6)//\/\bl

b) aedopMaums 1 ycuaeHMe AETOUHOTO PUCYHKA, COTOBOE AETKOE, MHO-
XeCTBEHHble KMCTbl, THEBMOPUOPO3, NePUOPOHXMaAbHAS UHOUABTPA-
Lysi, GPOHXO3KTa3bl

c) AedopMaLms U YCUAEHUE AETOYHOTO PUCYHKA, MTHEBMOGUEPO3, Nnepu-
OpoHXMaAbHas UHPUAbTPALMSA, GPOHXO3KTa3bl, MOTYT ObiTb aTeAek-
Tasbl, GYAAbI

d) npusHaku smbusemMbl, MHEBMOPUOPO3, NePUOPOHXMAAbHAS UHPUAD-
Tpauus, 6POHX03KTa3bl, MOTYT ObiTb aTeA€KTa3bl, GYAAbI

13. KAK YACTO U C KAKOTO BO3PACTA MALMEHTAM
C MYKOBUCLMAO3OM MPOBOASAT DBA;

a) ®BA y aeTeii npoBoAST 06bIYHO € 5-6 AeT, korpa pebeHoK yKe MoXeT
BbIMOAHUTb MaHeBpP $opcupoBaHHOTO BbiaoXa. [Mpu MyKoBuCLMAO3E
CNMUPOMETPUIO PEKOMEHAOBAHO MpPoBoauTb 1 pas B 3 Mecsaua, no
nokKasaH1am — valye

b) ®BA y aeteit npoBoaaT o6biuHo ¢ 9-10 AeT, Koraa pebeHok yxe
MOXeT BbIMOAHWUTb MaHeBP GpOPCUPOBAHHOTO BbiaOXa. [Tpn MykoBuc-
LMAO3€ CIMPOMETPUIO PEKOMEHAOBAHO NpoBoAKTb 1 pas B 3 MecsLa,
Mo NokKasaHMAM — yalle

c) ®BA y aeTeit nNpoBoaAT O6blMHO ¢ 5-6 AeT, Koraa pebeHok
YK€ MOXET BbINOAHUTD MaHeBP ¢OPCUPOBAHHOTO BblaOXa. [lpu
MYKOBUCLMAO3€E CIMPOMETPUIO PEKOMEHAOBAHO MPOBOAMTL 1 pas
B TOA

d) OBA y AeTelt npoBoAAT 06bIUHO € 3—4 AET, KOTAA PEBEHOK Y)Ke MOXeT
BbINOAHWUTb MaHeBP (pOPCUPOBAHHOTO BbiaOXa. [pu MykoBMCLMAO3E
CTIMPOMETPUIO PEKOMEHAOBAHO MPOBOAUTD 1 pas B roa,

14. KAK OLIEHUTb YPOBEHb ®MBPO3A MEYEHM MPU
MYKOBMCLIMAO3E:

a) AAs OLEeHKM YpoBHs $pubpo3a neueHn pekoOMeHAOBAHO MPOBEAEHUE
Y3W opraHoB 6ptolHOM MOAOCTH C AOTINAEpOTpaduedt

b) AAs ouleHkM ypoBHs ¢puEpPO3a NMeyeHn PeKOMEHAOBAHO MPOBEAEHME
MPT nevenun

C) AAS OLEHKM cTeneHu Ppubposa no wkare METAVIR pekomeHaoBaHO
npoBeaAeHUe PUOBPOIAACTOMETPHM MEYEHU

d) AAs oueHKM ypoBHS PpUOPO3a MeYeHU PeKOMEHAOBAHO MPOBEAEHUE
Y3 opraHoB 6ptolHON NMOAOCTH
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15. B KAKMX CAYYASAX NMPU MYKOBMCLIMAO3E HEOBXOAMMO
MPOBEAEHME TPAXEOBPOHXOCKOIMNMN:

a) TPaxeobPOHXOCKOMUS UCTIOAb3YETCS MPU MyKOBUCLMAO3e 1 pas B TOA
AAS CaHALMK BPOHXMAABHOTO AepeBa

b) TpaxeobpoHxockonus pPeAKO WCTMOAb3yeTCs TPU  MYKOBUCLIMAO3E
M TOAbKO MO CTPOTUM MOKasaHusM. Yalye Bcero ¢ LeAblo pacnpaBuTh
aTeAekTas AOAU (Mpw HeapPEeKTUBHOCTU KOHCEPBATUBHOM Teparmm)

C) TPaxeobpPOHXOCKOMMUS UCMIOAb3YETCs TPU MYKOBUCLIMAO3E MPH KaXKAOM
TOCTMIUTAAM3aALMM AASl CAaHALIMM GPOHXMAABHOTO AepeBa U boAee Tou-
HOM MUKPOBUOAOTUYECKOM AUATHOCTUKM

d) TanEO6pOHXOCKO]’IMFI HE UCNOAb3YETCA NPU MyKOBUCLIMAO3E
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PASAEA 4

METOAbI AEYEHMS
MYKOBUCLIMAO3A

KAKME LLEAU AEMEHMSA MYKOBUCLIMAO3A?

OcHOBHbIe el Je4eH)s MAIMEeHTOB C MYKOBVCLMZO30M — obecmede-
HJe MaKCUMaJIbHO BBICOKOIO KauyecTBa >KM3HM U MPOMIIAKTIKA OCTOKHEHMIL.
[l1st 3TOr0 HEOOXORMMO IIPeRYIPEXAATh U JIEYUTb 0OOCTPeHNsT XPOHNYECKOTO
MHQEKLMOHHO-BOCTIA/INTEIBHOTO IIPOLiecca B OPOHXOTIETOYHOII CHCTEME, @ TAKKe
obecrenTh HOPMATBHYIO PAOOTY XKETyJOYHO-KIUIIEYHOTO TPAKTA, MeAMKAMEH-
TO3HO KOMIIEHCHPOBATh HEHOCTATOYHOCTH (QYHKLNMM MOMKETYHOIHOI >KeTIesbl,
4TOOBI PeOEHOK POC ¥ Pa3BUBAJICA COIIACHO (PM3UOIOINYECKIM HOPMaM.

Heobxopmumo Taioke obecrnednTb HPOPWIAKTUKY U JIeYEHME TaKUX
OCJIO)KHEHMI, KaK CUHJIpOM IIceBHO-BapTTepa, MEKOHMEBBINI MIEyC, MYKO-
BUCIIVI/J03-CBSI3aHHBIII CaXapHBIil AuabeT, UPPO3 MedeHM, KeTIHOKaMeHHas
0071e3Hb, TIOJINIIO3HBIII PUHOCUHYCUT, 6eTKOBO-9HepreTNYecKas HeoCTaTou-
HOCTb, KPOBOXapKaHIe, JIeTOYHble KPOBOTEYEHNsI, KPOBOTEUeHNs U3 Bapu-
KO3HO PacCUIMpeHHBIX BeH NUIIEeBOMA V1 BEPXHelT TPeTH >KelMyaKa 1 fip.

HY>XHO AU HAYMHATDb AEMEHME, ECAU KAUHHNYECKUX
NMPOABAEHMM BOAE3HU HET, A AMATHO3 NMOATBEP)XAEH MOCAE
MOAOXHUTEAbDHOIO HEOHATAAbHOTIO CKPUHUHTA?

Ilocne BBCOCHUA 0053aTeIbHOTO HEOHATA/IbHOTO CKpMHIMHIA Ha MYKO-

BUCIIV/I03 YacTO HAOMIONAIOTCA CUTYalMy, KOIZja Ha MOMEHT ITOCTaHOBKM
AMarHo3a B Bo3pacTe 2-3 MecsleB peOeHOK ellle MOXKET He MMEeTh SPKUX
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K/IMHUYECKUX TIPOABTICHUIT MYKOBMUCIMAO03a. Torga TakuM IaIMeHTaM 00s-
3aTe/MIbHO HEOOXOMVIMBI DerylspHOe HalofieHne IefyuaTrpa ¥ CIeluau-
CTa IO MYKOBMCIMZO3Y (B CIeIMaTbHOM IIEHTPe MYKOBUCIMI03a IO MECTY
JKUTENbCTBA), PETY/IAPHBII KOHTPO/Ib BCeX aHanm30B. OTHOBPEMEHHO Ha 3TOM
aTare HaOMIOfeHNA 3apaHee MOKa3aHO O0ydYeHMe POANTE/Iell U WIEHOB CeMbH
HaBBIKaM yXofja 32 peOeHKOM (0COOEHHOCTM MUTaHUA, OOyYeHUe 3aHATHUAM
KMHEe3VTEePaI, IIPOBefieHNe MHIAIALMOHHON, MYKOMUTIUYECKON Teparivn),
TaK KaK HapylleHue 9BaKyally BA3KOJ MOKPOTBHI Ha IePBbIX 9TallaX MOXET
He CONPOBOK/IAThCA KAIIEM B CBA3M C HEJOCTATOYHO PAa3BUTBHIM KalllJIEBBIM
pedekcoM y MaZleHbKIX JieTell.

KAKOE AEYEHME HEOBXOAMMO MALMEHTY
C MYKOBMCLIMAO3OM?

JleyeH1e MYKOBUCIIIZI032 TO/DKHO ObITb KOMIUIEKCHBIM. OHO COCTONT 13
IOBYX YacTell — MeIMKaMEHTO3HOM U HeMeJUKaMEHTO3HOI.

Iuera m maHKpeaTndyeckue ¢epMeHTH (3aMeCTUTe/IbHAs Tepamus
HEJTOCTATOYHOCTY (PYHKIMM IOMKETyITOYHON JKeTIe3bl).
Myxkonutudeckas Tepanua — A/ Pas3KIDKeHUA BA3KOM MOKPOTBHI.
AHTuGaKTepuanbHasg Tepamusa — KYNMPOBaHUE M INPOPMIAKTMKA
6aKTepuanTbHOrO 060CTpeHMsI B OPOHXOIETOUHON CICTEME.
Kunesnrepanmss u nedeOHas (U3KyIbTypa, CIOPTUMBHAs AaKTUB-
HOCTb — HOJAEpPXMBAThb JIETKME B «4MCTOM» COCTOSIHUM, Pa3BUBAaTh
IIbIXaTeTbHbIE MBIIIIIBI, BECTY aKTUBHBIN 00pa3 >KMU3HN.
ButamuHoTepanmua — foTalyA XUPOPACTBOPUMBIX BUTAMUHOB A, D,
EuK.
Tepanmns ocno>xHeHMIA.
TapretHas Tepammsa — IaToreHeTMdecKas Tepalysl MYKOBMCIVIO32
JUIS1 BOCCTQHOBJIEHMsI pabOThI XTOPHOTO KaHaIa.

KAKASl MYKOAUTHUYECKAS TEPAMMSA MPOBOAMTCS MALIMEHTAM
C MYKOBUCLIUAO3OM?

MyxkonuTndeckas Tepanys BaKHa B CBA3M C TeM, YTO IPY MYKOBUCIIN-
To3e BsI3Kash MOKPOTA IIJIOXO BBIBOAMTCS M3 JIETKMX CAaMOCTOSTENIbHO, 3aCTO
MOKPOTBI IIPUBOANUT K MHPUIMPOBAHNUIO OAKTepUAMU U PasBUTUIO 060CTpe-
HUJI B OPOHXO/IETOYHOI cucTeMe. MyKOMUTHYecKas Tepamns IIoKa3aHa BCeM
HAIVIeHTaM C MYKOBUCLMJO30M C LIEJIbI0 YMEHBIIEHN BS3KOCTYM MOKPOTBHI
u obJerdeHns ee spakyanyuy. MyKOIUTUKA NIPEAIOYTUTEIBHO MCIIO/Ib30BATh
MHTIANMOHHO. [Tocie npyMeHeHNs MYKOIUTUKOB 0053aTeIbHO MPOBOUTD
KMHE3UTEPAINIO /I 9BaKyaluy MOKpOTHL. [lepen ceaHcoM KmHesuTepamnmu,
0CO6EHHO IIpM HaM4Iuy OPOHXOO0OCTPYKLMY, PEKOMEHYeTCs CHadasIa Ipo-
BECTY VHTA/INI0 OPOHXOMUTHKA, @ IOTOM MYKOJIUTHUKA.
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B xnmHMYeCcKol NpaKTUKe A/ MYKOIUTUYECKOI Tepaluu UCIOMIb-
3YIOTCA:

Jopnaza anvha — npemnapar, paspabOTAHHBIN CIIELNATBHO IS
MAIYIeHTOB C MYKOBUCLMJO30M, KOTOpPBIIl paspblBaeT BOHOPOMHBIE
ceasu Monekyn JHK B MokpoTe u 3¢ (deKTHBHO pas3xinKaeT ee Ha
OIUTENbHbII cpoK. llpemapar oTHOCMTCA K TIpyIIle TaK HasblBae-
MbIX (pepMEHTHBIX (IIPOTEONUTUYECKUX) MYKOIUTUKOB, YTO IO3BO-
JIeT UCIOIb30BaTh €0 B COCTaBe 0A3MCHOI Tepalyy B IIOCTOSHHOM
peXuMe ¢ MOMEHTa IIOCTAaHOBKM AyarHosa. CrnenyeT OTMETUTD, YTO U3
MYKOJIUTUKOB IIPOTEOMUTNYECKOTO (PepMEHTHOTO IPOMCXOXKAEHMS,
paspelleHHbIX Ha CETONHAIIHUI HeHb AJIA JTeYeHUsA MyKOBUCLMJ03a,
MO>XHO MCIIO/Ib30BAaTh TOJNBKO JOpHa3y anbga. IIpemapar oObIYHO
IpyUMeHsAeTcs 1 pa3 B [leHb, IpY HAJIMYMM [OINUIIOB B NPUAATOYHBIX
nasyxax HOCa VIV TSDKEIOM TedeHUM 3abo/eBanns — 2 pasa B JIeHb;
mannumon B GpopMe IOPOIIKA, KOTOPBII CONEP>KUTCA B KaIICyIle, A/
VIHTA/IALMI NOKa3aH ¢ 6 ser. IIpemapar ynydmaeT MyKOLVIIMApPHbIA
K/IMPEHC U CIOCOOCTBYeT rMapaTauny cusu. [1pu BAbIXaHUY MaHHU-
TOJIA CO3/JaeTCSI OCMOTUYECKMII IPaIieHT, KOTOPBII 06/IerdaeT iBVOKe-
HIe BOIBI B IIPOCBET AbIXaTe/IbHbIX IyTell, YBeIMYNBasA TeM CaMbIM
00beM KUJKOCTY Ha NMOBEPXHOCTY JbIXAaTENbHBIX ITyTell U yIydllast
BbIBeflcHME CMM3M. MaHHUTON IpPUMEHsAETCA dYepe3 CHelyalbHbI
VHTAJIITOP, YTO 3HAYMTENBHO OBICTpee, 4eM OOBIYHBbIC MHIAJIALNN,
HI03TOMY MaHHUTOJ OCOOEHHO 06T MOAPOCTKY, KOTOPBIE YCTAM OT
OIUTENbHON MOCTOSHHONM MHTA/IALVOHHON Tepanuu. Ilepen HasHade-
HMEM JaHHOTO IIpelapaTa IIPOBOAUTCA CIIelMaNbHbIl TeCT C MAaHHU-
TOJIOM Ha €TI0 IIepeHOCUMOCTD;
7% eunepmoHuuecKuil pacmeop Hampus xnopuoa (II0BapeHoI! Comu,
IpeVMYIIecTBeHHO ¢ fobasnenyeM 0,1% HaTpys rmanrypoHara) obma-
flaeT OBICTPBIM MYKOMUTUYECKUM 9(PPeKTOM U OTHOCUTCS K Oasmc-
HOJ MYKOJIUTUYECKON Tepammy; IpuMeHAeTCs 2 pasa B [eHb 4yepes
KOMIIPeCCHOHHBII HeOyaiizep. Y MaeHbKUX AeTell WM IPY IJIOXOiA
NepeHOCUMOCTY 7% pacTBOpa IPUMEHAIT 3% TUIEePTOHUYECKUIA
pacTBOp ¢ TManypoHoBoli Kucnotoi 0,01%.

MaHHNTON U TUIIEPTOHNYECKUI PACTBOP MOXKHO KOMOVHUPOBATD C TOP-

Ha30i1 anbda.

NMOYEMY MYKOAUTHUYECKHUE MPEMAPATbI HEAb34 MPUMEHATD
NMO3AHO BEHEPOM U NMEPEA CHOM?

MyKONUTUYIECKYIO TePANNI0 PEKOMEH/IYIOT IPOBOJMUTD He IO3JHee YeM
B 16-18 4acoB, 4TOOBI 10 CHA YCIEThb IIPOBECTI KMHE3UTEPAIIMIO U 9BAKYALUIO
BCell Pa3XIDKEHHOM MOKPOTBL. MyKONMMTMYeCKasd Tepanus MO3[THO Be4epoM
MOXKET BBI3BAaTh YCWJIEHME KAIIA HOYBIO, BBI3BATh 3aCTOIl MOKPOTHI B OPOH-
XOJIETOYHON CUCTEME.
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KOTAA U KAKASA BPOHXOAUTUYECKASA TEPANMKUA MOKA3AHA
NAUMEHTAM C MYKOBUCLIMAO3OM?

BbponxonuTudeckas Tepamnys IoKasaHa TOIbKO TeM IALlMeHTaM C MYKO-
BUCIVIJIO30M, Y KOro Habmofaercs oOparuMas JWIM YacTUYHO obparmmas
OpoHxmanbHasg o6CTpyKums, Korga npu nposegenny OBl npupoct ypoBHA
O®B1 nocne mHraaAnMM OPOHXOMUTUKA COCTaBIAeT >15%. Bponxonmutukn
HA3HAYAIOTCA C LI CTAOVIN3AINY IbIXAaTeNbHBIX ITyTell, YIy4ILIeHNs 9Ba-
Kyaluy MOKPOTBI; MX C/IefAyeT NPUMEHATD Iepefi MHIa/IsnMell aHTOaKTepu-
albHBIX IpEeNapaToB, TMIIEPTOHMYECKOTO PAacTBOpa HAaTpuUA XJIOpHUAR, Nepeq
KIMHe3UTepanueil ¥ CIOPTUBHBIMY 3aHATUAMU.

[TauyeHTaM ¢ MYKOBMCIM/IO30M 4Yallle BCETO Ha3HAYalOT KOMOWHMPO-
BaHHBble OPOHXONMUTHMYECKNE IIpernapaTsl CAeAYOLUX TPYII: CeJeKTUBHBIE
B2-apeHOMUMETVKY, aJipeHeprudeckiie CpeficTBa B KOMOVHALMY C aHTUXO-
JVHEPTUYECKNMY UV aHTUXOMHEPTMYECKIMY CPENCTBAMMU.

KOTAA MNP MYKOBUCLIMAO3E HASHAYAIOT
AHTUBAKTEPMAABHYIO TEPAMMUIO?

AnTr6aKTepyanbHas Tepams sIB/IAETCS BaKHON YacThI0 KOMIUIEKCHOI
TepaIuy py MYKOBUCIJ03€, Ha3HAYAeTCs IVIAHOBO VWJ/IM MU OPOHXO/IEroy-
HOM 0060CTpeHNM, a TaK)Ke TP BbISIB/IEHN HOBBIX TATOT€HHBIX BO30yAMTE el
B MOKpOTe.

IT1aHOBbIe KypChl HAa3HAYAIOTCSI He MPY BCEX BBISBIEHHBIX MUKPOOP-
raHyu3Max. BplAB/IeHMe IPaMIIONOKXUTEIbHBIX MUKPOOPIaHM3MOB, TaKMX Kak
S. aureus, 0ObIYHO He TpebyeT IIAHOBBIX KypCOB aHTMOAKTepUaIbHOI Tepa-
nuu (Tonbko npu oboctpennn). [Ipu BorsaBnenun P. aeruginosa, Achromobacter
xylosoxidans, B. cepacia v psifa IPyruX rpaMOTPUIIATENIbHBIX MUKPOOPTaHU3-
MOB peKOMEH/JOBaHbI IVIAHOBbIE KypChl aHTMOAKTepIMaTbHON Tepalnu B BUje
VHTJIAINIL Yepe3 HeOyrmalisep 1/WIu COBMECTHO C TablneTpOBaHHBIMU GoOp-
MaM¥, WM BHYTPUBEHHO.

ITpu BbIOOpE aHTUOMOTHKA I IPOBEJEHNS aHTIOAKTepUaIbHOI Tepa-
oMY OOBIYHO OPUEHTUPYIOTCA Ha YYBCTBUTEIBHOCTb MMKPOOPTaHM3MOB
K aHTMOAKTepMa/IbHBIM IIpeIlapaTaM, YKa3aHHYI0 B MUKPOOMOTOTMYEeCKUX
noceBax MOKpoTbl. Hajio MeTh B BUy, 4TO TabOpaTOpHOE OIpefieieHNe JyB-
CTBUTE/IPHOCTY He BCEIZa MOTTHOCTHIO COBIIAJAeT C K/IMHNUYECKUM OTBETOM Ha
IPOBOAVIMYIO TEPAIINIO.

KAK MPOBOAUTCA OLLEEHKA 3®PEKTUBHOCTU
AHTUBAKTEPUAABHOM TEPANMM NPU MYKOBHUCLIUAO3E?

Ouenka 3¢ PeKkTMBHOCTY aHTMOAKTEPHUATBHON TePAINM IPU MYKOBIUC-
111/J03€ IPOBOAUTCS 10 CYO'beKTUBHBIM (KIMHUYECKNE IPUSHAKNA — KYIUPO-
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BaHMe INXOPAKIL, yMeHbIIEHME PeCIPATOPHBIX CUMIITOMOB) 1 00 EKTBHBIM
(maboparopHble JaHHBIe — YpPOBHU JeiikonuTo3a, CPB, nmpokanbiyuronnHa)
KPUTEPMAM, a TAKOKe M0 JAHHBIM MUKPOOMOIOTNYECKOro NCC/IeoBaHuA (3pa-

IMKaIVs BO30YUTENA, CHIDKeHUe KOHIIEHTPaluy BO3OyANTeNA B KOJIOHNN).

KAKHE AO3UPOBKU UCMMOADL3YIOTCA NMPU
AHTUBAKTEPUAABHOM TEPATNUU NPU MYKOBUCLIMAO3E?

AnTr6aKTepyuanbHble IIperaparbl IAlMeHTaM C MYKOBUCII030M
Ha3HAYal0TCsl B MAKCUMAJIbHBIX BO3PACTHBIX O3MPOBKAX UM O0O/lee BHICOKNX,
PEKOMEH/IyeMBIX /I MALMEHTOB C MYKOBUCI[M/I030M, [JINTEIbHBIM KYPCOM.
Yacro anTnb6uoTrky npumensorcs oft-label (BHe mHCTpyKIMM).

KAKUE AHTUBAKTEPUAADBHDIE MPEMAPATbI UCIMTOADb3YIOT NMPU

MYKOBUCLIMAOSIE NMPU NMEPBUYHOM BbICEBE BO3BYAUTEAA, NMPU

OBOCTPEHMM U B KAYECTBE MOCTOAAHHOM TEPAINUM?

AHTr6aKTepyanbHble MPeIapaThl, MCIOIb3yeMble IIPY MYKOBUCLIUO3€E
(IepBUYHBIA BBICEB BO30OyAuUTeNA, 00OCTpeHMEe M B KadyecTBe ITOCTOSHHOI
Tepanuim), IpuBeleHbl B Ta0I. 6.

Ta6Auua 6.

AHTHGaKTepHaAbHblE MPenapaThl NPu MyKOBUCLIMAO3E
(aAanNTUPOBAHO U3 KAUHUYECKUX PEKOMEHAALIMI)

AHTHOaKTepuanbHaA Tepanusa

K/IMHIaMULVIH, KO-TPUMOKCA-
307 (BHYTpb U B/B); THaMde-

HUKOJIA IJIMIHAT aLle TVIL-
creyHaT (MHraaALMOHHO)

ITaTorennspiit - " I
epBUYHBII OCTOAHHASA
BO30ypuTENTD P O6ocTpenne
BbICEB Tepanus
1-2 npenapara:
AMOKCUIIVUIVH + KJIaBY/IaHO-
Bas Kucnora (BHyTpb 1 B/B),
okcaummvH (B/B), nedanek-
Merturun — CVH (BHYTpB), Liedasonuu
JIMHYYB- (B/B), 118 okcuM (BHYTPb
y DpajIMKaIoH- > eyp yIP
CTBM — U B/B); e TpUaKCOH, Iede-
. Has Tepamus He mpoBopynrcest
TEIbHBII muM (B/B); a3UTPOMUIIVIH,
He TIPOBOIMUTCS
S. aureus K/IapUTPOMMULIVH, [PKO3aMMI-
(MSSA) IVH, JIOKCUTIMK/INH (BHYTPb);
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H. influenzae

OpajyuKalyoH-
Has Tepanms
He ITPOBOANTCA

1-2 npenapara:
aMOKCULIM/IVH (BHYTPb);
aMOKCHILIVM/IIMH + K/IaBy/a-
HOBaA KUC/IOTA, LIeQypOKCUM
(BHYTpPB U B/B); epyKcUM
(BHYTPB); Ilep TPUAKCOH,
nedorakcum, nedenum (B/B);
TOKCUIIMK/IVH (BHYTPb);
THaM(pEeHNKOA TINIIHAT
aueTUILMCTENHAT (MHIa/sA-
LIVIOHHO)

He nmposoputca

MRSA (me-
TULMJUINHpe-
3MCTEHTHBIN
crapuio-
KOKK)

Bue o6ocTpe-
Hus: 2 a/6
mpermnapara per
os (1-3 mec):
pudammmuH
¢ ¢pysupoBoi
KMCTIOTO

Wi cynbga-
MEeTOKCas01I +
TPUMETOIIPYUM.
ITpu o6ocTpe-
HVM: JINHE30-
JIUJ VTN TeV-
KOIUTaHUH
(B/B mnu per os
2 Hex)

2 mpenapara:

pudaMmniH (BHYTPb, B MO-
HOTepIVM He Ha3HAYaIoT),
KO-TPUMOKCa3071 (BHYTpPb

u B/B), pysumoBas Kucmnora
(BHYTPb), KIMHAAMULH
(BHYTPb ¥ B/B), JOKCULIK/INH
(BHYTpB), TUTeLIMK/IVH (B/B),
nvHe3omuy (BHYTpPb 1 B/B);
BaHKOMMIIVH, TEMKOI/IAHVH,
nedraponuna hocammni, Te-
nmaBaHIVH (B/B); BAHKOMUIIVH
(dopmsl 151 MHBEKIMOHHOTO
npumeHenus) off -label (nnra-
JIALVOHHO)

VY nanyenTon

C 4aCThIMMU
obocTpeHnsIMM
Y XpOHMYe-
CKOM MHpuUIM-
posanuu MRSA
BO3MOYXHO
UCIIO/Ib30BaHMe
VIHT QTSI
BaHKOMMI[VHA

B HEIIPEPBIBHOM
pexume

P aeruginosa

Murananumn
ToOpaMuIIHA
6e3/B coueTa-
HUMU C IIUIIPO-
drnoxcarmHom
VUM VIHTa-
JISILMOHHO
KOJIMCTVIMeE-
TaT HaTpUs

B COYETaHNNU

¢ nunpodok-
CalMHOM

2-3 npenapara:

aMUKaIH, TeHTaMUIH (B/B);
LUIPOQIOKCALVH, TeBOGIOK-
canuH (BHyTpb 1 B/B); Led-
Ta3uauM, nedennm, rnedenum
+ cynpbakraMm, Hedrasumum

+ aBmbakTaMm, edromosan +
Ta3006aKTaM, IMIepalUINH
+ tazobakTam, e omnepasoH
+ cynbbakTaM, a3TpeoHaM,
VIMUIIEHEM + IIUIACTaTHH,
MepoIneHeM, fopuiieHeM, Gpoc-
¢dbomuiyH (B/B); TOOpaMuIVH,
KOMCTUMETAT HaTpus (MHra-
JIALIVIOHHO)

Tobpamunyu

I/ VTN KOTTUCTU -
MeTaT HaTpus
(MHTAAIOH-
HO) IINTENTHHO.
VY TsKenbIx ma-
LIVIEHTOB KypPCBI
B/B a/6 Tepamnnu
1 pa3s B 3 mec

no 2-3 HeJ
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KoM6uHanun
13 3 npenapa-
TOB, KypCOM

3 mpenapara:

edrasupum + aBubaKTam
(/B); uedrasmpum (MHraNA-
L[MIOHHO, B/B); lepTa3nanm,

SddexTrBHa
IMUTeNbHAS
(3-12 menm)
Tepamnus mepo-
paIbHBIMU IIpe-
HmapaTaMi Cy/b-
dbameToKCcazon

+ TpUMeTONpUM
7/ VIIU OKCULIV -
K/IVH U/ UK XJI0-
pambeHnkon
(ua ¢one B/B Te-

ot 3 HeR MepoIleHeM, JOpUIIeHeM, M-
pammm Wi mociue
u 6omee; KOM- | IepAL[M/UIMH + Ta300aKTaM, X
. Hee). s gereit
B. cepacia OUHMPOBATH asTpeoHaM (B/B); KO-TpH-
crapie 12 et
complex B/B U MHTa- MOKCa3071, IUIpOodIOKCaLinH,
. ¥ B3POCIIBIX
TIALMOHHBII NeBOGIOKCALINH, XTTOpaM-
PEeKOMEHJOBaHO
u/unm nepo- ¢ennxon (BHyTpb 1 B/B);
. MHTA/IALIOHHOE
PA/IbHBI IYTh | MUHOLIMK/INH, HTOKCULIVK/INH
HIpYMeHeHIe
BBefleHns a/6 | (BHYTpb); TMaMdpeHUKoa
TobpaMmIiHa
[IpenaparoB DIMLIVHAT aleTYIMCTeMHAT
(B Buge pacrtBo-
(MHTaIALIOHHO)
pa MM Kamcyn
C IIOPOLIKOM
IUISL VIHT A LA ),
MepoIleHeMa
u gedrasupuma,
HpefHa3HAYeH-
HBIX [I/Is B/B MC-
HO/Ib30BAHNU
Ledrasuaum, MmeporeHeMm
(popma 1a mHDBEKIIMIT MH-
TIALMOHHO); e TasuanM,
IIpn nepsuu- . ); ned A
MepoIleHeM, UIePalIUINH +
HOM BbICEBe JurenbHo uHra-
tazobaxTam, nedorepasoH +
u 060CTpeHNN JIALUY: KOMUCTU-
CynbOaKTaM, UMMUIIEHEM + Y-
Achromo- B/B KOMbOU- MeTar HaTpus,
macTaTuH (B/B); KO-TPUMAaKCO-
bacter spp. HaIs IBYX MepoIieHeM,
3071, X710paM(peHUKON (BHYTPb
a/6 pasmuy- nedrasupum,
U B/B); TMaMdeHMKoMa IINLI-
HBIX K/IACCOB TOOpaMULIMH

(14-21 nenn)

HaT alleTVILMCTENHAT, KO-
CTUMeTAT HATPUsl, UMUTIEHEM
+ OMIACTATHH, TOOPaMUIUH
(MHTaIALIOHHO)

IlpumevaHne. B/B — BHYTPUBEHHO; a/6 — aHTUOMOTUK, AHTNOAKTePUATIbHBIIL.
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KAKUME OCOBEHHOCTHU AHTUBAKTEPUAABHOM TEPAMMM MPU
BbICEBE PSEUDOMONAS AERUGINOSA?

IIpn BrICEBE P. aeruginosa manyeHTaM C MYKOBUCLM030M Ha3HAYAIOT
OJIHOBpeMeHHO 2-3 aHTMOAKTepua/JbHBIX IIpelapara M3 PasHBIX TPy
C LeNbI0 3pafyiKalluM ¥ NMPENOTBPAIleHNA PasBUTUA YCTOMYMBOCTH CHUHe-
THOVIHOJI ajouky. Yale Bcero Ha3HaYal0T KOMOVHAIMY aMIHOI/IMKO3W/IOB
c nedanocnopunamu III-1V nokonenuns. B oTindme oT BriceBa IrpaMIIONIOXKIM-
TenbHOI (ropsl, Ipu BbiceBe P, deruginosa fokazaHa He0OXOAMMOCTD IIPOBe-
HeHVs TpoMIaKTUIeCKUX KYPCOB aHTHOAKTepManbHOI Tepanuu (Ipu Xpo-
HUYecKoM MHouuposannn). Takne npodumakTiecke Kypchbl B COCTaBe
KOMIIJIEKCHOTO ~ JIeYeHMSI YBEIMYMBAIOT HPONO/DKUTENbHOCTD  >KU3HU
MalJeHTOB.

[Ipy XpOHMYECKOV CUHETHOVHOV WHQEKIMM, YacThIX 000CTpeHMAIX
MHQEKIVIOHHO-BOCIA/IUTEIBHOTO IIpOIlecca B OPOHXOIETOYHOI CUCTeMe IIPO-
TO/DKUTENIbHOCTD KYpPCOB aHTMOAKTEPUAIbHON Tepanmyl YBeIUYMBAIOT IO
3 Hegenb U 6071ee, KYpChl IIPOBOAATCA 4allle, MEX/y KypcaMy BHY TPMBEHHOII
Tepanuy IPUMEHSIOT HUIPOGIOKCAIVH B Tab/leTKax 1 0053aTeNbHO MHTAIS-
LVMOHHYIO TePaIIo Ha IIOCTOSHHONM OCHOBE.

Ina Tepamuyu IepBMYHOIO BbICeBa P. aderuginosa, a TakXe Tepalnu
VMHTEePMUTTHUPYIOLIEl U XPOHUYECKOJ CHHETHOVMHON MH(EKIVN NPUMEHAIOT
MHrasAum TobpaMniimHa B Brue pactBopa 300 Mr 2 pasa B [ieHb, a TaKxKe
PacTBOp MHI/IANVOHHOrO KomucTuMerara Harpysa 1 muH EJT (80 Mr) 2 pasa
B JieHb y meteit Miapue 8-10 yet, 2 miH EJI (160 Mr) 2 pasa B ieHb y IanyeH-
TOB B Bo3pacTe 8—10 sieT u crapie.

KAKUME OCOBEHHOCTHU AHTUBAKTEPUAAbHOM TEPAMMM MNPU
BbICEBE BURKHOLDERIA CEPACIA COMPLEX?

B. cepacia complex OTHOCUTCA K OJHMM M3 OIACHBIX M BUPY/IEHTHBIX
MHQEKIWIT IPU MYKOBUCII03€, IO3TOMY IIpU ee 0OHAPY>KEHNU PeKOMEHY-
eTcsl HeMeJJIeHHas! aHTuOaKTepuanbHas Tepanus. I1o JaHHBIM psfia MccIeno-
BaHUII, MHPNUUMPOBaHNe MAlMEHTOB C MYKOBMCIUA030M B. cepacia complex
TOCTOBEPHO YXYyZIlIaeT KIMHNYECKOe COCTOAHME MaljieHTa M NMporHos. IIpu-
MEHeHJe paHHell arpecCUBHON aHTUOAKTepyuaabHON Tepanvy (emie fo ¢op-
MUPOBAaHMS XPOHNYECKOI MHQEKINM) CIIOCOOCTBYET B psAjie C/Iy4aeB yCIIell-
HOII 3pafuKauum B. cepacia.

ITpn nepBuyHOM BBICEBe B. cepacia v ipy nedeHny 060CTpeHMIT Ha3Ha-
Yal0T KOMOMHAILIMY 13 TPeX IperapaToB KypcoM OT 3 Hefielb 1 6osiee, TakoKe
PEKOMEH/IOBaHO KOMOMHIPOBATb aHTMOAKTepHa/IbHbIe IIPeIapaThl C PA3HBIMU
HyTAMMU BBeleHNA (BHYTPVMBEHHBII, MHIA/IALMOHHBIN /WM IIePOPa/IbHbII).

ITpu BbICeBe B. cepacia y manyeHTa ¢ MYKOBUCLUIO30M HEOOXOJVMMBI
CTPOTUIT KOHTPO/Ib PacIpOCTpaHEeHN NHPEKIUY, pas3/e/ie e ITIOTOKOB Ialy-
€HTOB, TUTVIEHNYECKIE MEPBI.
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MOYEMY NMPU BbICEBE ACHROMOBACTER SPP.
AHTUBAKTEPMAAbBHAS TEPAINUA YACTO OKA3bIBAETCH
HES®DEKTUBHOM?

Kak 11 mpy BBICEBe IPYTUX MUKPOOPIaHU3MOB, ITpH BbIceBe Achromobacter
spp. aHTMOaKTepMalIbHas Tepamnus HasHAuYaeTCA B COOTBETCTBMU C YYBCTBU-
TEIbHOCTBIO MUKpoopraunama. OnHako Achromobacter spp. 4acTo XapakTepu-
3yeTCsl My/IbTUPE3UCTEHTHOCTBIO U CIIOCOOHOCTHI0 GOPMUPOBATH 6110PUTIBM,
II03TOMY YaCTO IIPU XPOHMYECKOI MHPEKIMY ObIBAIOT CIOXKHOCTY C aHTUOAK-
TepUaIbHOI Tepamnmeil.

ITpn nmoBTOpHOM BBICEBe Achromobacter spp. yBemmumBaeTca IPORYK-
st criennuIecKux MpeUUIUTUPYOLINX aHTUTeN, YTO HPUBOAUT K Ooree
OBICTPOMY IaJJeHNIO JIETOYHOI PYyHKIMM (COIIOCTAaBMMO C YXYALIEHVEM JIeT0Y-
HOV pYHKIMM IIPY XPOHMYECKON CHETHOVHON MHEKIN).

KAK AMATHOCTUPOBATb MUKOBAKTEPMO3 U MPUMEHSATb
AHTMBAKTEPUAABHYIO TEPATMIO Y MALMEHTA
C MYKOBMCLIMAO3OM?

Jna AVMarHOCTUKY MCIONIBb3YIOT Ma30K Ha HalaM4ye KUCIOTOYCTONYMBBIX
6akTepuil B MOKpOTe, Ha/lM4ye POCTa HeTYOepKy/Ie3HbIX MUKOOAKTEPUiT MIN
MUKOOaKTepumit TyOepKyie3a Ha IUTATENbHBIX cpefiaX. I/ MOCTaHOBKY fina-
THO32 HeOOXOAVMO MOATBEPIK/IeHME OfJHOTO M TOTO K€ BUJja MUKOOAKTepuil
KaK MMHUMYM U3 ABYX 00pasnoB. Kpome Toro, mis HasHayeHUs aJeKBaTHOI
Tepanmu, i BBIOOpa IIPaBUIbHOTO aHTUOMOTIIKA IIPOBOJIUTCSA TECT Ha JIeKap-
CTBEHHYIO YyBCTBUTETBHOCTD HETYOEePKY/Ie3HBIX MUKOOAKTepUIL.

KAKOBbI OCHOBHbIE MPMHLMIbI TEPAMMM MOPAXKEHMA
AETKMX, BbI3BAHHbIX FPUBAMM POAA ASPERGILLUS, Y MALMEHTA
C MYKOBMCLIMAO3OM?

B 3aBMCHMOCTHM OT COCTOSIHUS MMMYHHOJ CUCTEMBI MaI[ieHTa IPUOBI
pona Aspergillus MOTYT BBI3BIBATh a/IepTUYeCKNil OPOHXOIETOYHBII acIep-
TUIIe3, XPOHMYECKUII acleprujies JerKUX WIM VHBA3MBHBIN aclepru-
nes. IIpu annepruyeckoM OPOHXOIETOYHOM aclepruiese ¥ XpOHMYECKOM
acrepruiie3e JIETKMX PEKOMEH[IOBAHO IIPYMEHeHMe aHTUMMUKOTHYECKUX
npenapaToB. IIpy a/ieprudeckoM OPOHXOIETOYHOM acIlepriujiese peKo-
MEHJOBAaHO TAKXKe IPYMEHeHUe KOPTUKOCTEPOMUIOB [/l CUCTEMHOIO BO3-
HeMICTBYSL ¥ aHTUMUKOTUYIECKMUX CPeCTB TPYIIIBI TPUa30/I0B (BOPUKOHA3O
Y UTPAKOHA30]I).

C caMoro Hayaja JIe4eHUS /JIEPIUYECKOr0 OPOHXOIETOYHOro acIep-
TUUIe3a HeoOXOMM MOHUTOPMHT C KIMHIYECKOI OLIEHKOI1, ypOBHEM 00111ero
IgE B cpIBOpOTKe, cmympomeTpueil (MccaefoBaHMe HECIPOBOLMPOBAHHBIX
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00BEMOB 11 IOTOKOB) U peHTTeHorpadmeli rpyAHoIl KineTku (peHTreHorpadus
nerkux). Bo Bpems nedenns konueHTpamuio obero IgE B coiBopoTKe cremyeT
M3MEPATDb KaK/ble 6—-8 Hefenb.

B mepuop pemuccuy MoHmropuHr obmero IgE B cpiBopoTke ciepyer
IPOBOAVUTL KaXkAble 3 Mecslla B TedeHMEe IIEPBOrO TOfa, a 3aTeM KaX/ble
6 MecAIEeB.

V3mepenne Aspergillus-cnennyecknx IgE n IgG (onpenenenne anTu-
Tel1 K rpubam popa Aspergillus B KpoBu) BO BpeMs JIedeHNs HeljellecoobpasHo,
IIOCKOJIBKY VX YPOBHU He KOPPEIUPYIOT CO CHIDKEHMEM OOIIero ChIBOpOTOY-
Horo IgE mwm KIMHNYeCKuX/peHTreHOTOTNYeCKIX IPOABIEHNUI.

KOTAA HY>XHO HAYMHATDb TEPAMMUIO BHELUHECEKPETOPHOM
HEAOCTATOYHOCTU NOAXKEAYAOUYHOM XEAE3bI?

3aMeCTUTENPHYI0 Tepalyio MaHKpeaTndecKuMyu QepmeHTamy (IIaHK-
pearyH) HaYMHAIOT MAIVMEHTaM C MYKOBMCLMO30M JIF0O0Or0 BO3pacTa, Aaxe
HOBOPOXX/JICHHBIM, IIPY HAIMYMM KIVMHUYECKUX IPOSBIeHU’ (OTCyTCTBUE
npubaBKy B Bece, 60U B )XMBOTE), HEMTPATLHOTO XMpa B CTYIIE, IPU HU3KOII
KOHIIEHTpalyy TaHKpeaTuyecKoit anmactasbl-1 B kane (<200 MKI/T).

KAKHME MOKA3ATEAU HY>KHO KOHTPOAUPOBATD INMPU
NMPOBEAEHUU 3AMECTUTEAbHOW ®EPMEHTOTEPANUMU?

YcnemHocTh Tepnuy UM afleKBaTHOCTb MO3MPOBKM ITAHKpEATUIeCKUX
(epMeHTOB OLIeHNBACTCSA 110 KOPPEKIUY KIVHIYECKUX IPOSABIeHNUI (YacToTa
U XapaKkTep CTY/a), YMEHBIIEHUIO VM MCYe3HOBEHMIO HETPaIbHOIO >KMpa
B cTyne. OLeHNBAIOTCA TakoKe PU3NIecKnil cTaTyc peb6eHKa ¢ MyKOBUCIMIO-
30M I eXXeMecsuHas npubaBKa B Bece U POCTe.

KAK MOAOBPATb AO3Y MAHKPEATUYECKHUX
®EPMEHTOB?

Tl03MpOBKY HMaHKpeaTHA MOROMPAT SMIVMPUUIECKN, MHAVBULYATbHO.
HaumHaoT ¢ He6ONbIION MO3BI M IHOCTEINIEHHO IIOBBINIAIOT [0 MCYEe3HOBeE-
HMA CUMOTOMOB cTearopen. CpefgHsAA Ho3a y OONbIIMHCTBA NMAIMEHTOB —
10 000 EJl. mo nunase Ha 1 Kr Macchl Tela, MaKCUMalbHasA JO3UPOBKa — JIO
20 000 EJl. CunbHOe mpeBbllieHNe HEOOXOAMMOI [03bI (PePMEHTOB MOXKET
HPUBECTM K 3aIIOpaM.

ITpy NOBBIIEHHON KUCTIOTHOCTM >KeTyOYHOTO COKa CHIDKAeTCs apex-
TUBHOCTb IIAHKPeaTN4eCKNX (pepMEHTOB, IOITOMY JOIOIHUTENILHO Ha3Hada-
I0TCsI TIpeNapaThl, CHIDKAIOIYe KMCIOTHOCTD JKeYL0YHOro coka (paMoTuany,
PaHNUTUIVH, OMEIIPA30JI, 930MeIpa3ol).
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YEM OTAMYAETCSA AEYEHUE
MYKOBMCLIMAO3ACCOLMMPOBAHHOIO CAXAPHOTO AMABETA
OT AEYEHMS OBbIYHOTO CAXAPHOIO AMABETA?

B 1emom fedeHNe MAnMEHTOB C MYKOBMCLVZI030M, OC/IOKHEHHBIM
CaxapHBIM abeToM, JO/DKHO IIPOBOAMUTHCA 110 CTaH[ApTaM IOMOIY AeTAM
¢ caxapHbIM AnabeToM. O6s13aTe/IbHBI 00ydeHe ALMeHTa M €T0 CEMbH, HCY-
JIMHOTEPaIs; BaXHYIO POJIb UTPAIOT a3pOOHasA HarpysKa, COOMoIeHne peKo-
MEeH/JalIMii I10 MATAHMIO. Ba)KHO MaKCMMaIbHO YMEHBIIATh KOIMYeCTBO padu-
HYPOBaHHBIX YITIEBOROB 1 AO0AB/IATh IMPOAYKTHI C MUIIEBBIMYM BOTOKHAMI,
PaBHOMEPHO PaCIpene/siTh YITIEBOABI B TeUeHe CYTOK.

B MeXIpUCTYIHBIN NEepUof MaleHTaM C MYKOBMCIMO30M PeKo-
MEHAYeTCsl NMPUHUMATh MHCYIMHBIL, @ He MepOopasibHble TUIOIINKeMUYe-
CKbIe IIpemnaparsl. Bo BpeMst 060CTpeHmit 1eroYHOro mporecca Heo6XoumMo
Jalje IPOBePsITh YPOBEHDb ITIIOKO3BI B KpoBM (3-6 pa3 B [leHb), TaK KaK Ha
¢doHe BoCHaneHNs ypOBEHD ITIOKO3bI MOXKET IIOBBIIIATLCS. B mepuon 060-
CTpeHMsI HY>KHO YBe/IMYUTD 03y MHCYIMHA (KaK 60II0CHOTO, Tak U 6asuc-
HOTO).

KAKHME MPEMAPATbI UCITOADb3YIOT AAA MPODPUAAKTUKA
U TEPANMU NOPAXXEHWUM MEYEHM NPU MYKOBUCLIMAO3E?

Ha pmaHHBII MOMEHT BpeMEHM IPVMMEHEHMeE INPENapaToB yPCOMEe30KCH-
XO/MEeBOJ KUCTOTBI /I MPODMIAKTUKY NOPAXKEHMII TeYeHN IIPY MYKOBUCIIV-
Io3e ABJIAETCA, C TOYKM 3PEHNs JJOKA3aTeTbHO MeAVLIVHBI, JUCKYCCUOHHBIM.
OpHako Ha NPAKTUKe IpenapaThl YPCofie30KCUXONMNEeBOI KUCTOTbI Ha Cerof-
HAIIHUI JIeHb — OCHOBHOE CPEACTBO HNPOGUMIAKTUKY IOPKEHUI Ie4eHN
" JI€YE€HNA YKe I/IMeIOH.[ef/‘[CH IIaTOJIOTUMN I‘eHaTO6I/UII/IapHOI‘/‘[ CICTEMDBI y IMalin-
€HTOB C MYKOBMCIMI030M. Kamcyibl ypcopie30KkcuxonmeBoii KUC/IOThI paspe-
1IIeHHI C 3 JIET, HO Ha IPAaKTUKE OETU U NOJIbIIE€ MOI'YT IIPMHMMATD CYCII€EH3UI0O
(paspelleHa ¢ poXKHeHNA), TaK KaK He BCEITa MOTYT IPOITIOTUTDH KAIICYITy.
HosupoBka npenapata coctasnAeT 20-30 Mr/kr B cyTku. OLleHKa cOCTOSHNA
renaToO/INapHOI CUCTeMBI 1 3P GEKTUBHOCTH JIeYeHNsI IPOBOJUTCS 110 HaH-
HbIM Y3 n pubposnactomMeTpum.

KAKAS{ TEPANMMSA HEOBXOAUMA NMPU XPOHUYECKOM
PUHOCHUHYCHUTE NPU MYKOBUCLIMAO3E?

I s PeKTUBHOI Tepanuy XpOHMYECKOTO PUHOCUHYCUTA IPU MYKO-
BHUCIV[J03€ PEKOMEHAIYeTCA NPOMBIBaHME IIONOCTM HOCA PEryaspHO 2 pasa
B JleHb (mpy HeobOXomuMocTy — daiie). [l IpOMBIBaHUS MCIIOb3YIOTCS
Ha3aJIbHBI Yl WIM ApYyrue npucrnocobnenus. IIpoMbiBaHMe NMPOBOAUTCS
usoToHndeckumm (0,9%) MM TUIEPTOHNYECKUMM COIEBBIMM PacTBOPAMMU
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(3%). Ecnmn Heob6XopuMo NpoBefieH1e HTA/IALMOHHOM Tepanmy, TO OHa Ipo-
BOJIUTCA ITOCTIE IIPOMbBIBAHMA.

[Tpy HamM4MYM MONMUIIO3HBIX pa3pacTaHMil B MOMIOCTY HOCA HeoOxonmuMa
KOHCY/IbTALIUA XMPYpPra JyId pellleHNs BOIIPOca O IellecO00pasHOCTU XUPYP-
IMYECKOrO BMelarTenbcTBa. Ho He MeHee BaKHBIM ABJIAETCA VHTAIALVOHHAA
Tepanus (KOPTUKOCTEPOUAAMI B BIJe Ha3a/IbHOTO CIIpes U JOPHA30il anbga
Ipy MOMOIY KOMIIPeCCMOHHOTO HeOy/aildepa C IyIbCUPYIOLeil Iofayei
a3pOo30JIA).

KAKHME UCCAEAOBAHUA HYXKHO MPOBECTU MEPEA,
HA3HAYEHMEM NATOTEHETUYECKOM TEPAMUMU?

ITpy HasHaueHWM TATOTEHETMYECKOil Tepamyy HeoOXOAMMO IPOBECTH
TIOJTHOE TeHeTHYIeCKoe UCCIeioBaHNe C ONpefieNieHneM obenx MyTanuii B TeHe
MBTP. Ilpu HasHaueHUM IperapaTa TyMakapTop + MBakadTOp PeKOMEH/Y-
€TCA [OIOJHUTENTbHO NPOBECTU AHAMU3 A UCKIHOYEHUA T€MUSUTOTHOCTU
no myrtanyn F508del. PekoMeHayeTcs TakKe MCKITIOUUTb HOCUTEICTBO Bapy-
aHTa L467F B cocTaBe KOMIUIEKCHOTO ajIens ¢ MyTanyeit F508del, koTopbrit
06yCIOBIMBaeT Pe3UCTEHTHOCTD K TePAINIL.

ITpu pepxux myTauysax rena MBTP c 1je/1bio OLIEHKM BO3MOXXHOCTHY IIPO-
BeJIeHM: NAaTOTeHeTNYECKON Tepanuy peKOMeHAyeTcs (POPCKOMMHOBBI TeCT
Ha KMIIEYHBIX OPraHOU/AX.

KAKAS MATOTEHETUYECKASA TEPANMMUA MYKOBUCLIMAO3A
CYLLECTBYET HA AAHHbIA MOMEHT?

B Hacrosiee BpeMms IPOBOAATCA aKTUMBHBIE MCCIEHOBAHUA U IOVCK
ONTMMAJIbHbIX BapMAHTOB IIATOTEHETMYECKOJ Tepammuy /i IAlJMeHTOB
C MYKOBYVICIIIJIO30M C PasHBIMM MY TaIVISIMU.

B Poccuiickoit Pefepanyy y ManueHTOB, TOMOSUTOTHBIX [0 MyTalUu
F508del, 6e3 matonornyeckoro Bapuanta L467F, ¢ Bo3pacra 2 jeT HpUMeHs-
eTCs1 KOMOVHMPOBAHHBII Ipernapat nBakadrop (morenmyuatop 6enka MBTP) +
nymakadrop (koppexrop 6enka MBTP). IIpemapar paspertet ¢ 2 et B popme
caite, ¢ 5 1eT — B OopMe KaICys; JO3MPOBKA MOROMpaeTcss B 3aBUCHMOCTH
OT Beca pebeHKa. B pesynbprare mpuMeHeHMsI IpenaparTa MOBBIIIAETCS KOMN-
4eCTBO aKTMBHOTO 0e/Ka Ha IOBEPXHOCTY KJIETOK JKejie3 BHEIIIHeIl CeKpeLu,
CHIDKAETCS YacTOTa 000CTPEeHNI! y IAIVIEHTOB, TIOBBILIAETCS JIerOYHasA QyHK-
1151, pebEHOK j1eTde HabupaeT Bec, 3aMeJIAeTCs IPOorpeccupoBaHie MyKOBIC-
nyo3a. Iyt Toro 4To6b! o1eHUTh 3¢ HeKTUBHOCTD U 0€30MaCHOCTD JIeYeH N,
HeoOXO[VIMO KOHTPO/IMpPOBATh KIMHN4YecKue npossnennsa, ®BJI, maccy rera,
YPOBEHb IIOTOBOJI ITPOOLI, eYeHOUHbIe (PePMEHTHI.

ITpu HeadPeKTUBHOCTM AAHHOTO IIperapara paccCMaTpUBaeTCs BOIPOC
0 Iepexofie Ha Tepaluio IperaparaMmu dnekcakadrop + tesakadrop + mBa-
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KapTop 1 MBaKaTOp, KOTOPHII IPUMEHACTCS TAaKXKe IIPK APYTUX MYTaIVIAX.
IIpenapar B Poccuiickoit @egepannum paspelieH ¢ 6 €T U yKe IIOKa3aja Xopo-
my1o 9 PeKTUBHOCTD, IPOXOAAT UCC/IENOBAHNS 110 €T0 NIPYMEHEHNIO Y JieTell
6oree MTalIIero BO3pacra.

[TokasaHueM [ijisi Ha3HAYeHVs TAHHOTO IIperapara sIBJSIETCS Hammdme
B TeHOTHUIIe XOTS OBl offHON MyTanvm F508del umm xorst 661 opHOro M3 177
HaTOreHHbIX BapuaHToB reHa CFTR, KOTOpBIN pearupyeT Ha jIe4eHMe Ipe-
naparamu anekcakadrop + Tesakadrop + nBakadrop n nakadrop. OgHako
JlaHHbIe [penapaTbl MIPUMEHSIOTCS OTHOCUTENTbHO HEJABHO M HEOOXOIMMBI
[ajbHelIINe VICCIefOBaHMs Iyl onpepneneHus ux addekrnBHOCTUM 1 6€30-
MACHOCTM B OT/[JA/IEHHOM TI€PUOie TIPY ITUTETHHOM [IPUMEHEHWIA.

B KAKMUX CAYYAAX U KAK AAS TEPATTMM MYKOBUCLIMAO3A
MCMOADb3YIOTCA KOPTUKOCTEPOUADI?

ITpu TsKeNMoM TedeHUM MYKOBUCIIM/I032 BOSMOXKHO Ha3HaUeHNE CYCTEM-

HBIX [JIIOKOKOPTYKOV/OB /IS CTaOV/IN3aIMy NTAIVMeHTa, YIydIIeHNs ero oKa-
3aTerelt (mpegHN30710H 110 0,3-0,5 MI/KT MacChl Te/la IMAlieHTa B CYTKI a/IbTep-
HUpYIOIUM KypcoM). [TokasaHMAMY K pacCMOTPEHMIO BOIIPOCA O Ha3HAYeHNUN
KOPTUKOCTEPOV/IOB SIBJITIOTCS:

TSDKeJIoe TedeHe, YacTble 000CTPEeHNs U BbIpaXKeHHas [bIXaTe/lbHast

HE[OCTATOYHOCTb;

JUTNTE/IbHbIN BOCIIATUTENbHBII IPoLiecc 1 06pa3oBaHMe aTeeKTa30B

B JIETKIX;

BBIP@KEHHBII1, CTOVMKMIT OOCTPYKTUBHBI cUHApPOM (mpu Headdek-

TUBHOCTH [32-arOHNUCTOB);

a/IeprudecKuit 6GpOHXOIETOYHBIN aCIIePrIIIes.

KAKMM NAUMEHTAM U C KAKOIO BO3PACTA PEKOMEHAOBAHO
NMPOBEAEHME KMHE3UTEPAINNN?

Knnesurepanus nokasaHa BceM OOIbHBIM MYKOBMCIMZO30M C POXKfe-
HVs. MeTOfbI U IPOrpaMMbl KMHE3UTepanuy JO/DKHBI OAOMPAThCS MHANBY-
[yalbHO Ka)XX[OMY MAIJEHTy B 3aBUCUMOCTI OT BO3PacTa, COCTOSHIS IaIy-
eHTa 11 0COOEHHOCTEll er0 OPOHXOIETOYHOI CHCTEMBL. [I/I1 HOBOPOXK/IeHHbIX
ieTell IPUMEHSIOT 60/Iee TaCCUBHBIE METOAbI (IePKyCCHsl, KOMIIpeccus TPyp-
HOJT KJIETKY), C BO3PACTOM HA4MHAIOT IIPUMEHATH O0jlee aKTUBHbIE METOMBL.

KnHe3nTepanus mo3BojsieT fpeHNpoBaTh OPOHXMANIBHOE AePeBO U MOf-
[ep>KMBaTh OPOHXONETOYHYIO CHUCTEMY B MAKCUMATIbHO (PYHKIVOHATBHOM
cocrostHmu. IIpy momomy MeRMKaMEeHTO3HON Tepammy MOYKHO YIyYIINTb
peorornyecKite CBOMCTBAa MOKPOTHI, HO YAA/IATH €€ HeOOXOAMMO IIPY IIOMOLIV
Ne4eOHOI PUKYIBTYPbI, Pa3/INYHbIX METOVIK IPEHNPOBAHNA OPOHXMATBHOTO
IepeBa (C MCIIOIB30BAHMEM CITELIMATbHBIX AMIAPATOB WK 6€3 HUX).
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KAKUE OCHOBHbIE METOAMKU KUHE3UTEPATIUU
MCMOADB3YIOTCA NP MYKOBHUCLIMAO3E?

OCHOBHbIE METOZBI, UCIIONb3yeMble B KIHE3UTEPAINN y JeTeil ¢ MyKO-
BUCIVI/JO30M:
MIOCTYpPa/bHBIN JPEHAX;
aKTVMBHBII LIVKJT {BIXaHNS;
NIEPKYCCHOHHBIN Maccax;
ayTOT€HHDII JPEHAX;
KMHe3UTepanys Py IOMOLIM [IbIXaTeTbHBIX TPEHAXKEPOB;
anmapaTHble METOJbI KMHEe3UTepaInu.

CylecTBYIOT pasinyHble NPUOOPHI, CIOCOOCTBYIOIINE OYNCTKE JbIXa-
TE/NIbHBIX IyTeil: MacKM M pas/InyHble CUCTEMbI/IbIXaTe/IbHbIe TPeHaXXepHl,
cosjlafolye MOMOXKNUTENbHOE JaBeH)e Ha BBIIOXE; CUCTEMa OYMCTKMU JbIXa-
Te/IbHBIX ITyTeli, CO3/jaioI}ast BBICOKOYACTOTHYIO OCLVIUIALIVIO TPYIHON KIeTKM
(puc. 24); anmapat 11 MHTPAIyIbMOHAIbHOI MEPKYCCUM JIETKUX; OTKAIIIN-
Barer (MHCyddaTopbl-actiuparopsl) U Ap. OfHAKO CTOUT OTMETUTD, 4TO
anmaparbel He OTMEHAIOT U He 3aMEHSAIOT paboTy KMHe3UTepaleBTa, a TaKKe
JIMYHYI0 PaboTy ¥ TPEHMPOBKMU CaMOro INalMeHTa. JTO XOpollee JOIOIHe-
HJEe K [PyTVIM MeTOflaM KMHe3UTepaIluy, HO MOAOUpaTh alapaT U peXXMMBI
HY>KHO VIHAVMBUJYa/IbHO.

Puc. 24. CuctemMa OUUCTKM AbIXaTEAbHbIX My Tel, CO3AAIOLLAS BbICOKOUACTOTHYIO OCLIMAASLIMIO
TPYAHOWM KAETKM.
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KAKMMMU BUAAMM CITOPTA MOXXHO 3AHUMATbCS AETAM
C MYKOBMCLIMAO3OM?

JleTsiM 11 B3pOC/IBIM C MYKOBYICIIVZI030M PeKOMEH/[OBaHbI B IIEPBYIO O4e-
penb 3aHATIA TedeOHOI PU3KYIBTYPOIL /IS YTy dLIeH s 9BAKyal[ i MOKPOTHI,
YKpeIUIeHNs [IbIXaTe/IbHO MYCKY/IaTyPhI ¥ YIY4IlIeHNs 0011ero SMOIVIOHA/Ib-
HOTO COCTOSIHMA MalMeHTa. B mpoljecce 3aHATUIT XOPOLIO TPEHUPYETCS [ibIXa-
Te/lIbHasi MYCKy/laTypa, GOpMUPYeTCsl NMpaBUIbHOE AbIXaHVWe M YIY4IIAeTCs
BEHTWIALVIS JIETKUX.

JleTsiM ¢ MYKOBUCLIM/I030M MOXXHO M HY>XHO 3aHMMATbCS JVHaMu4e-
CKMMM BUAaMu cropTa (6e3 meperpysok, Harpyska CpefHeil MHTEHCHBHO-
CTi), a3poOHBIMU BufaMy criopra. [T010XKUTeTPHO Ha COCTOsIHME pebeHKa
C MYKOBUCI[MI030M BJIVsIET TaKXKe pebbpIBaHMe Ha CBeXXeM Bo3fiyxe. Perre-
HIle O BO3MOXXHOCTM 3aHATUII TeM MM MHBIM BUJIOM CIOPTa IPUHMMAET
Jledalnii Bpad B 3aBMCHMOCTM OT IIPEAINOaraeMbIX HAarpy3oK U TsDKECTH
COCTOSIHUS TAIIMeHTA.

He pexomeHpyeTcsi 3aHMMATbCs TPaBMOONACHBIMM BUJAMU CIIOPTa
(cmopTMBHas TMMHACTMKA, aKpoOaTyuKa, XOKKeil ¥ T.1.), TaK KaK IIpyu HONIy-
YeHMV TPaBMBI BO3MOXXHO JJINTENbHOE BOCCTAHOBJIEHME, KOTOpOe OTpHIa-
TE/IPHO CKa3bIBAETCSl Ha APeHaXHON (QYHKuuM jaerkux. He pekoMeHAyOTCs
TAaK)Ke aHa9POOHbIE BU/IBI CIIOPTA.

MOXHO AU AETAM C MYKOBHUCLIMAO3OM 3AHUMATbLCA
NAABAHMEM B BACCEMHE, KOHHbIM CMOPTOM?

ITpn BbIOOpE BuAa cropra s pebeHKa ¢ MYKOBMCLIMO30M BaXKHO
YIUTBIBATb He TOJBKO BUJ, Harpy3Ky ¥ TPaBMOONACHOCTb, HO M BO3MOX-
HOCTb HonmydeHns mHdekunyu. Hanpumep, HecMOTpst Ha TO, YTO IUIABaHue
SIB/ISIETCSI CHIOPTOM C XOPOILIell HAarpy3KOJi, pasBMBAET JIETOYHYIO CUCTEMY,
nocenieHne 6acceifHOB ¥ aKBAaIlapKOB JIETSM C MYKOBMCIJJ030M He PEKO-
MEHIOBaHO. B Takmx MecTax, 0COOEHHO B [JYIIeBBIX KaOMHKaX, B YC/IO-
BUAX BBICOKOI BJIAYKHOCTM IIOBBIIIEHA BEPOATHOCTb Pa3MHOXEHUS pas-
JMYHBIX MUKPOOPraHM3MOB, HAIpUMep CUHETHONHON Manoyku. KoHHBI
CIIOPT TaKXXe He PEeKOMEH/IOBAH 13-3a BO3MOXXHOCTU MHQUIMPOBAHMS Ha
KOHIOIITHE CIIOPaMI IVIECHEBBIX IPUOOB, KOTOpPbIe OOUTAIOT B CEHE I OMACHBI
JUIS1 TIALVIEHTOB C MYKOBUCIVZ030M.

KAKOBbI OCHOBHbIE MPUHLMIMbl AMETOTEPAMNMM MPU
MYKOBMCLIMAO3E?

HI/ICTOTepaHI/IH — BaXKHasd 4YacTb KOMIIJIEKCHOM Tepanuy ITalVEHTOB

C MYKOBUCIUJ030M. HyTpuMTMBHBIN CTaTyc BAMAeT He TOMBKO Ha oOIee
COCTOAHME TauMeHTa. JlokasaHa mpsAMasd KOppenALusa MeXy IOKasaTeleM
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MHJEKCa MacChl Te/a, IPORO/DKUTEIbHOCTDIO JKU3HY U QYHKIMel 6poHXOTTe-
TOYHOI CUCTEMBI.

JleTsAM ¢ MyKOBUCIMJ030M OOBIYHO PEKOMEH/IYeTCS YBEIMYUTb CyTOY-
HBII Kasopax 10 120-150% 10 cpaBHEHMIO C BO3PACTHOV HOPMOII, IIPU 5TOM
noTpebeHne 6eKa yBenndmuBaeTcs IpuMepHo Ha 20%, xupoB — Ha 35-40%.
[Iutanye [OMKHO OBITH COATAHCUPOBAHHBIM, IIPOJYKTHl — KauyeCTBEHHBIMI.
PexoMeHpyeTcs MCKIIOUNTD BacT-dyH, KapeHyIo NNy, M30BITOK CTaZOCTel.
[Tpn Hec6amaHMPOBAaHHOM, M30BITOYHOM HMUTAHUM, OTCYTCTBUM (PU3NIECKOIT
aKTUBHOCTHM Y JieTell ¢ MyKOBUCIIMZIO30M IIPY COBPEMEHHOM YpPOBHE JIeYeHMsA
MOXKeT HaO/TIoaTbCA OKUPEeHNe.

KAKOE MUTAHUE ABAAETCA ONMTUMAADHbDBIM AAA
HOBOPOXAEHHbIX M TPYAHbIX AETEM C MYKOBUCLIMAO3OM?

VneanpHOE NMTaHNe /11 HOBOPOXKAEHHBIX fleTeil C MyKOBUCIVII030M —
TPy/{HOE MOJIOKO. B MccieoBaHmsIX IOKa3aHo, YTO [T C MYKOBUCLIMLO30M
Ha eCTeCTBEHHOM BCKAPM/IMBAHUM VMEIOT JIy4IIVe ITOKa3aTely JIerovHO
¢yHkuyy 1 6oee HU3KOe KOMMYeCTBO ob6ocTpenuit. Ecu pe6eHOK B TsDKe-
JIOM COCTOSIHMM He MOYKET BBICOCATh HEOOXOAMMBIT 06'beM IPYAHOrO0 MOJIOKA,
TO MIPENIOYTUTEbHBIN BUJ JOKOPMA — CIIEKEHHOE MATPUHCKOE MOJIOKO U3
Oy TBUIOYKY VIV Yepe3 Ha30raCTPaIbHbI 30HA. B Kakoe KopmieHMe JeTsM
C MAHKPEATNYECKOI HEOCTATOYHOCTHI0 HEOOXOMMMO IPUHUMATH TIPenapaThl
maHKpeaTuHa (B Bue MUHUMUKPOCchep).

[Tpukopm BBOSUTCS B 4-5 MecsLeB, KaK 1 y OOBIYHBIX fieTell (MHOrma —
NpY HU3KOI TpubaBKe Beca — paHblie). [[PUKOPM HAYMHAIOT C SHEPreTnIe-
CKM IUIOTHBIX 071107 (Kaum, CIMBOYHOE MAc/Io, TBOPOT, fia/iee OBOI[HOE U MsIC-
Hoe miope). VIHOT/Ia HAa €CTeCTBEHHOM BCKapM/IMBAHMM IPUKOPM HAYMHAIOT
C msica.

YTO TAKOE «ATrPECCUBHbIE» METOAbI HY TPUTUBHOM
NOAAEPXKHM MPU MYKOBUCLIMAO3E?

ITpu macce Tenma MeHee 3-TO IeEPLEHTWISA, OTCYTCTBUM NPUOABKM MK
CHIDKEHMN Beca B TedeHMe IIONYrofja, Macce Tefla MeHee 25-TO MepLeHTH/IsA
IIpY IOTIOTHUTE/IbHOM IIpMeMe CIelMaTbHbIX MUTATe/NTbHBIX CMeceil Ha3Hada-
I0CSl TaK Ha3bIBaeMble arpecCyBHbIC METO/IbI HY TPUTUBHON MOJIeP>KKI.

K TakuM MeTogamM OTHOCATCA:

HOYHAs TUIIEPaJMMEHTAIMsA C IIOMOIIbI0 YCTAHOBJIEHHON TIacTpo-
CTOMBI Ha mepenHelt OpiomrHoit creHke (puc. 25). IlenecoobpasHo
VICIIO/Ib30BATh HU3KOIPOQWIbHYIO 6a/UIOHHYIO TaCTPOCTOMY, TaK Kak
OHa yJoOHa B IIpUMEHEHNM, He3aMeTHa IIOJ OfieX 10l (MOXKHO 3aHU-
MaTbCsl CIIOPTOM, OCEI[aTh 6ACCeiiH) M He JOCTaB/IAeT MALEHTY J1C-
koMdopTa;
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peXke HOYHAs I'MIIepaTMMEeHTAIA IPOBOAUTCA Yepe3 Ha3oracTpasb-
HbI1 30H[,. [TapeHTepanbHOe muTaHue (IIOTHOE — IIOC/IE OIIEpalNii,
IpM CUHApPOMEe KOPOTKOJ KMIIKM, OCTPOM IaHKpeaTuTe; YacThd-
HOe — IJII0KO30-aMUHOKVCIOTHBIE CMECH).

TTnmesop

Kemymox

—

DHIOCKOI

'\ \
I'. iyt \J“
o
- TacTponomuyeckas
P TpyOKa

Puc. 25. HuskonpoduabHas ractpoctoma.
(McTounmk: https://gastrostoma.ru/product/nizkoprofilnaya-gastrostomicheskaya-trubka-s-

udlinitelem-dlya-pitaniya).

B KAKMX CAYYHAAX NAUMEHTAM C MYKOBUCLIMAO3OM
NMOKA3AHO XUPYPI'MYECKOE AEMEHME?

ITpy MyKOBMCLMIO3€ MPAKTUYECKVM BCErfa INPMMEHSIOTCS TepareB-
THYeCKye MeTOHAbl. [lake Mpy pacIpoCTpaHEHHBIX OPOHXO03KTa3ax M BbIpa-
JKEHHOM IOP@KeHNUM OpPOHXOTETrOYHON CUCTEeMBbl He TpebyeTcsi pes3eKIun
YacTy JIETKOro (0OBIYHO 9TO CIyYaeTcsl JO MOMEHTA IIOCTAHOBKY AMAarHosa:
«MyxkoBucnnmo3»). OGHAKO PefKO HEKOTOpbIe COCTOSHUA BCe >Ke TpeOyroT
XUPYPrUYECKOTO BMeIIaTe/lbCTBA. [Ipy BBIPaXEHHOM KPOBOXapKaHbM, Hed-
(b beKTMBHOCTI KOHCEPBATMBHOTO JIeYeHNsI PEKOMEHJOBAHO XUPYpPrudecKoe
nedeHne (amMOonm3anysi OpOHXMAIBHBIX apTepuit). IIpy HamMuuy BbIpaXkeH-
HOTO ITO/IMIIO3HOTO IIpoLiecca B IMOIOCTM HOCA IIPOBOANTCS SHAOCKOMIMYECKOe
XUPYpPrudecKoe yhaseHye MOMNIOB. B caydae BBIpaKEHHOI AbIXATebHOI
HEOCTATOYHOCTH VIV TEPMUHA/IBHOI CTAAUM LPpO3a IedeHr HeoOXomuma
KOHCY/IbTAl[Msl TPAHCIUIAHTOJIOTA /IS pelleHns BOIpOca O HEeOOXOAMMOCTU
¥ BO3MO>KHOCTY TIPOBeJleHVsI TPAHCIVIAaHTALMMA TIeYeHI.
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KAKOBbI MOKA3AHWA K MPOBEAEHUIO TPAHCMAAHTALIMU AETKUX?

IToxasaHus K TPaHCIUIAHTALVIM JTETKIX:
XpOHMYECKas JibIXaTe/lbHasA HemocTaTo4HOCTh (PaO, <60 MM pT.cT.;
PaCO, >50 mm PT.CT.);
IUIATeTbHAs HEMHBA3VBHAS BEHTW/IALM JIETKIUX;
JIeTOYHAas TUIIePTeH3Us (CUCTONMMYECKOe JaB/ieHlie IETOYHOI apTepun
>35 MM pT.cT. o faHHBIM Ix0-KI');
JacTble 060CTpeH s 3a60/IeBaHisL, TPeOYIOLIe CTAIIOHAPHOTO TeYeHNs;
IIpOorpeccuBHOE CHIDKeHMe nokasateneit OBII;
IV ¢dyHkumoHanbHbIN Kmacc (HEBO3MOXKHOCTD 0001 pu3ndeckoit
Harpysku) no kmaccudukanuyu Hbro-VopKckoil Kapamonornueckoit
acconmanuy NYHA (New York Heart Association).
ITpu 3TOM pe3ynbpTaThl TPAHCIUIAHTAIMM XapaKTepU3YITCs XOPOIINMHU
IIOKa3aTe/IsIMMI 10 CPAaBHEHMIO C APYTMMM 3a00/meBaHMsAMY (MefyaHa IPOROI-
SKUTEIbHOCTY KU3Hu 11 ner).

BO3MOXHbl AU BEPEMEHHOCTb U1 BbIHALUMBAHUE PEBEHKA
NMPU MYKOBUCLUAO3E; PEPTUAbHbI AU MALMEHTbBI MYXKCKOIO
MOAA C MYKOBUCLIMAO3OM?

ITanmeHTKy ¢ MyKOBUCLIMI030M MOTYT 3abepeMeHeTh, BBIHOCUTD U POIUTD
pebeHka, OMHAKO HEOOXOMMMO MOMHMTH, YTO OepeMeHHOCTh — 3TO OOofblas
HarpysKa Ha OPraHM3M >KEHIIMHBI C MYKOBMUCIMIO30M, [IO3TOMY HEOOXORMMBI
KOHCY/IbTAL{VsI Bpaya ! TIATe/IbHasl IOATOTOBKA K OepeMeHHOCTH. Takke CTI0XKHO
THO/THOLIEHHO TIPOBOAUTH OA3VCHYIO TEPAINI0 MYKOBUCLM03a ¥ TePaInio 060-
CTpeHMIt BO BpeMsi GepeMeHHOCTH, YTOObI PUCK IS TUIOfiA ObIT MUHMMA/IbHbBIM.
I[ToppocTkoB HEO06Xx0MMMO MHGOPMIPOBATH O BKHOCTI KOHTPALIEIILIVIL.

BO/BHBIM MYKOBMCIIIZIO30M MY)XXCKOTO IIO/Ia € HaIM4meM as3o0cIep-
MUM VIV KPUIITO300CIIEPMUM BO3MOXKHO IIpOBEleHMe OMOICUY TEeCTUKYII
(c 18-7eTHero Bo3pacTa) i MONTy4YeHNs CIIEpPMATO30U/IOB U UCIIONb30BAHNUA
VX JU/ISI OIUTOZOTBOPEHNS SIIIEK/IETKI [PV IIOMOLIY BCIIOMOTATEIbHBIX PEIpo-
AYKTUBHBIX TE€XHOJIOTUIT (SKCTPaKOPIOpaIbHOE OIUIOKOTBOpPEHME, MHTPAL-
TOIUIa3MaTMN4eCKasl MHDbEKIMs CIIepMAaTO30MU/ia B SNIIEK/IETKY).

B mape, rie oguH u3 poaureneit 60meeT MyKOBUCIMAO30M, HEOOXOAIMO
HpOBeJleHNe TEHETUYECKOTO MCCIENOBAHNS, MO JKETAHUI0 — IPEeHATaIbHO
AMArHOCTYKY IUIOfIa HAa MYKOBUCI/IO3.

MOXHO AU NPUBUBATb AETEX C MYKOBHUCLIUAO3OM?
JeTAM ¢ MyKOBMCLIIO30M PEKOMEHI0BaHO POBOAVTH IPUBMUBKY COIJIACHO

HallIOHAaTTbHOMY KaJIeHIApl0 NpuBUBOK. IIpMBMBKM NpPOBORATCA B IEPUON,
pemuccun Ha (oHe TIPOBOAMMON Ga3UCHOI Teparyy, B CTaOM/IBHOM COCTOSTHUM
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namyenra (BHe o6ocTpeHns mMykoBuciynosa). Ocoboe BHUMaHME CIeRyeT yie-
JINTH TPUBMBKAM IIPOTVB ITHEBMOKOKKOBOJ MH(QEKINN, TPUIIIa, reMO(IbHON
nHpexuyy THIa b, BETPSHOI OCIIbI, MEHVHTOKOKKOBOJ MH(QEKIUM, reraTura
A u B, poTaBUpyCHOJI, pecnmpaTopHO-CUHIUTIAIBHONM MHPEKIMIL.

MO>XHO AU MPOBOAMTb AETSM C MYKOBUCLIMAO3OM
TYBEPKYAUHOBbIE MPOBbI?

[TarmeHTaM ¢ MYKOBMCIMIO30M PEKOMEHIYeTCA €XETOTHO IPOBOJUTD
TyOepKyIMHOAMATHOCTUKY (Ipo6y MaHTy mmm amackmuTecT). IIpo6n1 pexo-
MEH/yeTCs BBIIIOHATD BHe TIepuosia 000CTpeHN .

IIpoBenenne [MarHOCTUKM Ha Ty6epKyres 06s13aTeNbHO J/IA BCeX Malu-
€HTOB C MYKOBNUCIMIO30M, TaK KaK MHQUIMPOBaHME MUKOOAKTEPUAMMU
TybepKynesa 1 3aboeBaHMe TyOepKyIe30M 3HAYUTENbHO YXYALUIAIOT IPOTHO3
3a0071eBaHNA, TPEOYIOT JOIIOTHUTEIBHOMN TUTEbHON TepaIni.

KAKOBbI OCHOBHbIE MPUHLMIMbl MIPO®UAAKTHKM
NEPEKPECTHOM MHOEKLIMM MPU MYKOBUCLIMAO3E?

ITpodunaktuka nepekpecTHOl MH(DEKIMM KpajlHe BaKHA IPU MYKO-
BUCII03€, TaK KaK MHQUIMPOBaHNe OIpeleeHHBIMY MUKPOOpPraHM3MaMMu
MO>XKeT 3HAYMUTENTbHO YXY/UIMTh IPOTHO3 3abojeBaHus. B mepBywo odepend
He06XOMMO, YTOOBI MALMEeHTDbl He IepeceKamich APYT ¢ APYroM, 0COOEHHO
B YCJIOBMAX CTaLlMOHApa VM MOMMKINHMKY. Heo6xomuMel Takxe cobmiozie-
HIie Mep IPEeROCTOPOXKHOCTI MEFUILMHCKIMY COTPY/HUKAM, UCIIO/Ib30BaHNUE
OIHOPA30BBIX IE€PYATOK, MACOK, Xa/IaTOB, 00paboTKa (POHEHTOCKOIIA, ITy/IbC-
okcumeTpa. CrefyeT NpaBMIbHO YTWIMSMPOBATh MOKPOTY MAlMeHTa, He
[IOIIyCKaTh ee IOIA/laHMsl B PAKOBUHY, caHy3el. HyXHO TuiaTenbHO 06pada-
THIBATh BCe IIOBEPXHOCTY B MOMELIEHNMI, a TaKXXe 000pyLoBaHye, KOTOPBIM
HOJIb3yeTCsl MalueHT (HeOy/aiidep, /pIxaTellbHble TpeHaxepsl). Hesymaitzep
IODKeH 00pabaThIBaThCA eXKeTHEBHO, II0C/Ie KaXK/JOTO MCIIONTb30BaHMA.

KAKOBA MPOAOAXXHUTEAbHOCTb XXU3HU NALMEHTOB
C MYKOBHUCLIMAO3OM?

C ynydileHreM KadecTBa MEUIIVHCKON IIOMOIM ¥ pPa3paboTKoi
HOBBIX JIEKAPCTBEHHBIX IIPEIapaToB (TapreTHON Tepammu) IPORO/DKUTENIb-
HOCTDb JKV3HM IIOCTOSHHO YBEIMYMBACTCA M NMPUOMIKAETCA K IIPOROIIKU-
TEJIbHOCTM XXM3HM OOBIYHOTO 4YeoBeKa. VIMEHHO 109TOMY KpaiiHe BaKHBIMU
ABJIAIOTCA COOIOfIeHNe BCeX TePANeBTUYECKIX MEPOIIPUATHUI, JO/DKHBIN YXOT
3a IalyeHTaMu U, KOHEYHO, pa3paboTKa HOBBIX METOMIOB JIEYeHVsI U peabuin-
TallMM MAMEHTOB C MYKOBUCLVIZO30M.
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TECTOBbIE 3SAAAHNA K PASAEAY 4

1. YTO BXOAMT B KOMIMAEKCHYIO TEPATMMIO MYKOBMCLMAO3A:
a) naHkpeatuyeckne GEPMEHTDbl, KMHE3WUTepanus, BUTAMMHOTEpanws,
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b)

Z

b)

Tepanna 0C/\O)KH€HIAI71, naTtoreHeTu4ecKas Tepanm

AMET], NMaHKpPeaTn4eckme (I)epMeHTbl, MYKOAUTUHECKAA TepPanuA, aHTM6aK-
TE€PUAAbHAA TEPanus, KMHE3UTEPArmnA, CNnopTMBHAA aKTUBHOCTb, BUTAMU-
HOTEpPanus, CUMNTOMaTU4eCKas Tepanus, NnatToreHeTU4eCKas Tepanma

AMWETa, NMaHKpeaTu4eckne CI)epMeHTbI, MYKOAUTHUHECKAA TEPANUA, aHTU-
6aKTep14a/\bHa;| Tepanua, BUTAMUHOTEPANuA, Tepanus OC/\O)KHeHMﬂ,
naTtoreHeTu4eckKas Tepanma

MYKOAUTHUYECKASA TEpPaAnuA, aHTM6aKTepMaAbHa$I Tepanua, KMHe3nTepa-
nua u AevyebHas CI)M3K)/AbT)/pa, CMopPTMBHAaA aKTUBHOCTb, BUTAMUHOTE-
panua, Tepanus OC/\O)KHeHMl‘;i, naTtoreHeTu4eckas Tepanms

KAKME MCCAEAOBAHMA MPOBOAAT MEPEA HASHAYEHMEM
NATOTEHETUYECKOM TEPAMNNM:

reHeTUYeCkoe UCCAEAOBAHME C ONPEeAEAEHUEM XOTS bl OAHOM MyTa-
unm B reHe MBTP. [pu HasHaueHuM npenapata AymakadpTop + uBakad-
TOP PeKOMEHAYeTCS AOTIOAHUTEABHO MPOBECTU aHAAU3 AASl UCKAIOYe-
HUS TeMU3UTOTHOCTU Mo MyTauun F508del u UCKAIOUUTD HOCUTEABCTBO
BapuaHTa L467F B cocTaBe KOMMNAEKCHOTO aAAeAs

NPY HasHaueHWM npenapata AyMakadpTop + MBAKAGTOpP PeKOMEHAY-
€TCs NPOBECTU aHAAU3 AASl UCKAIOUEHUS TEMU3UTOTHOCTU MO My TaLUM
F508del v uckatlounTb HocUTeAbCTBO BapuaHTa L467F B cocTaBe KOM-
TIAEKCHOTO aAAEAs

TIOAHOE TeHeTUYeCkoe UCCAeAOBaHME Y MaLMeHTa C MyKOBUCLIMAO3OM
U eTO PoAUTEAElt C onpepeAeHneM obenx MyTaumit B reHe MBTP. [pu
Ha3HauYeHWU mpenapata AymMakapTop + MBaKadpTOp pPeKoMeHpyeTcs
AOTIOAHUTEABHO TPOBECTU aHAAM3 AASl UCKAIOYEHUSI TEMU3UTOTHOCTH
no myTaumn F508del u nckAounTL HOCUTEAbCTBO BapuaHTa L467F
B COCTaBe KOMMAEKCHOTO aAAEAs

TIOAHOE TeHeTUYeCKoe UCCAEAOBaHUE C ONpeAeAeHUeM obenx MyTa-
umi B reHe MBTP. [Npu HasHaueHuU npenapata AyMakadpTop + nBakad-
TOP PEKOMEHAYETCS AOTIOAHUTEABHO NMPOBECTU aHAAU3 AASl UCKAIOYE-
HUS TEMU3UTOTHOCTM No My Taumn F508del u UCKAIOUUTb HOCUTEABCTBO
BapuaHTa L467F B cocTaBe KOMMNAEKCHOTO aAAEAS

KAKWME MPEMAPATbI MCMOADB3YIOTCA AASI MYKOAUTUYECKOM
TEPATIMN TP MYKOBMCLUMAO3E:

AOpHasa-aAbpa, KOAEMH U TUMEPTOHMYECKMI PacTBOP; Npernapars
MOXHO KOMOGUHMPOBATb
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9]

d)
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AOpHa3a-aAb<|)a, MA@HHUTOA U l'MI'IepTOHM"IeCKMf;I PacTBOP; Npenaparbl
MOXXHO KOM6MHMpOBaTb

AOpHa3a-aAb<|)a, MAHHUTOA, AeKCTpOMETOp(I)aH u ]'IAI'IepTOHM‘-IeCKMﬁ
PacTBOP; NMpenaparTbl MOXHO KOM6I/1HM'pOBaTb

KOAEUH, aM6pOKCO/\a TUAPOXAOPUA, MAaHHUTOA U I'MI'IepTOHM"IeCKMﬁ
PacTBOP; NMpenaparTbl MOXHO KOM6I/1HM'pOBaTb

KOTAA TMPU MYKOBMCLMAO3E MOKA3AHA
AHTUBAKTEPMAAbBHASA TEPATTNSA:

aHTMOaKTepPUaAbHas Tepanua HasHavaeTcs MAaHOBO MAM MPU BPOHXO-
AETOYHOM O60CTPEHMM, TakXKe NPU BbISBA€HWUM HOBbIX MATOTEHHbIX BO3-
ByanTeAEl B MOKpPOTE

aHTM6aKTepMaAbHa;I Tepanma Ha3Ha4aeTcA npu 6'pOHXOl\erO‘-IHbIX obo-
CTPEHUAX, a TakKXe MPU BbIABAEHNM HOBbIX NMATOT€HHbIX BO36)’AMTeAeVi
B MOKpOTE

aHTUGAKTEPUAAbHAS Tepanus NMPU MyKOBUCLMAO3E HasHauaeTcs MNAa-
HOBO, Ha NMOCTOSIHHOM OCHOBE, YTOGbl He GbIAO OBOCTPEHM, a Takxe
TNPU BbIIBAEHWM HOBbIX NMATOTEHHbIX BO3OYAUTEAEH B MOKpPOTE

aHTM6aKTepMaAbHa;I Tepanma Ha3Ha4aeTcqd TMpK BbIABAEHWM HOBbIX
NMaTOTE€HHbIX BO36)’AMT€A€I71 B MOKpOTe

KAKME AO3bl AHTUBMOTUKOB MCMOAb3YIOTCA MPU AEYEHMM
MALUMEHTOB C MYKOBUCLIMAO3OM:

aHTMGaKTepUaAbHble TpPenapatbl MaLuMeHTaM C MyKOBMCLMAO3OM
Ha3HaYaloTCs B MaKCMMAAbHbIX BO3PACTHbBIX AO3UPOBKAX, AAUTEAb-
HbIM KypcoM. YacTo aHTM6MOTMKM Tpumensitotcs off-label (BHe
MHCTPYKLMK)

aHTUGaKTepUaAbHble TMpenapartbl MauMeHTaM C  MyKOBMCLIMAO3OM
Ha3HAYaloTCsl B AO3MPOBKaX GOAblUe, YeM B MHCTPYKLUM (AAS aeTelt
B AO3UPOBKE AASl B3POCAbIX). HacTo aHTUMGUOTHKM MpumeHsitoTcs off-
label (BHe MHCTPYKLMK)

aHTUGaKTepUaAbHble Tpenapartbl MauMeHTaM C  MyKOBMCLIMAO3OM
Ha3HAYaloTCsl B MAKCUMAAbHBIX BO3PACTHBIX AO3MPOBKAX, PEKOMEH-
AYEMbIX AAS TIALMEHTOB C MYKOBMCLIMAO3OM, AAWUTEABHBIM KYPCOM.
AHTHOUOTHKM He npuMensitoTcs off-label (BHe MHcTpyKLMM)

aHTUGaKTepUaAbHble Mpenaparbl MauMeHTaM C  MyKOBMCLIMAO3OM
Ha3HAYaloTCs B MAaKCMMAAbHbBIX BO3PACTHbIX AO3MPOBKAX WMAM Gonee
BbICOKMX, PEKOMEHAYEMbIX AASl MALUEHTOB C MYyKOBUCLIMAO3OM, AAM-
TeAbHbIM KypcoM. YacTo aHTuGMoTHkM npumensiotcs off-label (BHe
UHCTPYKLMK)
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B KAKNX CAYHAAX SPAANKALUMOHHASA TEPATMMA MPU BbICEBE
HOBOTO NMATOTEHA HE TPOBOAMNTCA:

BbisiBA€HUe B. cepacia 06blYHO He TpebyeT NAAHOBbIX KYPCOB aHTHOaK-
TEPUaAbHOM Tepanmm, TOAbKO NMpU 060CTpeHUH

BbisBA€HMe A. Xyloxidans obbluHO He TpebyeT NAAHOBbIX Ky[PCOB aHTU-
6akTepraAbHOI Tepanuu, TOAbKO MPU 060CTPeHNH

BbISBAEHME TPAMMOAOXKMUTEAbHbIX MUKPOOPTaHM3MOB, TaKMX KaK
S. aureus, o6blYHO He TpebyeT NAAHOBbIX KYPCOB aHTUOAKTEPUAABHOM
Tepanmuu, TOAbKO NP1 06OCTPEHNM

BbisiBA€HUe P. aeruginosa o6bl4HO He TpebyeT NMAAHOBbIX KyPCOB aHTU-
6aKTePUAAbHOI Tepanuu, TOAbKO NpPu 060CTPEHUH

KAKAA TAKTUKA TEPATTI TP BbICEBE P. AERUGINOSA:

npun BbiCEBE P. aeruginosa nauneHTamMm ¢ MyKOBMUCLUUAO3OM Ha3Ha4a-
I0TCA OAHOBPEMEHHO 2-3 aHTM6aKTepMaAbeIX npenapara U3 pasHbix
rpynn C LeAblo 3papanKaLMU U NMPEAOTBPALLEHNA PA3BUTUA )/CTOﬁHMBO—
ctn P. aeruginosa

npu BbiCEBE P. aeruginosa naymMeHTaMm ¢ MyKOBUCLIMAO3OM Ha3Ha-
4aeTca AAUTEAbHAA UHTAAALMOHHAaA Tepanua (To6paMML|,MH UAU KOAU-
CTUMETAT HanMH) C LI€ADbIO 3PaAUKALIMK U TIPEAOTBPALLEHUA [PA3BUTUA
ycTonunsoctu P. aeruginosa

npu BbiCEBE P. aeruginosa nauneHTamMm ¢ MyKOBMUCLUMAO3OM Ha3Haya-
€Tcsl BHYTPUBEHHAsi aHTMOAKTEPUAAbHAS Tepanus CUAbHOAEWCTBYIO-
MM TMPEMapaTOM C L€AbIO 3papnKalUn U NPEAOTBPALLEHNA PA3BUTUA
ycTonunsoctu P. aeruginosa

npu BbiceBe P. aeruginosa nauueHTam ¢ MyKOBUCLIMAO3OM OBbIYHO He
TpebyloTCs MAQHOBbIE KYPCbl aHTMOAKTEPUAAbHOI Tepanuu, TOAbKO
npu 060CTpeHUH

KAKOBbl OCOBEHHOCTU AHTUBAKTEPUAAbHOWM TEPAMMM MPU
BbICEBE B. CEPACIA COMPLEX:

npu BbiceBe B. cepacia complex nauueHTam € MYKOBUCLIMAO3OM
06bIYHO He TPebyloTcs MAAHOBble KYPCbl aHTMGaKTepPHUaAbHON Tepa-
MK, TOAbKO NMPU 060CTPEHUM

npu BbiceBe B. cepacia complex nauueHTam € MYKOBUCLIMAO3OM
Ha3HavaeTcs BHYTPUBEHHAs aHTMOAKTEPUAAbHAS TEPAnuUs CUAbHOAEH-
CTBYIOWMM MPENAPATOM C LiEAbIO 3PaAMKALMU U MPeAOTBPALLEeHUs
pasBuTUs ycTounocTu B. cepacia complex

npu BbiceBe B. cepacia complex nauueHTam € MYKOBUCLIMAO3OM
Ha3HaYaeTCs AAUTEAbHAA MHTAAALMOHHAN Tepanus (TO6paMULMH UAM
KOAMCTUMETAT HaTPMs) C LiIeAbIO SPaAMKALIMK U MPEAOTBPALLEHMS Pa3-
BUTUA YCTOMUMBOCTH B. cepacia complex
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d) npu BbiceBe B. cepacia complex nauneHTam HasHavaeTCs HEeMEAAEH-
Has arpeccuBHas Tepanus, KOMGUHALMU U3 TPex NPemnapaToB Kypcom
OT 3 HepeAb U GOAee, TaKKe PeKOMEHAOBAHO KOMOUHUPOBATb aHTH-
6aKTepuaAbHble NPenapaTbl C PasHbIMK Ny TIMU BBEAEHUS (BHY TPUBEH-
HbIl, MHTAASILLMOHHDIM M/MAM NEPOPAAbHBbIN)

9. KAK TIPOBOAMTD TEPATMMIO MOPAXKEHUM AETKMX, BbI3BAHHbIX
TPUBAMUM POAA ASPERGILLUS:

a) MpPMU acnepruarese pPEeKOMEHAOBAHO MPUMEHEHUE aHTUMUKOTUYe-
CKMX MpenapatoB. KopTHKOCTepOouAbl AAl CUCTEMHOTO BO3AEMCTBUS
UCTIOAB3YIOTCSl TOABKO TIPU BbIPaXKeHHOM O6OCTPEHUU GPOHXOAETOY-
HOTO MpoLecca

b) npu aarepritueckom 6POHXOAETOYHOM acMepPTUAAE3Ee U XPOHUYECKOM
acnepruanese Aerkux PeKOMEHAOBAHO TNPUMEHeHMe aHTUMMUKOTH-
YeckMx TPEenapaToB, TakXe MPU AAAEPTUYECKOM OGPOHXOAETOYHOM
acnepruanese PeKOMEHAOBAHO MPUMEHEHHUE KOPTUKOCTEPOUAOB AAS
CUCTEMHOTO BO3AEMCTBUS M aHTUMUKOTUUECKMX CPEACTB FPYMTbl TPMA-
30A0B (BOPUKOHA30A U UTPAKOHA30A)

C) TIPU XPOHUYECKOM acrepPruAAe3e AETKUX PEKOMEHAOBAHO MpPUMe-
HeHWe KOPTUKOCTEPOUAOB AASl CUCTEMHOTO BO3AEMCTBUS U aHTUMU-
KOTHUUYECKUX CPEACTB TPYMTbl TPMA30A0B (BOPUKOHA3OA U UTPaKOHa-
30A)

C]) NMPU AAAEPTUYHECKOM 6pOHXO/\e]’O‘4HOM aCrepruAAese U XpoHn4eCckom
aCNEePruAAese ACTKNUX PEKOMEHAOBAHO TMPUMEHEHNE TOAbBKO aHTUMMU-
KOTUYECKUX MPETapaToB

10. KAK MOAOBPATb AO3Y MAHKPEATMYECKMX GEPMEHTOB MPU
MYKOBMCLIMAOSE:

a) AO3MNPOBKY MaHKpPEaTUHa I'IOA6l4paI-OT SMNUPUYECKH, HAUBUAYAADHO!:
HAYMHAIOT C HEGOAbLILOM AO3bl 1 MOBbLIWAKOT NOCTENEHHO AO UCHE3HO-
BEHUA CUMNTOMOB CTEATOPEN

b) AO3NPOBKY MaHKPE€aTHUHA BbICHUTbIBAIOT Ha OCHOBE YPOBHSA NMaHKpEaTh-
YeckoM aAacTasbl-1 B kKaae

C) AO3NPOBKY MaHKpP€aTMHA Ha3Ha4akoT B 3aBUCMMOCTU OT KOAMYECTBA
HEf/’iTpa/\bHOFO XHUpa B CTyAE

d) Ao3MpoOBKa NaHKpeaTHHa 3aBUCUT OT Bo3pacTa pebeHka

11. KAKME MPEMAPATbI MUCMTOAB3YIOT AAS IPODUAAKTMKM
M TEPATMMM MOPAXEHMM MEYEHM:

a) AAS MPOGUAAKTUKM MOPAXKEHUS TIEUEHU U ACUEHUS YXKE UMEIOLLENCs
MaTOAOTUM TEMAaTOOUAMAPHON CUCTEMbI Y TMALUEHTOB C MYKOBUCLIMAO-
30M NMPUMEHAIOTCSA TenaTonpoTeKTOPbl Ha OCHOBE TPaB
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b) AAA ]'IpOCI)MAaKTMKM NnopaxeHuda nevyeHn u Ae4eHus yxe Umetoemncs
NaTOAOTUN renaTo6|4A14apH0171 CUCTEMDI Y MaUNEHTOB C MyKOBUCLIMAO-
30M MPUMEHAETCA AAEMETUOHMH Ha MOCTOSAHHOM OCHOBE

C) npenapartbl ypCoAE30KCUXOAMEBOM KMCAOTbl — OCHOBHbIE MPENapaTbl,
KOTOpble MPUMEHSIOTCS Y MALMEHTOB C MYKOBUCLIMAO3OM AASl NPOdU-
AAKTUKM TIOPAXKEHUIM TEUEHU U ACUEHUS YXKe UMeIOLECs MaTOAOTUM
TrenaTo6UAMAPHOM CUCTEMDI

d) AAf NPOUMAAKTUKM MOpaxKeHWs MeYeHU MPKU MyKOBMCLIMAO3E HET
3¢ deKTUBHbIX NpenapaTtos. TpebyeTcs AMHaMUYecKkoe HabAoaAeH e

12, KAK AEYUTb XPOHMYECKMIA PUHOCHUHYCUT MPU
MYKOBUCLUMAO3E:

a) npu O60CTpeHIA$|X PEKOMEHAOBAHO MCTMOAb30OBaTb COCYAOCY>XXUBALO-
e npenapartbl, MNP NMOABAEHNMU NMOAUNOB — HEMEAAEHHOE omnepa-
TUBHOE A€YEHUE

b) ars 3bdeKTHBHON Tepanii XPOHUUECKOTO PUHOCUHYCUTA MPU MyKO-
BUCLIMAO3€ PEKOMEHAYETCSl TIPOMbIBAHME MOAOCTM HOCA PEryASpPHO
2 pasa B A€Hb TUMEPTOHUYECKMMM COAEBLIMU pPacTBOpamm (7%)

C) Npw 060CTPEHMSIX PEKOMEHAOBAHO UCTIOAB30OBATb NMPOMbIBAHUE TUMNep-
TOHUYECKUMM pacTBOpamu (7%) ¢ UCTIOAb30BAHMEM HA3aAbHOTO AYLLA,
NPU TIOSIBAEHUU TIOAUTIOB — PACCMOTPETb BOMPOC 06 ONEPaTUBHOM
A€YEeHUM

d) AAs adbdeKTUBHON Tepanii XPOHUUECKOTO PUHOCUHYCUTA MPU MyKO-
BUCLIMAO3E PEKOMEHAYETCS MPOMbBIBAHWE TOAOCTHM HOCA PETYASPHO
2 pa3sa B pAeHb (MpoMmbiBaHKe NPOBOAUTCS M3oToHMYeckuMu (0,9%) uan
TUNEPTOHUYECKUMM COAEBBIMM pacTBOpamu (3%)

13. B KAKMX CAYYASX MPU MYKOBMCLIMAO3E PEKOMEHAOBAHA
KUHE3MTEPAMMNA:

a) KMHe3WTepanusi ToOKasaHa NaLMEHTaM C MYKOBUCLMAO3OM CTaplue
1 ropa

b) kuHesuTepanus nokasaHa BceM nNauMEHTaM C  MYKOBUCLIMAO3OM
C pOXAEHUS

C) KMHe3uTepanus MokasaHa TNaLMeHTaM C MYKOBUCLMAO3OM CTaplue
3 AeT

d) kMHesuTepanus mNokasaHa NaLMEHTaM C MYKOBWUCLMAO3OM CTaplue
7 neT

14. KAKOBbl OCHOBHbIE MPUHLIMMbI AMETOTEPATMM MPU
MYKOBUNCLMAOSE:
a) AeTSM C MyKOBUCLIMAO30OM OBbIYHO PEKOMEHAYETCS YBEAUUUTD CyTOu-
HbIl kanopax Ao 120-150% mno cpaBHeHMIO C BO3PACTHOWM HOPMOIA,



b)

PA3AEA 4

npu 3TOM noTpebAeHne 6eAka yBeAMuuBaeTcs npumepHo Ha 20%,
xupoB — Ha 35-40%. lNuTaHne AOAXKHO GbiTb COAAAHCMPOBAHHDIM,
NPOAYKTbl — KaueCTBEHHbIMM

AETAM C  MYKOBUCLIMAO3OM OObIYHO PEKOMEHAYETCS YBEAMYUTb
CyTouHbIN karopax A0 200% no cpaBHEHUIO C BO3PACTHOW HOPMOW,
npu 3ToM noTpebaeHne GeAka yBeAMuuBaeTcs npumepHo Ha 20%,
xupoB — Ha 35-40%. MNuTaHue AOAXKHO GbiTb COHAAAHCMPOBAHHDIM,
NPOAYKTbl — Ka4yeCTBEHHbIMM

AETSM C MyKOBUCLIMAO30M OBbIYHO PEKOMEHAYETCS YBEAUUUTD CyTOu-
HbIl kanopax Ao 120-150% mno cpaBHEHMIO C BO3PACTHOWM HOPMOI,
npu 3ToM noTpebaeHne GeAka yBeAMuMBaeTcs npumepHo Ha 50%,
xupoB — Ha 20%. lNuTaHMe AOAXKHO BbiTb CHAAAHCHPOBAHHbBIM, MPO-
AYKTbl — KayeCTBEHHbIMMU

AETAM C MyKOBUCLIMAO3OM OBbIYHO PEKOMEHAYETCS YBEAUUMTL CYTOU-
HbIl kKanopax Ao 120-150% mo cpaBHEHMIO C BO3PACTHOW HOPMOIA,
Npu 3TOM noTpebaeHne GeAka yBeAMuMBaeTcs nMpuMepHo Ha 20%,
XUPOB — Ha 35-40%. MoryT UCMOAb30BaTbCs AtOGbIE MPOAYKTI
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3AKAIOYHEHNE

MyKkoBuCIIU[I03 — 4YacToe IeAmMaTpudeckoe 3aboyeBaHue, KOTOpoOe
IpefcTaB/sieT OObIIYI0 KOMIUIEKCHYIO IPO6/IeMY He TONbKO B MEVILIMHCKO
IpaKTUKe, HO M B COUMaNbHOI cdepe. C yrydlleHreM AMATHOCTUKU MYKO-
BMCLMJ03a ¥ IIMPOKOTO apCeHaa TePaleBTUYECKUX MEPONpPUATUIL IPOKOTI-
KUTENTbHOCTD >KM3HM TaKMX OOJIBHBIX YBEIMYMIACh IO BCEM MUpE, YUCTIO
B3pOC/IBIX ManyeHTOB pacteT. CerogHsa ¢apMaxkoTepanys MYyKOBUCIUIO3a
C JCIIO/Ib30BaHMeEM TapreTHBIX NIpeNapaToB JOCTYIIHA MallYieHTaM C paHHETO
Bo3pacra. [lepBocTenieHHas 3ajjada efnaTpa — CBOEBpeMeHHas JMarHOCTHKA
MYKOBMCIIJJO3a: OT 9TOTO 3aBUCUT CyAb0a Ial[MeHTa, TaK KaK paHHee HasHa-
YeHyle Tepalyy 3HAYUTETbHO YIy4lIaeT Ka4eCTBO KM3HU O0IBHOTO Y €T0 Ipo-
THO3.

Hacrosiiee yue6HOe mocobme cofepXuT BClo HeobXopmmyro MHGOP-
Maluio B CKATON CTPYKTYPUPOBAHHON (OpMe 110 BCEM aCIeKTaM MYKOBMC-
1032 Y feTell, YTO IIOMOXEeT JIeTKO M3y4aTb CIOXHBI MaTepua. [Tocobue
[IO3BOMNT HAUYMHAIIVM B MeAMIVHE CHEenVaNncTaM, a TaKXXe OpAuHaTOpaM
U nefyaTpaM (pasHbIX Clenyaan3anuil) paciiIpUTh CBOM 3HAHMS B BOIIPOCaX
MYKOBJCII[I033, @ IIPeNoiaBaTe/IsIM — JICIIO/Ib30BaTh MaTepuas Hocooms s
3aHATUN C YYALVIMUCA U JI7IA JIEKLUIA.

CnMcoK MUTepaTypbl COCTOUT U3 ABYX 4YacTell /I YA0OCTBa OCBOEHMUsA
Marepuana. IlepBas 4acTb — QyHaMeHTaIbHbIe ICTOYHNUKY, KOTOPBIMIU CIIe-
lyeT IO/Ib30BAThCS NPV M3YYEHMM TEOPeTHYECKNX BOIPOCOB U B JIe4eOHOI
paboTe Cc maHHO KaTeropueyl MAaIMeHTOB. BTopas 4acTh — CCBUIKM Ha BCe
JIMTepaTypHbIe MUCTOYHUKY, MHOCTPAHHbBIE ¥ OT€UYeCTBEHHbIE, KOTOpPbIe ObLIN
UCIIOIb30BaHbI IIPY CO3/laHUM MaTepuana.

B yue6HOe mocoOue BKIIIOYEHBI TECTOBBIE BOIIPOCHI HOC/E KaXK/[OTO
TeMaTMYeCKOTro pasfiesia, CUTYallYIOHHbIE 3afjaull 711 KIMHUYECKOTO MblIIjIe-
HUSI, TeMaTndecKuil KpoccBopa. Takas ¢opma o6ydueHus MO3BOJISIET IPOBe-
PUTD ¥ 3aKpeNNUTb CBOY 3HaAHUA.

CoBpeMeHHble 3HaHMA B 00/acTM MYKOBMCLMI03a, IpefiCTaB/ICHHbIE
HOAPOOHO B HACTOALIEM y4eOHOM IOcoOuY, OyAyT HAaIIpaB/IeHbl HA OKa3aHue
MIO/THOL[EHHOM KBa/IMPUIMPOBAHHOIN ITOMOIIM JAHHOI KaTeropuu OONbHBIX.
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CUTYAUNOHHbBIE SAAAYN

CUTYALUMOHHASA 3AAAYA NC 1

JleBouka, 8 yeT, MoCTymmIa ¢ kamob6aMu Ha OTCTaBaHNe B PU3MIECKOM
PasBUTHM, OTCYTCTBYE ANIIeTUTA, IIOBTOPHbIE THEBMOHNY ¥ OPOHXUTBI, BIIaXK-
HBII1 Kalllelb B TeYeHNE JHA C OTHETeHNeM MOKPOTHI 3€/IEHOTO LIBETa, YacThIN
CTYIL.

Anamnes 6onesnu. C 2,5 MecAlleB OTMedYaeTcA >KUAKUIA, YacThIN
(mo 10 pa3 B CyTKuM) CTYy/I, HaOMIOAeTCsA Y TaCTPOSHTEPOIOra C AMATHO30M:
«[Incbakrepnos» (Tak ykasaHO B MEAMIMHCKOI JJOKyMeHTanuu). B Bospacre
8 Mecsi1ieB B CBS3M C PBOTON M XXU/IKMM CTY/IOM FOCIIUTA/IN3MPOBaHa B MH(EK-
IVIOHHYI0 OO/BHUIY IIO MeCTy >KUTeNbCTBa. Ha mepBoM ropy >KusHuM Iepe-
Hecsla JiBe THEeBMOHMY, B JajIbHEVIIIeM YacTble OPOHXUTHI, THEBMOHMN 1 pa3
B roy (aHTMbaKTepuanpbHasi, CUMITOMaTH4YeCKas Tepanusi). B Bece mpnbas-
JISET IJIOXO, TOCTOSTHHO HAO/TIOfiaeTCsA Y TaCTPOSHTEPOJIOTA.

B 4,5 roga mo maHHBIM KOIPOJIOTMM OTMEYANICA HENTPANbHBIA >KUP
B 601b110M KonmdecTBe. [Tpy 06cmefoBaHNy B CTALMOHAPE 110 MECTY >KUTE/Ib-
cTBa ObUIa MICKIIOYEHA IenmMakusA (MeTof He yKas3aH), IPOBEIEHBl IIOTOBbIE
npo6sl (MeTop He M3BECTeH), 3 pasa — pes3y/IbTaT MOMTOXKUTETbHBIN (CO C/IOB
MaMBl, pe3y/IbTaT oT 76 1o 86 MMOJIB//), OGHAKO AMArHo3: « MyKOBUCIIV/IO3»
BBICTaBJIEH He ObIII.

C 5,5 et 6oreeT pexxe. YXyAllIeHNe COCTOSHNUA OTMeYaeTcs C BO3pacTa
7 J71eT, KOrjfa MOABWINCDH Kalllelb, YTOM/IAEMOCTD, C1ab0CTh, TOIIHOTA, Iiepe-
CTajla NpuOaBIATL B Bece. BBIABIEHO 3HAYNMTeNbHOE YBe/IMYEHME IeYeHI,
MOBBIIIIEH)e TPaHCAMMHA3 BbIllle HOPMBI B 4 pasa.

B 8 ner o6cnenoBana B IpOTUBOTYOEPKY/IE3HOM AMCIIAHCEPE 110 MECTY
JKUTENIbCTBA, IIPY [T0CeBe MOKPOTHI BBISIB/IEHBI KICTIOTOYCTONY/BbIe MUKOOAK-
tepun. [IpoBenena Tepanus 1eOTaKCMMOM, T€HTAMUIHOM, aMUKAIVHOM,
nsonmnasupoM. B manprerimem B OI'BY «lleHTpanbHbII Hay4YHO-KCCIENOBA-
TE/IbCKMIT MHCTUTYT TyOepKynesa» PAMH r. MockBbI TyOepKysie3 ObIT MICKITIO-
4eH, I0CeB Ha MUKOOAKTepuy TyOepKye3a — OTPULIATe/IbHBIIL.

Anamne3 scu3nu. Pe6eHOK OT TpeTbeit 6epeMeHHOCTH, IpOoTeKaBLIel 6e3
0CcOOEHHOCTeIT, TPeThUX CPOYHBIX POffoB. Macca Tema mpu poxpaennn 3400 T,
mnvHa Tena 52 cM. Ouenka no mkane Anrap 8 6amos. BIDK (Bakiuna Ty6ep-
KyJle3Hasl) — B POAJOMe, peBaKUMHALNA He MpoBoAwIack. Peakiua Manry:
namnyna B 3 roga — 10 MM, B 4 roga — 11 MM, ¢ 4 1o 8 1eT — He poOBOAU-
nack, B 8 et — oTpunarenbHasa. Cubcsl: mepBblil pebeHOK B ceMbe (OT Iep-
BOJI OepeMeHHOCTH) yMep B Bo3pacTe 4 Mecs1eB (fuarHos: «[lemopparndeckmii
KOMUT?»); cTapiast cectpa — 17 JIeT, 3[OpoBa.

Ob6wvexmuenviii cmamyc. KoxxHble IOKPOBBI O/1eiHbIE, 3eM/ICTO-CEPBIE,
6e3 97IeMEHTOB CBINY, NEPUOPOUTAIBHBIN LIMAHO3. BpIpa>keHHbIe CUMIITOMBI
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«6apabaHHBIX Ia/JI0YEK» VM «9ACOBBIX CTEKOM» Ha 2+ ((asaHIM HanblieB PyK
u Hor). CyTy/IoCTb, KPbUIOBUIHBIE IONATKY. BhIpa>keHHBII ZeULINT MOKOXK-
HO-XVPOBOJ KJIETYaTKM U MBIIIEYHON Macchl. [IpIXxaHue yepe3 HOC He 3aTPyJ-
HeHo. Yacrora fipixaTenbHbIX fABvOKeHMi (Y/1]]) 24 B MUHYTY, OIBIIIKY B TOKOE
HeT. Kalwisa npakTiyecky HeT, MOKpOTa FHOVHOTO XapaKTepa, OTXOAUT IJIOXO.
B jlerkux nepKyTopHO 3ByK C KOPOOOUHBIM OTTEHKOM, JbIXaHUe IIPY ayCKY/Ib-
TalMU TIPOBOAUTCA BO BCE OT/EIBI, XKECTKOe, 0CIab/IeHo Ooblile B HYDKHUX
orfenax. Xpunbl He BbicTymmBaroTca. Carypauusa (SatO,) 92-94%. Tonb
cepAlla YMEPEeHHO! 3BYYHOCTM, PUTMUYHBIE, CHCTOMNYECKUII IIYyM Ha Bep-
xymike. Yacrora ceppeunsix cokpamenuit (YCC) 96 ynapos B MuHyTy. Kot
yBeln4eH B 06beMe, He B3YT, ZOCTYIIEH ITyOOKOII MaIbIaliny, MATKWIA, 6e3-
60ne3HeHHBIN BO BCex oTAenax. IledeHp +5 cM OT Kpas pebepHON LyrM IO
CPeHeKTIYNYHOI IMHUY, Kpail KAMEHUCTOI IVIOTHOCTY, OYTPUCTBIIL, HepOB-
HbII1, 6e300/me3HeH bl Ipy nanbranym. Cene3eHKa He manbnupyercs. Cryn
4-5 pa3s B ieHb, 607IbIIOr0 00beMa, BU3YaIbHO C IIPMMEChI0 XKupa. Macca Tena
19 kr (<3-ro nmepueHTMNIA), pocT 125 cM (25-i1 IepLeHTNIb).

Hannvie uccnedosanuii. Konpomorus: HeiTpanbHbIA XUP — MHOTO,
IOKpbIBaeT BCe IIONA 3peHVA. DMOXMMMYeCKMil aHaaM3 KpoBM: OOl
Ounupybun 34,7 MxM/n (Hopma 3,4-20,5), AJIT 152 Epn/n (mopma 5-40),
ACT 146 En/n (Hopma 5-42), ITT 60 ME/n (mopma 5-35). KT OTK: KT-kap-
TYHA XPOHNYECKOTO OOCTPYKTMBHOIO OpOHXUTA ¢ GOPMMPOBAHMEM JIOKA/Ib-
HBIX Y4acTKOB ITHeBMOduOpo3a (S2 mpaBoro serkoro), pacnpocTpaHeHHbIX
IBYCTOPOHHMX OPOHX09KTa30B. BHyTpurpynnas muMdaneHonarus.

1. Kakue UCCAEAOBAHUA HEO6XOAMMO AOTMOAHUTEABDHO HA3HAYUTb AAA
YTOYHEHUA ,A,MaI'HO3a?

2. Hapo A1 MoBTOpPHO 06cAep0BaTb pebeHka Ha Leanakuio? Ecan aa, To
KakMM METOAOM?

3. Kakyto Tepanuio HEO6XOAMMO HAa3HAUUTL TPU MOATBEPXKAEHUU AMA-
THO3a MYKOBUCLMAO3A?

4. CoopMyAnpyiiTe MOAHBIA KAMHUYECKUIA AMATHO3.

CUTYALUMOHHASA 3AAAYA N2 2

JleBouka, 14 yeT, mocTymmwia ¢ >kajo6aMyu Ha MOBTOPHbIE THEBMOHMM
U OPOHXMTBI C POX/ICHUS, BIIXKHBIN Kallle/lb B T€UeHUe THA C OTHeIeHNeM
MOKPOTBHI 3€JIEHOTO 1JBETA.

Anamnes 6onesnu. C poxpeHus ormedarorcsa dactole OPBU u 6pon-
XITBI; THEBMOHUA B BO3pacTe 3 JIeT, IOBTOPHO — B 6 JIeT (IIpaBOCTOPOHHASA);
IIOCTOSIHHBIM BJIaKHBIN Kalllelb C MOKPOTON. Jleunmmach CMMITOMAaTMYeCKU
IO MeCTy >XMTenbcTBa. B 10 et mpoxopmna o6cnenoBaHye y aaieproiora,
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HapylleHMil He HaiifeHo. B 11 sieT Ha peHTreHOrpaMme OOHapy>keHbI OPOH-
X03KTasbl. PocT S. aureus mo gaHHBIM IoceBa MOKpPOTHL. B 12 neT mposefeHa
noTtoBasd Hpo6a, MOTrpaHMYHbIe 3HaYeHM s, CO C/IOB popuTeneit, 70-74 MMob/1
(MeTon HemsBecTeH). B 13 yieT TopakanbHBIM XMPYProM IIOCTaBJIEH BOIIPOC
0 pe3eKIuN HIDKHeT JO/N IIPAaBoro JIeTKOro.

Anamnes mcusnu. Pe6eHOK OT epBoit OepeMeHHOCTH, IPOTeKaBIIel 6e3
0cO6EHHOCTelT, epPBbIX CPOYHBIX pofoB. Macca Tenma npu poxxkaernu 3200 1,
mHa tema 50 cm. Pocma 1 pa3BrBamach HOpMaabHO, 6e3 oTcTaBaHus B Gu3u-
YecKoM pa3BUTVN. HeoHaTambHBIN CKPMHUHT He IIPOBOAMJICS.

Ob6wexmuenviii cmamyc. KoxxHble OKpOBBI O/efiHbIe, 6€3 9/1eMeHTOB
ChINY, TTeprOpONUTaNPHbI IMaHO3. [IpIxaH1e Yepe3 HOC He 3aTpyaHeHo. Y]
22 B MMHYTY, OfBIIIKM B IIOKOe HeT. Kamlenb BakKHBIN, YacTblil, MOKpOTa
THOJHOTO XapaKTepa, OTXOANT IUIOXO. B jerkux nmepkyTopHO 3BYK ¢ KOpoOO4-
HBIM OTTE€HKOM, JbIXaHle ayCKyIbTaTMBHO IIPOBOJUTCS BO BCE OT/IENbL, KeCT-
KO€, YMEpeHHO€e KOMNYIeCTBO B/IAKHBIX XPUIIOB, OO/IbIIIe B HIDKHUX Y CPEJHIX
oraenax crpasa. SatO, 96%. Tonbl cepnua sByunble, purmndnbie. YCC 88 yna-
poB B MuH. JKuBor msarkuii, 6e360nesHeHHbIiL. [ledeHb y kpast pebGepHOIt fyTu.
Cenesenka He nanbnupyercs. CTyn 1 pas B ieHb 6€3 BU3ya/IbHBIX IIPM3HAKOB
nonudekanuu u creatopen. Macca tenma 55 kr (50-75-71 mepIieHTUIb), POCT
159 cm (50-75-it mepLieHTNIIb).

annvie uccnedosanuii. Komponorus: HeilTpanbHbIl xup — HeT. Oroy-
metpusi: @IKEJI 61%, ODB1 49%. KT OTK: KT-kapTuna XpoHn4eckoro 6poH-
xnuTa ¢ GOpMMPOBaHNEM JIOKA/TbHBIX YYaCTKOB NHeBMOpUOpo3a (HIDKHIE
IOJIV IIPABOTO JIETKOTO), PaCIPOCTPAHEHHBIX IBYCTOPOHHUX OPOHX09KTA30B.

1. Coopmupyite NAaH HEOOGXOANMbBIX AOTIOAHUTEAbHbIX O6CAEAOBAHMM
AASl YTOYHEHUS AUArHO3a U COCTOSIHUSA pebeHka.

2. MMeeTcs AM HEOGXOAUMOCTD B PE3EKLMU HUXKHEN AOAU MPABOTO AeT-
KOTO AASl yCTPaHeHMs oyara MHPeKLuM, MHeBMOPpUOpPO3a U MHOXe-
CTBEHHbIX OPOHXO3KTA30B C LI@AbIO CHIKEHUS KOAMYeCTBa obocTpe-
HUIA GPOHXOAETOYHOTO npoLecca?

3. Cyy4eTom HOPMaAbHOM PYHKLUM MOAXKEAYAOUHOM KEAE3bl HA MOMEHT
obcaepoBaHUA CHOPMYAUPYITE TAaKTUKY AAAbHEWLIMX OOCAeAOBaHMI
NPU NOATBEPXAEHMU AMarHo3a: «MykoBucuma03»? Ectb An Heobxo-
AMMOCTb B NpUeMe NaHkpeaThyecknx GepmeHToB?

CUTYAUMOHHASA 3AAAYA Ne 3
HeBouka, 11 MecsleB, MOCTynuna c >)KajmobaMu, cO CJIOB MaMbl, Ha

IIOBTOpPHbIE€ ITHEBMOHUN U 6pOHXI/ITI)I, BAQXKHBIN Kalllelb B Te4YeHUe OHA,
OTCTaBaHUE B (1)M3M‘{€CKOM Ppa3BUTUN.

83



MYKOBMCLIMAO3 Y AETEM: 100 BOMPOCOB M OTBETOB

Anamnes 6one3Hu. HeoHaTanbHBIN CKPMHUHT Ha MYKOBUCLIMTO03 OTPU-
narenbHbI: Ha 4-11 feHb VIPT1 63 ur/mn (perect us Toro xe nsartHa 58,18 Hr/
mi). C 1-ro Mecsi1ia OTMedaeTcsl BIaXKHbIN Kalllelib, B 3 U1 5 MecsI1leB IepeHecra
OPBM c ycunenuem kauuis. B 6 u 7 MecAlleB ABaXX/ibl TlepeHec/Ia THEBMOHMIO,
OCJIO)KHUBIIYIOCS aTeJIeKTa3oM S7 CIIpaBa, Ha 9TOM (OHe OTMEYaICh IIOBTOP-
Has PBOTA, CHIDKEHME MeKTponnToB (kamuit fo 1,6 mmons/m). C 6 MecsALeB
OTMeYaeTCs OTCTaBaHMe B Bece.

Anamne3 rscusnu. Pe6eHOK 0T BTOpOIt 6epeMeHHOCTH, IIPOTeKaBIeil 6e3
0COOEHHOCTeI, MePBBIX CPOYHBIX POOB. Macca Tenma mpu poxxperun 3780 T,
JUIMHA Tema 55 cM.

Ob6wexmuenviii cimamyc. KoxHble TTOKpOBbI OrefHble, 6€3 3/1eMEHTOB
CBINM, IepMOPOUTAIBHBIN IMaHO3. [IpIxaHue Yyepes HOC He 3arpygHeHo. Y11
28 B MMHYTY, OfBIIIKM B IIOKOe HeT. Kallenb BIakKHBIN, YacTblil, MOKpOTa
THOJTHOTO XapaKTepa, OTXO[UT IIOXO0. B jerkux ppixaHue mpoBOUTCS BO Bce
OTHIETIBI, C )KECTKUM OTTEHKOM. XPUIIOB Ha MOMEHT 0CMOTpa HeT. SatO, 98%.
Tonb! cepaua 3ByuHble, purMuyuHble. YCC 92 ymapa B MuH. JKuBOT MATKuii,
6e36onesHenHblt. [ledeHb +1 cM oT Kpas pebepHoii gyru. Cene3eHKa He Majib-
nupyercsa. Cryn 1-2 pasa B fieHb, 6€3 BM3ya/IbHBIX IIPM3HAKOB NOMM(peKaInn
u crearopeu. Bec 7 kr (10-25-it meprieHTUNB), pocT 73 cM (50-71 ITepLieHTUIb).

Haunvie uccnedosanuii. Komponorus: HeNTpanpHBI >KMP — HeT.
KT OTK: KT-kapTuna XpoHU4ecKoro 6poHxura ¢ GpopMupoBaHMEeM JIOKa/Ib-
HBIX y4YaCcTKOB ITHeBMO(UOpo3a (HIDKHME O IIPAaBOTO JIETKOTO), PacIpo-
CTPaHEHHBIX [IBYCTOPOHHNUX OPOHX03KTA30B.

1. Kakoit AMarHo3 MOXHO NMPEATNOAOXMTb Y MauueHTkM? MoxHO AM
UCKAIOUUTb MYKOBMCLIMAO3 Ha OCHOBaHMM OTPULIATEABHOTO HEOHa-
TAaAbHOTO CKPUHUHTA?

2. Kakne obcaepOBaHMS HEOOXOAMMO MPOBECTU AAS YTOUHEHUS AMa-
rHo3a?

3. Kakas TakTHKa Tepanuu HeobxoanMa pebeHKy Mpu NMOATBEPXAEHUM
AMarHosa: « MyKoBUCLMA03»?

CUTYALUMOHHASA 3AAAYA Ne 4

ITamueHT, 6 eT.

Anamnes 6onesnu. PoxpeH 3a mpenemamu Poccuiickoit Pepepanuuy,
HEOHATa/IbHbIII CKPYHUHT He IpoBoawicA. [lepeHec BHyTpUyTPOOHYIO ITHEB-
MOHUIO, 14 CyTOK MCKYCCTBEHHOII BeHTWIALUM Nerkux. C poxxaeHnsa Habmo-
Jaluch IUIoXas NmpuOaBKa Beca, ydallleHMe CTyla Ha (OHe ymoTpebneHus
Kpyn. PecimparopHble 3a60eBaHnsa — HedacTo. B BospacTe 5 yieT npoBefeHa
HOTOBasi Ipoba Ha CllelaTbHOM IIOTOBOM aHa/IM3aToOpe: IIPOBOJUMOCTD XJI0-
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puzmoB nora skBuBaneHTHa 61 1 81 Mmonb/n NaCl. AHanM3 kana Ha IMaHKpea-
TUYECKYIO 571acTasy-1, reHeTH4eckoe o6c/efoBaHMe He IPOBOAVIINCE.

BricTaBneHn pmarHos: «MyKOBUCINJO3, JIETOYHO-KMIIeyHasds (HopMa,
TSDKe/oe TedeHne. XpOHMYeCKas NMaHKpeaTndecKas HeJOCTATOYHOCTD TsDKe-
JI0¥1 cTerieHn. XpOHUYEeCKUIT OOCTPYKTUBHBI OPOHXUT>.

HasHaueHa 3aMecTUTeIbHAS Tepanys MaHKpeaTudecKuMu ¢pepMeHTaMu
u3 pacyera 12 500 E]] nmumnasel/kr B cyTku. C Havaja mpuema IaHKpeaTude-
CKMX ()epMEHTOB IBaXKAbI TOCHUTAN3NPOBAH B XUPYPrudecKoe OT/eIeHIe 10
MEeCTY JKUTETbCTBA C MHBATMHALVe KUIIeYHIKA.

1. MoxHO AU MOATBEPAUTL AMArHo3: «MyKOBUCLIMAO3» Ha OCHOBAHWU
NPOBEAEHHbIX O6CAEAOBaHUI?

2. Kakue obcaepOBaHUS HEOBGXOAMMO TIPOBECTU AAS YTOUHEHMS AMa-
rHo3a?

3. HyxHo Av npopoAxXaTb NpueM NaHKpeaTuieckux GepmeHToB?

CUTYALIMOHHAS 3AAAYA Ne 5

ITammenTka, 6 MecsIiEeB.

Anamne3 O6onestu. II0ONOXUTENbHBII HEOHATAIbHBI CKPUHVHI Ha
mykoBucimaos: VIPT1 237 ur/mn, VIPT2 201 ur/mi. B Bospacre 1 Mecsna npo-
BeJleHa I0TOBasA Mpoba Ha CIelyaJbHOM II0TOBOM aHAIM3aTOpe, Pe3y/IbTaThl
COMHMUTe/bHBIE U OTpUIIaTe/lbHble: 54,4 11 19 MMOJIB/I.

B xomposnoruy 60/1bIIoe KOMNYecTBO HeMTPaTbHOTO XKUPA, TAHKPeaTH-
yeckas 9/1acrasa-1 xkama <15 MKr/r, Ma30OK 13 3eBa Ha (bnopy: E. coli, S. aureus.

ITpoBenen aHamu3 KpoBu Ha 4yacTble MyTanyu B redHe CFTR: BblaBleHa
myTauusa F508del B reTepo3UTrOTHOM COCTOSTHUM.

HasHaueHa 3aMecTuTe/NbHAs TepanusA MaHKpeaTNdecKuMM GpepMeHTaMu
u3 pacuera 4000 EJ] mumassi/kr B cyTKu. B Bece u pocTe mpubaBiserT ¢ ore-
pexenneM (97-11 mepueHTUNb). B Bo3pacTe 2 MecsAleB IepeHecIa OCTPBIN
OOCTPYKTUBHBII OPOHXMUT.

1. Kakoit AMarHo3 MoXHO NPEATNOAOXKUTb Y MaLUEHTKM?

2. MOXHO AU UCKAIOUYUTD MYKOBUCLNAO3 Ha OCHOBaHUU OTPULIATEABHOTO
M COMHUTEABHOTO TIOTOBOTO TecTa?

3. Kakue o6caep0BaHMS HEOGXOAMMO MPOBECTU AASl YTOYHEHMS AMArHO3a?

Kakas TakTuka Tepanuu HeobxoaMMa pebeHKy Npu NOATBEPXAEHWM
AMarHosa: «MykoBucLnp03»?
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CUTYALUMOHHASA 3AAAYA N2 6

ITanuenT, 7 net ¢ »)kanob6aMyu Ha TIOCTOSHHBIN BIAXKHBIN Kallle/lb, OTCTA-
BaHMe B PM3MYECKOM Pa3BUTUM, YACTbIE PeCIMPATOPHbIE MHPEKINN.

Anamnes 6onesnu. IlaneHT IOCTYNUI B OT/leNieHNe BIepBble. Pe3ynb-
TaThl HEOHATATbHOTO CKPMHIHTA TOYHO HE M3BECTHHI, CO CIIOB MaTepy, OTPU-
narenpHble. C poXK/ieHNus I1oxas mpubaska pocta u Beca. C 2 JIeT 0TMeYarTcs
exxemecstunble OPBY, B 3 ropja BepBble BBIAB/IEH OOCTPYKTUBHBI OPOHXUT,
B 4 rofja — JOBaXIBI IEBOCTOPOHHAA HIDKHENONIEBasA THEBMOHMA. B aTOM ke
Bospacte 1o gaHHbIM KT OI'K BbIAB/IeHBI MemOTYaThle OPOHX0IKTAa3bl HIDK-
Heil 1oy j1eBOro Jsierkoro. IToToBast mpo6a Ha clienyagabHOM HOTOBOM aHAJIN-
3arope oTpuatenbHas (44 MMONb/ ).

YuutpiBasg BBIpRXEHHYIO PpeCHMPATOPHYIO CHMIITOMAaTHKY, OTCTaBa-
Hlle BeCO-POCTOBBIX ITOKa3aTesieil, peKOMEH/JOBAaHO JJ0OOC/IejoBaHe: IIOBTOP
HIOTOBOJ ITPOOBI, KOIIPOJIOTH A, AaHA/IN3 Kajla Ha IIAHKPeaT4ecKyo s1acTasy-1,
Ma3ok 13 3eBa Ha ¢ropy, KT IIITH, reHeTnueckoe o6cmefoBaHme Ha MyKOBIC-
nyupo3. OTHAKO peKOMEHAALMM POAUTEAMI He BbITIO/THEHBDI.

B 4,5 roga KOHCY/IBTMPOBaH TOPaKaIbHbIM XMPYPIroOM, AMarHos: «Bpoxxjen-
HbIII NOPOK pa3BUTUA OPOHXOB. BpokjieHHass OpOHXOSKTasWs, MeIIOTYaThie
OPOHXO09KTa3bl HIDKHEN! IO/N JIeBOTO jierkoro (S6-510). CybcerMeHTapHbIe aTe-
nexTassl $4, 5, 10 neBoro nerkoro». PekoMeHJ0BaHO OIlepaTMBHOE JIeYEHIIE.

B 5 neT mpoBefieHa BUAEOTOPAaKOCKONMYECKas aHaTOMIYECKasd pe3eKIuA
HIDKHEN oMM JIeBOro jierkoro. Ilocme omepaTuBHOrO ne4eHnA pecnmparop-
Has cuMmnTomaruka Hapacrana. Ilo ganaeiM KT IIITH BbIAB/IEH MOMUIIO3HBII
MONIUCUHYCUT.

B 6 mer mpoBefeHBl aleHOTOMUA, OBYCTOPOHHAA 3SHMOCKONMYECKasd
9H[IOHA3a/bHAsA TaIMOPOTOMUSA, ITMOMAOTOMMS, cheHoTOMUA. OpHAKO
COXPAHAIOTCSA YacThble peCIpaTOPHbIe MHPEKIUIL.

1. MOXHO AU UCKAIOYUTb MYKOBUCLMAO3 Ha OCHOBAHWMU OTPULATEAb-
HOW TMOTOBOM MPOGHI U AMArHO33, BbICTABAEHHOTO TOPAKAAbHbIM
XUPYpProm?

Kakne obcrepoBaHMSA HEOOGXOAUMO MPOBECTU AAS YTOUHEHMS AMATHO3a?
3. HyxHo An pebeHKy NoBTOpHOE onepaThBHOE AeueHue?

CUTYALUMOHHASA 3AAAHA NC 7

[ManuenTka, 16 meT, HampaBjeHa Ha TEMTEMENUIMHCKYI0 KOHCYIbTa-
nuio B OTAY «HMMUILI 3popoBbst feteii» Munsnpasa Poccun ¢ sxamobamu
Ha IOCTOSHHBIN BJIAXKHBIM KallleJib C THOMHONM TIyCTOM MOKpOTOIN. Poxpena
[0 HEOHATa/IbHOTO CKPMHMHTA.
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Anamnes 6onesnu. B 3 roma Ha poHe 1I0X0¥ MpUOGABKM B Bece U Iepu-
ofimdeckux 60seil B XKMBOTE KOHCY/IBTMPOBaHa raCTPOIHTEPOIOroM. B kompo-
JIOTMM — MHOTO HENTPAaTIbHOIO >XMpa. BricTaBneH pgymarHos: «XpOHMYECKUN
IAHKpeaTUT», Ha3Ha4eHbI AueTa (CTom Ne 5 ¢ He6O/MbIINM KOTMYeCTBOM SKMP-
HOJI IIMIIM) U KypChl IIAHKpeaTndeckux pepMeHTOB B HebombIux fo3ax. Ha
3ToM (OHe B Bece CTajla IPUOAB/IATD JIy4llle, OHAKO HeOO/IbIIOe OTCTaBaHMe
COXPAaHANIOCh Ha NPOTKEHNUM BCEIT XKUSHMU.

B 5 et mepMarooroM BBICTABJIEH AVATHO3: «ATONMYECKUI JepMaTUT».
KoncynptupoBana amnepromorom: «IImmesad ammeprus, yrpoxkaemas IIO
OpOHXMa/IBbHOI acCTMe».

Tybeprynesnviii anamues: peakuyss MaHTy M amackmHTecT oT 2008-
2020 rr. otpunatenbuble. C 3 MecslleB XKMU3HYM OTMEYAIOTCs pelyAMBUPYIOIe
OPOHXUTBI, YaCTO IPOBOANUTCS aHTMOAKTEepMATbHASA TEPANNs C IIOJIOKNUTENb-
HBIM 3 deKTOM.

C 6 meT HabOMIOMAETCS ITUTENbHBIN BIaXKHBII Kalllellb C MOKPOTOIL: aHTH-
OakTepuanbHasA TepaINs, MHIAALINA C PACTBOPOM (EeHOTepO/I/MIIpaTponus
OpoMMZ IT0 TOProBOMY HaMMeHOBaHMI0 bepoxyan u cycrensneit 6yaecoHnmzom
II0 TOProBOMY HauMeHoBaHuIo [TynbMukopt — 6e3 apdexra.

B 15 net nposenena KT OI'K: gBycTOpoHHAS MoMucerMeHTapHas ITHEB-
MOHNSA, YBeMYeHHbIe TMMQOY3/Ibl CpefocTeHrs. BricTaBien auarHos: «Cap-
KOMI03. XpOHUYECKIIT OPOHXUT».

1. C KaKMMM AMATHO3aMM HY>KHO TTPOBOAUTL AUPdepPeEHLMaAbHYIO AMa-
THOCTHKY B AQHHOM CAyYae?

Kakune ob6caep0BaHMS HEOBXOAMMO MPOBECTU AAS YTOUHEHUS AUATHO3a?
3. Kakoe AeyeHUe HEOBXOAMMO Ha3HAUYMTb AQHHOM MaLueHTKe?

CUTYALIMOHHAS 3AAAYA Ne 8

[TaumenT, 10 net, rocnurtanusuposBal B OI'AY «HMUII 3gopoBbs feTeii»
Mmunsgpasa Poccun 1 yTouHeHNA AMarHosa.

Anammnes 6onesnu. C 1,5 netr ormevarorcs yactoie OPBU. B 2 roma —
OpOHXUT, IINUTeNbHAsA aHTMOAKTepUaNbHAas Tepalys, MaTh OTMETWIA YBe-
NMYeHye XUBoTa B oObeMe. BrimonHeHo Y3V opraHoB OpIONIHON IIOIOCTH:
rernaTocijieHoMerans, [uddysHble M3MeHEeHNs B ITedeHn. B 6uoxmummdeckom
aHa/lM3e KpOBU IIOBBINIEHME IeYeHOYHBIX TpaHcaMmuHa3, kpoBb Ha ANTI-
HAV — o6Hnapysxensr IgG.

Yepes 3 Mecslla FOCIUTAIN3UPOBAH B CTal[MOHAP I. MOCKBBI /I yTOU-
HeHus1 auarHosa. [Ipm ocMoTpe O opraHaM M cucreMaMm 0e3 ITaTONOTMIL,
nedeHb +3,5 CM U3-TIOJ Kpas peOepHOIl JYTU 1O CPeSHEK/TIOYNIHO JTNHNIN.
B 6noxnmmuueckom anamuse kposu: AJIT 62 en/n, ACT 40 en/n, P 320 en/n,
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I'TT 15 ep/n. B o61mux aHanm3ax MOYM U KpOBY O3 MaTonornit. AHanIm3 KpoBu
Ha BU/Y, rematutsl B, C — orpunarensusiit. JHK xmamuany, MUKOIIasMbl,
ypeariasmbl, KaHIV/bI, IITOMETaIOBUpPYCa, BUpPyca TrepIeca He 0OHapy>KeHbI.

Ha Y3W opraHoB OpIOLIHOJ IOMOCTY IpaBasd fond medeHu 103 Mm,
neBas fons 78 MM, remarociieHoMeranus. IndQysHble M3MeHeHN eYeHN.
PeakTuBHbBIe M3MeHEHN IIOIKENTYOYHO Ke/le3bl. PekoMeHj0BaHa MOBTOP-
Has TOCIUTaNu3anys depes 6 Mecsaues. HabmofaeTcs y racTposHTeposIora.
B MexXrocnmranbHbBI MEPUOJ IO Pe3y/lbTaTaM T€HETUYECKOTO MCCIeNoBa-
HVIS1 KpOBU OBUIM MCKITIOUEHBI 60r1e3Hb Torue, 60me3ubp Pabpu.

IInanoBas rocnuranusanysa depes 6 MecAlleB: IeYeHb +2,5 CM U3-TOf,
Kpass pebepHONl AYrM IO CPeAMHHO-KIIOYMYHON MuHUKM. B Omoxmmude-
ckoMm aHanmuse kposum: ACT 22 ep/nm, ACT 27 en/n, II® 320 en/n, xene3o
5,7 mxmonb/n. Ha Y3 opraHoB OpIOIIHOI MOIOCTU TpaBas HOMs MeYeHU
108 MM, neBas mona 65 mM. [Janee 1-2 pasa B rog IpoBOANIOCH UCCIIElOBaHNE
OMOXMMIYECKOTO aHa/IN3a KPOBY, 110 pe3y/IbTaTaM MCCIIeIOBAHNA BCe ITOKa3a-
Te/IM HaXOAV/INCD B IIpefieNiaX JO/DKHBIX 3HaYeHMIA.

B 9 ner ormevaerca nosbinienne yposHa AJIT mo 56-78 en/n, ACT po
60 en/n. IIpoBoauIOCh €4eHNe YPCOe30KCUXO0NNEBO KICTIOTOM.

Ob6wexmuenvtii cmamyc. B 10 ner xoncynsruposan B OIAY «HMUII
370poBbA meTeit» Mun3apasa Poccuu. Ousnueckoe passutne B HopMme. OpraHbl
IBIXaHMS: OfBIIIKM HET, HOCOBOE [IbIXaHMe CBOOOIHOE; XPUIOB M JIOKaIbHON
cuMITOMaTiKy HeT. OpraHpl MUIIEBAPEHNsT: AlIIIETUT COXPAHEH; SI3BIK 00/I0KeH
0eoBaTbHIM HAJIETOM; JKMBOT IPAaBWIbHOM (OPMBI, B aKTe BIXaHMA YYaCTBYeT
PaBHOMEPHO, IV Ma/IbIIALVIV MATKIIA, 6e300/Ie3HeHHBIN BO BCEX OT/e/IaX, IeYeHb
y Kpast IIpaBoil peOepHOIt [yru, Kpail POBHBII, SMaCTUYHBIN, 6€300/1e3HEHHBII;
cefle3eHKa He MabIIPYeTCA.

Hannvie uccnedosanuii. Gubposnacromerpus nedeHu: Gpuodpos meyeHn
F2-F3. TloToBBIJI TecT Ha cHelyajbHOM IIOTOBOM aHanusarope: 24 MMOb/T
(orpuuarenbHo). MPT OproIIHOI 1OOCTY, MarHUTHO-PEe30HAHCHAs XOIAHIM-
OllaHKpeaTorpadus: KapTHHA BBIPAKEHHBIX IPYObIX AUQPQY3HBIX M3MEHEHUI
MapeHXMMBbl IIeYeHM C IpMU3HAKaMM MepUBACKYISAPHOTO, NEepUIIOPTAIbHOTO
¢ubposa, [ PysHbIX M3MEHEHMI TOPKeTYL0YHOI >Kee3bl, MMMdafeHOIaTIN.

1. MOXHO AU UCKAIOUUTD MYKOBUCLIMAO3 Ha OCHOBAHUU OTPULATEADHOTO
NMOTOBOTO Te€CTa Ha CNneunaAbHOM NMOTOBOM aHa/\M3aTope?

Kakne ob6caep0BaHMS HEOBXOAMMO MPOBECTU AAS YTOUHEHUS AUATHO3a?
3. Kakoe AeyeHue HeOBXOAMMO Ha3HAUMTb AQHHOMY MaLMEHTY?

CUTYALUMOHHASA 3AAAHA NC 9

ITauuent, 16 net, BepBble TOCHIUTAIM3UPOBAH B CTALVIOHAP C >Ka/lo-
6aMI/I Ha yCHJIEHN€ KalllJIs, IIOABJIEHNE OADBIIIKY, 3aTPyJHEHNE BbIJOXA.
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Anamnues 6onesnu. C Bo3pacTa 1 ropa yacteie OPBV, B1akHBIN Kallleny,
MEXJy 000CTpeHNAMM OTMeYaeTcs MOAKAIUIMBaHue, Jaiie o yrpam. Camo-
cTosiTenbpHO npuHUMan beknason — 6e3 addexra.

Ob6wvexmuenvtii cmamyc. IIpu TOCTYI/IeHNN B OT/ie/ieHNe OTMedaeTcs
HedopMarst HOTTEBBIX IVIACTVHOK B BYJie YACOBBIX CTEKOJI C KOMOOOBUIHBIM
yTOJIIeHeM KOHIeBbIX (pajlaHr masblieB KucTeit u cromn (Ha 2-3+). HocoBoe
ObIXaHue He 3aTpymHeHo. IIpy Harpyske sKCIMpaTOpHAs OfbILIKA C BTsKe-
HIeM YCTYIYMBBIX MeCT IPyfHOI Ki1eTKu. Kallenb mpogyKTUBHBIN. B merkux
AbIXaHMe OC/IAbIeHO C ABYX CTOPOH, MEJIKOITy3bIpYaTble XPUIIbI, CBUCTSALIVE
XPUIIBI Ha BBIJIOXE C IByX CTOPOH II0 BCEIl TOBEPXHOCTH JIETKIUX.

[annvie uccnedosanuil. PeHTreHOMOIMYeCKass KapTNHA OPTAaHOB IPYA-
HOIL KJIETKM MOXKET COOTBETCTBOBATb IPaBOCTOPOHHE! BEPXHEMI0/IEBOI ITHEB-
monyu. KT OTK: KT-nmpusHakm MOTYT COOTBETCTBOBATb BOCIATMTEIbHBIM
U3MeHeHMsM (JIByCTOpOHHeV MHOUIbTpAIuy), 6POHXOIKTa3bl 000MX JIETKNX,
miMeanenonatus. llenecoobpasHo auddepeHUNpPoBaTh C TeYeHNUEM CIIe-
nududeckoro npouecca. Y3V opraHoB OpIOIIHOI IOOCTU: aXorpaduyecKue
IpU3HAaKM yBenndyeHNsA medeHn. [Iposenena mpoba MaHTy (72 yaca): Apkad
runepeMus fuaMeTpom 20x12 My, 63 mamyssl, ¢ 9KXMMO30M B IIEHTpe.

1. C KaKMMM AMArHO3aMM HY>KHO MPOBOAUTb AUddepeHLMarbHYyO AMa-
THOCTUKY B AQHHOM CAyYae?

Kakue obcaep0BaHMS HEOBGXOAUMO MPOBECTU AAS YTOUHEHMS AMATHO3a?
3. Kakoe AeyeHue HEOBXOAMMO Ha3HAUMUTb AQHHOMY MALMEHTY?

CUTYALUMOHHASA 3AAAYA NG 10

JleBouka, 15 neT, ¢ MaMoJ1 Ha IIpMeMe y NeiMaTpa B MOMNK/INHIKE.

JKano6s1, co cmoB MaMbl U eBouYky, Ha yactbie OPBY (mocTosiHHbIE),
YacThble CMHYCUTBI M OTUTHI (IIOCTOSHHO obpamtaorcs kK JIOP-Bpauy).

Ob6wvexmusnwviii cmamyc. Macca tena 33 kr, pocT 140 cM, [pIxaHue depes
POT, BUIHBI CUMIITOMBI «OapabaHHbBIX TaIbIIEB» U «IACOBBIX CTEKOM», TIPU Tajlb-
HaLyY XKMBOTA OTMeYaeTcsl yBelIueHye TedeHn (Kpail IedeHy IVIOTHBIN).

1. Kakoit nAaH o6cAep0OBaHUA?

2. C KaKMMM AMArHO3aMK HyXXHO MPOBOAUTL AuddepeHLMarbHyto A1a-
THOCTHKY?

3. Kakue AOTIOAHUTEADbHbIE CBEAEHUA U3 aHAMHE3a MOTYT HaBECTU BaC Ha
MbICAb O TOM, YTO Y pe6eHKa M)’KOBMCU,M,A,O3?
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TEMATUYECKNIM KPOCCBOPA
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TEMATUYECKMMU KPOCCBOPA,

IIO TOPM3OHTAJIN: 3. Tazoo6pasHas nekapcrBeHHas ¢opma. 5. Heobxommmoe
JIOIIO/THEeH e K KOMIIIEKCHOI TepaIny IIpU MyKOBUCLMO3€ IS HOMfiep>KaHus Xopolueit Gpusn-
geckoil ¢opMblL. 6. OITUMAabHBIN CII0CO6 IOMydeHnst 06pasua A MMUKPOOGMOIOrMIecKoro
MCCIIENOBaHMs, el peGeHOK He MOXKeT CIUIIOHYTb MOKPOTY caMocTosTebHo. 8. Hexapakrep-
HBII /11 MyKOBUCIM03a IIPUSHAK Ipy aycKynbrayu. 10. Yacto HemHbOPMAaTUBHBI CIIOCO6
HonydeHnsi o6pasia [isi MUKPOOMOMOINYeCKOro UcCenoBanms. 11. BaxkHo cobmonars mpu
MYKOBUCLIMJIO3¢ KaK B OTHOLIEHMM JIeKapcTB, Tak u mmraHus. 13. Yacro oGHapy>kmuBaercs
npu nposefierny KT npupatounsix masyx Hoca. 14. ITpubop mist JOCTaBKM JIeKapCTBEHHBIX
CPEJICTB HEIOCPeNCcTBeHHO B O6poHxu 1 nerkue. 16. Ha kakme gacty penmrcs nerkoe. 18. Onun
U3 BapMaHTOB 0060CTpeHNst MyKoBucuugosa. 19. OcoxxHeHne MyKOBUCIN03a, OOBIYHO IIPO-
sABJISIIOLIeeCs] B MOAPOCTKOBOM Bo3pacre. 20. Heobxopmmoe o6crenoBanye it [UarHOCTUKY
COCTOSIHMSI OPTaHOB ODIOLIHOI IONIOCTM HpM MyKoBuciupose. 23. IIpmumHa MyKOBHCLU-
mosa. 25. VIsMeHeHMs JIETOYHOI TKaHM HPY MYKOBUCIIMIO3€, KOTOPbIE HOSBIISAIOTCS He Cpasy.
27. YIIIOTHeHe JIETOYHOI TKaHM IPY MYKOBUCIIMIO3€ TIOC/Ie IIePeHEeCeHHOTO BOCIIaTUTEebHOTO
nporecca. 29. OTKyfa HeT cMbIc/Ia Gparb 06paser; A/ MUKPOGMONTOTNYeCKOro MCCIefOBaHM,
9TO6BI OLIEHNTh MUKPOQIOpPY B 6poHXOMTerouHoi cucreme? 31. Kak feTu HasbIBalOT MaToreH-
Hble MUKpoOpranusMmsl. 33. Ero cekBeHMpoBaHUe [jaeT TOYHBIN OTBET O eHETUYECKUX MYyTa-
LVSIX TIpU MyKOBMCIMpo3e. 35. Kak HasbIBAIOTCS MOTOMKM OHUX popumTenell (reHeTHdecKuit
TepMUH). 36. [eHeTH4YeCcKOe MCCIefoBaHNe, KOTOPOe IPOBOAAT, €C/U IIOUCK YaCTBIX MYTALUil
BBISIBI/I OJJHY MYTALMI0, HO COXPaHSITCS XapaKTepHble KIMHIYeCKne cuMIToMsl. 37. Heo6xo-
AMMasi 9acTh TepPaINy A5l HOJfiep)KaHVsI XOPOILEro Hy TPUTUBHOTrO craryca. 38. KoHcynpramus
KaKOTO CIIEIMaNICTa Heo6XO0yMa ISl PellieHNs BOIIPOca 0 HeoOXOAMMOCTY SHIOCKOIMYECKO
HO/TUIISKTOMMY IIpK MyKoBucrupose? 39. [IpemnapaTsl /i1 KOMIIEHCALIUN TTOCTIEACTBUI OBPEX-
JleHMs1 TIOJPKENyIOYHON xeresbl. 40. UTo Jallle BCero BBICAYIIMBAETCS HPY AYCKYIbTALNY [IPK
MyKoBucupose? 44. VaMepstoT py npoBefeHny norooro Tecta. 47. ITo atomy croBy (mepe-
BOJMTCS KaK Lie/lb, MULIIEHB) MOTy4N/Ia Ha3BaHME IATOTeHeTNYeCKas Tepalus Py MYKOBHC-
mypose. 48. YcTaHAaBIMBAIOT B XOfie XMPYPTUUYECKON ONepaluyl IIpy BBIpa>KeHHOM fAeduinTe
MacChl Tella M HEBO3MOXHOCTM KOMIIEHCAIMM GeIKOBO-9HEPreT4ecKoil HeJOCTATOYHOCTI
a/mMeHTapHbIMK MeTofamu. 49. ITosIBIIsIeTCs IPY YCUTEHUH bIXaTeIbHON Hel0CTaTOYHOCTIL.
50. KusHeyrposxarolee 0C/IO)KHeHIe MYKOBUCIN/03a. 51. YTo U3 iy ClIo>KHee BCero ycBau-
BAeTCsI [IPY MYKOBVCL{MIO3€ TIPU OTCYTCTBUY TEPAINN?

IIO BEPTUKAJIN: 1. IIpu MyKOBUCHMEO3e HEOOXOAMMO KOHTPOIMPOBATh YPOBEHDb
(n3MepsieTCs MeTOROM HyNbCOKCHMMeTpuM). 2. Heo6XoamMo i Tepanuy MyKOBUCLIU/03-3aBY-
CUMOTO CaXapHOro fuabeTa MoMMUMO AyeThl. 4. OfJH 13 KOMIIOHEHTOB ITaTOTeHETIIECKOIT Tepa-
oMy MyKoBMcLypo3a. 7. ClafieHye JIeTOYHOI TKaHMU C IOoTepell o6beMa j1erkoro. 9. VaMepsioT
IV OIIpefie/ieHNs YPOBHA NMaHKPeaTN4ecKol HelOCTaTOYHOCTY. 12. Anmapar i1 KuHe3nuTepa-
MY, KOTODBIN BO3JEIICTBYeT Ha GPOHXOJIETOYHYIO CHCTeMY MeTomoM Bubparym. 15. JlyueBoe
UICCTIeOBaHYe OPIaHOB TPYyAHON KiIeTku. 17. Ipyroe HasBaHue MyKoBuciuposa: (?) ¢u6pos.
21. Ocno>xHeHMe MYKOBMCIAO03a (M3MeHeHMs nedenn). 22. OTnenseMoe B 6pOHXaX IPU MYKO-
BUICIIMJ03€, KOTOPOE BIIHO IIpu 6poHxockomuu. 24. [Tokasarerb, XapaKTepU3YOLINIT BeCO-po-
CTOBBIe IOKasaTeny manueHTta. 26. ITaToreHHas mmkpo(?) 28. ViccnemoBaHue, IO3BOAKIIee
BBIAIBUTb MYKOBUCIMIO3 B HeoHaTalbHOM mepuope. 30. Camoe MHPOPMAaTUBHOE MCCIeHOBa-
HJte OPOHXO/IETOYHOI CUCTeMbI P MYKOBUCLMAO3e: KoMIbloTepHas (?) 32. HeobxommMmbiit
KOMIIOHEHT KOMIUIEKCHOI Tepalmy MYyKOBMCIU/I03a, IO3BOJIAIOMIMI KayeCTBEHHO OYMIIATD
OPOHXOJIETOYHYIO CHCTeMY OT BA3KOro cekpera. 34. CaMblii MHGOPMAaTUBHBII 06pasel A/
MMKpPOOMONIOrMYeCKOT0 UCCTIeOBaHNA OPOHXONIETOYHOTO cekpeta. 41. ITpu mocTpoeHun mnnaHa
bu3uaecKoit HarpysKM ¥ JMETHI 1A MalMeHTa ¢ MYKOBUCIIMIO30M Ba)KHO, YTOOBI 9Ta CHCTeMa
TeJla XOPOIIO pa3BUBanach. 42. ONMH 13 MeTOOB KMHe3UTePaIIii, MO3BOMAIOLINI 9 HeKTUBHO
O4YNIIATE GPOHXOJIETOUHYI0 cucTeMy. 43. IIpy olleHKe GpU3NIECKOTrO PasBUTHUA PeOeHKa C MYKO-
BYICIIMZI030M HEOOXOIMMO OLIEHMBATh He TONIBKO Bec, HO 1 (?) 45. OCHOBHOII IOKa3aTe/b A/
OLIEHKM COOTBETCTBMA (HM3MUECKOTO PasBUTHUA IAlMEHTa C MyKOBUCIMA030M. 46. ViccnenoBa-
HMe J/IS1 HOATBEP)KAeHN UarHo3a: MyKOBMCLIU/03»: IOTOBBII (7).
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OTBeTbl HA TECTOBbIE 3dAdHUA

BOIIPOC |  OTBET BOIIPOC |  OTBET
K pasgeny 1 K pasgeny 3
1 b 1 c+d
2 a 2 b
3 c 3 d
4 d 4 a
5 c 5 c
K pasfieny 2 6 a
1 b 7 d
2 a 8 b+c
3 c 9 d
4 d 10 a
5 at+c 11 d
6 a 12 ¢
7 b 13 a
8 d 14 c
9 a 15 b
10 b K paspeny 4
11 c 1 b
2 d
3 b
4 a
5 d
6 c
7 a
8 d
9 b
10 a
11 c
12 d
13 b
14 a
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OTBETDbI

OTBeTbl Ha KPOCCBOPA

Ilo ropusonTanu: 3. Asposonb. 5. Criopt. 6. Actimpar. 8. Kpenurannus.
10. Masok. 11. Pexxum. 13. ITonmumnos. 14. Vinranarop. 16. Jond. 18. bponxur.
19. Ina6et. 20. Y3U. 23. MyTanus. 25. Bponxoskrassl. 27. Pubpos. 29. Pot.
31. Muxkpo6. 33. x3om. 35. Cube. 36. CexBennponanue. 37. [luera. 38. JIOP.
39. ®epmentsr. 40. Xpumbl. 44. IIpoBommmoctb. 47. Taprer. 48. Croma.
49. Oppiuxka. 50. Kposoreuenne. 51. JKup.

ITo Bepruxamn: 1. Kucnopop. 2. Vincynun. 4. OBakadTop. 7. ATenexras.
9. 9nacrasa. 12. JKunet. 15. Pentrenorpadus. 17. Kucrosusrit. 21. Iuppos.
22. THoit. 24. UMT (uupekc maccol Tena). 26. @mopa. 28. Ckpuuuar. 30. Tomo-
rpadms 32. Kunesutepanus. 34. Mokpora. 41. Mersr. 42. [Ipenax. 43. Pocr.
45. Bec. 46. Tecr.

OTBeTbl K CUTYAUNOHHDBIM 3aAd4aM

OTBeThI K CUTyallMMOHHOI1 3agade Ne 1
1. INToroBas mpoba Ha CIIeLMaTbHOM IIOTOBOM aHAIM3ATOPE, ONpefie/ieHie
YacTBIX MYTaLMII TeHa MYKOBMCIMJ03a, IIAHKpeaTmdecKas 9/macTasa-1 B Kaile,
(YHKIVA BHEIIHeTo AbIxaHus, ¥ 3V GpIolIHOI HONIoCcTH ¢ fomIieporpadueit cocy-
no. neyeny, 9xo-KI, mukpobuonoriyeckoe nccnenosanye Mokpotsr, KT TIITH.
[lanee B mpomecce o6cnefoBaHMs OBUIM IIONYYEHBI CIefyHoLINe
pe3ynbTaThl:
noToBas nmpob6a Ha CIelUaTbHOM IIOTOBOM aHAIM3aTOpe: 3EeKTPO-
el oTa 124 mmons/n (HopMa 1o 80);
JHK-amarnocTuka: yCTaHOB/IEH T€HOTUII «TOMO3UTOTA 110 MYyTaluu
F508del»;
MaHKpeaTuyeckas onacrasa-1 B kanme 69 Mkr/r (Hopma 200-500
u 6onee);
®BJI: ®XKEJI 69%, ODB1 70%, nmukoBast ckopocTb Bbiioxa (IICB) 68%;
Y3W 6pronrHor NOMOCTy: OKeMyJOYHAsA JKe/le3a HOPMa/IbHBIX pas-
MEpOB, 9XOT€HHOCTb IIOBBIIICHA, HEOJHOPORHAsA, KUCTBI B 00macTu
TOJIOBKY Kefle3bl. [TeueHb yBenmdeHa: ieBast fois 79 MM, IpaBas 10711
107 mMm (40,5 cM), KOHTYp poBHBIIL. [MIepaxorenHa, updysHas men-
KOOYaroBasi 3XOHEOJHOPOIHOCTD, BOPOTHaA BeHa 8,7 MM (yBennyeHa).
IledyeHOYHBIE BEHDI: KPOBOTOK JIMHENHBIN;
9xo0-KI: faBnenne B nero4ynoit aprepun 43 MM pr.cT. (HopMma 1o 30);
MMKPOOVOJIOTIYeCKOe UCCIIeI0BaHye MOKPOTBL: pocT P. aeruginosa;
KT IIIIH: npusHaky [BYCTOPOHHETO XPOHMYECKOIO IIOJIMIIO3HOTO
PMHOCHHYCHTA.
Takum o6paszom, amaruos: «MyKOBMCIMI03» OB IOTHOCTBIO IOJ-
TBEPXKJEH.
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2. [Ta, Tak KaK MeTOJbI 1 KO/IMYECTBEHHbIE Pe3y/IbTaThl HEM3BECTHBI, a pede-
HOK JIMeeT BbIpaXKeHHYo runoTpoduio. Kpome toro, Ha dpone 6a3ucHoit Tepanvn
MYKOBNCLII/I03a B Te4eHNe 6 MecALeB IPUOaBKI B Bece He HAO/MIOaIoCh.

ITpu mpoBeieHNY TOTIOTHUTEILHOTO 00C/IeIOBAHNA ObIIO BBIABIIEHO:

IgG u IgA K IMaiVHy ¥ TKQHEBOJ TPAHCITyTaMIHA3€ — IIO/IOKUTETIbHBIE;
TOLAask KUIIKA: TMIOTPO(UA CIAMU3UCTON OOOTOYKYM TOLIEN KUIIKM.
TonmmmHa CcMM3nCTO 0OONTOYKYM YMEHBIIEHA M COCTAB/ISIET OKOJIO
450 mxm. [TorrHass aTpodusa KUIIeYHBIX BOPCUHOK. [ToBepXHOCTD Cr-
3UCTOII 0OOIOUKM CI/IaXKeHa, IMOYHOTO THUIIA;

IpY Ha3HAYEeHMM CTPOroil OEe3ITIIOTEHOBON AMeTHl M Oa3MCHOI Tepa-
UM TI0 MYKOBUCIIZI03y COCTOsIHIE pebeHKa C TIOTIOKUTETbHOI JHA-
MMKOI1: CTajIa IprOaBIsATh B Bece, CAMOYYBCTBHUE YIYUIINIOCh.

Takum o06pasoM, OBUIO AMATHOCTMPOBAHO KOMOPOMIHOE COCTOAHUE
(BTOpOII IIaTHO3) — LieNMaKNsA, Ha3HaYeHa CTporas 0e3I/IIoTeHOBas MeTa, Ha
(oHe KOTOPOJI B COBOKYIHOCTY € KOMIUIEKCHBIM JIeYeHNEeM MYKOBUCLIMIO3a
pebeHOK Havas NpubaBIATh B Bece.

3. HeobxonyuMa KOMIUIEKCHas Tepammsa MYKOBMCIMIO3a UCXOHS U3
HIOJTY9eHHBIX Pe3y/IbTaTOB aHA/IN30B:

naHkpeaTuH u3 pacuera 500-1000 EJ] Ha 1 kr Ha npyeM nuIu, NUTA-
HIe 5-6 pa3 B ieHb, CyTOYHYI0 KaJIOPUITHOCTD yBeM4IuTh Ha 150% ot
BO3PACTHOJ HOpPMBI. YBeluM4eHMe [O3bl MaHKpeaTHHa (MUHMMUKPO-
cdepsl) IO KOHTPO/IEM KOIIPOIOruy (Kakable 2-3 [HA);
aHTMbaKTepuanpHas Tepanus (Tak Kak 0 JaHHBIM MUKPOOMoIornye-
CKOTO VICCTIEiOBaHMsI MOKPOTHI BbISIBIIEH POCT P, aeruginosa) — wHra-
JIALVOHHO U BHYTPVMBEHHO;

fopHasa anbga, runepronndeckuii pactsop NaCl (7%) aa pasxinke-
HIIS U BBIBOJIA BA3KOJ MOKPOTBI;

KMHe3uTepamnus (fpIxaTe/IbHas TMMHACTUKA U IPEHaXK) 10 MHVBUY-
aJIbHOI IIPOTPaMMe;

TapreTHas Tepamus, TaK KaK TeHOTUII IPeACTaBIeH TOMO3UTIOTOI 10
myrauuu F508del, npenapatom nymakadrop + nBakapTOp MIn 97eK-
cakadrop+resakadrop+mBaxkadrop u uBakapTop.

4. Knuandeckuit suarnos: « MykoBuciyos (kuctosHubii ¢pubpos) (E84.8)
[renorun: F508del/F508del], merouno-kuineunass gopma, TsoKemoe TedeHHe.
XpoHudecknit 6poHXUT, THeBMO(UOpPo3 S2 ImpaBOro JIErKOro, paclupocTpa-
HeHHbIe BYCTOPOHHIEe OPOHXO09KTa3bl. J]pIxaTe/ibHas HEJOCTATOYHOCTD — 0.
XpOHMYECKMIT TTONIMITO3HBI PUHOCUHYCUT. XPOHMYECKasl MaHKpeaTndecKast
HeJOCTaTOYHOCTDb, TsDKenmas creneHb. llenmakma. BemkoBo-sHepreTmyeckas
HEJIOCTaTOYHOCTD.

OTBeThI K CUTyallMIOHHOIT 3agade Ne 2

1. B Hauazme oOcefoBaHMA IPOBECTU IOTOBYIO NpOOy Ha Clieluasb-
HOM IIOTOBOM aHa/IM3aTOpe, NPy MONOKUTEIbHOM Pe3ynbTaTe — OIpefiere-
HMM€e YaCThIX MyTaluil B TeHe MYKOBUCIIMI03a, TAHKPeaTU4eCKOil 3/1acTaspl-1
B KaJte, MUKPOOMOIOrMYeCKOe MCCTIeOBaHMe MOKPOTHI.
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OTBETDbI

B npouecce o6¢cnenoBanms 6bUIN ITONTYYeHBI C/IEAYIOIINE Pe3Y/IbTaThL:
HoToBas Mpoba Ha CHelMaJbHOM IIOTOBOM aHajIM3aTope: 3JIeKTPO-
nuTHI ToTa 94 MMonb/n (HopMa f1o 80);

IOHK-guarnoctuka: renotun F508del/R334W;

IaHKpeaTmyeckas snacrasa-1 B kame >500 mkr/r (mopma 200-500
n 6onee);

MMKPOOVOIOTYecKoe VCCIefOBaHNMe MOKpPOTBL: pocT P aeruginosa
u S. aureus.

TaxuMm o6pasoM, BBICTaBIeH pAMarHo3: «MyKOBMCIVA03 [reHOTHIL:
F508del/R334W], nerounas ¢opma, TeueHme CpegHeit TIKECTU».

2. Ilpu mnocraHOBKe pmarHo3a: «MyKOBMCHMIO3» HEOOXOAMMOCTH
B pe3eKIUV 4acT! JIETKOTO HeT, JOCTATOYHO a/IeKBAaTHOJ KOMIUIEKCHON KOH-
CepBaTMBHOJ Tepalyyi OCHOBHOTO 3a00/IeBaHMs.

3. Ilpu HOpMa/nbHOM Bece ¥ HOPMAJIbHOM (PYHKLMM IIOFKeTyHZOYHON
JKere3bl HeT HeoOXouMocTH B npueMe ¢pepmenToB. OfHAKO JyIsg AUHAMMYe-
CKOTO KOHTPO/IsI HeoOX0AMMO IIpoBeieHye 1 pa3 B roj aHa/mm3a Kaja Ha MaHK-
peaTnvecKylo symacrasy-1 u KkonporpamMmsl 1 pas B 3 MecsAlla WK IpY MOABJIE-
HUM o/ eKanuy 1 HapyIleHuy CTYJIa.

OTBeThI K CUTYallIOHHOIT 3agade Ne 3

1. HecMOTpA Ha OTpUILIATE/IbHBIN Pe3yIbTaT HEOHATAIPHOTO CKPMHMHTA,
HeoOXOAVIMO HOBTOpHOe 00C/IefjoBaHIie Ha MYKOBMUCLMIO3 B CBS3U C SIPKO
BBIPD&)KEHHOJ CUMIITOMAaTHUKOi. Pe3ynbraThl HeOHaTa/JbHOTO CKPMHMHTA
OBbIBAIOT JIO>KHOOTPUIATETbHBIMIL

2. IToroBas mpoba Ha CIlelaTbHOM IIOTOBOM aHa/IM3aTope, OIpefere-
HI€ YaCThIX MYTalMii B TeHe MYKOBUCIVIO3a, TaHKpeaT4ecKasd dmacrasa-1
B KaJle, MUKPOOMOIOrYecKoe MCCIeOBaHNe MOKPOTHI.

B nporecce o6c¢cnenoBannA ObIIN TTOTYyYEeHBI CIEAYOIIVIEe Pe3y/IbTaThl:
0TOBasl Ipoba Ha CIlelaTbHOM IIOTOBOM aHanusarope: 70 MMOb/,
HOBTOpHasA 1poba: 81 MMosb/n (HOpMa 10 59, IOTpaHNYHBIE Pe3yiib-
TaTel — 60-79);

IOHK-mumaraoctuka: renoruir: L138ins/W1282R;

IaHKpeaTnyeckass snacrasa-1 B kajme >500 mkr/r (Hopma 200-500
u 6ornee);

MUKpPOOMO/IOrN4eckoe JCCIeoBaHue MOKPOTB: pocT P aeruginosa
(mBa mITAaMMa: MYKOV/IHBII ¥ HEMYKOV/JHBII).

Ha ocHOBaHMM aHHBIX aHaMHe3a J NOTy4YeHHBIX Pe3yIbTaToB 0OCIIe-
IOBaHMs BBICTABJIEH JIMAarHo3: « MyKOBUCIIMIO3, JIETOYHO-KuIlIeuHas ¢popma,
cpenHeTsKenoe TedeHne. lenotnm: [L138ins/W1282R]».

3. Heo6xommmo HazHaueHMe KOMIIEKCHOTO JIeUeHN:

OyieTa BBICOKOKa/IOpUiTHAas;
MYKOIUTHYeCKas Tepanys (JopHasa anbda);
aHTHOaKTepuanbHas TepaIs;
KUHe3UTepamnus 1 iede6Hast PusKynbTypa;
BUTAMMHOTepanys (KMPOPACTBOPUMEIE).
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TapreTHas Tepamus IpermaparoM ajeKkcakadTop+TesakadTop+
uBakagTop u nuBakadrop.

OTBeThI K CUTYallMMIOHHOIT 3agade Ne 4

1. HecMmoTpss Ha #gBaXkfIbl IOJIOKUTE/IBHBIN PE3YNbTaT IIOTOBOTO TECTA,
HaJ0 IPU3HATDb, YTO KIMHUYECKME MPOABIEHNA HEe COBCEM XAPAKTEPHBI IJI
MyKOBUCIN03a. IloaTOMY, B COOTBETCTBMM C OMArHOCTUYECKUMM KPUTEPU-
AMY, YTBEP>KIEHHBIMM KIVMHIYECKVMU PEKOMEHJAUUAMY M HallMOHa/JIbHBIM
KOHCEHCYCOM, HeOOXOVIMO IIPOBefieHIe OTIOJTHUTENbHBIX MCCIIEOBAHNI 1A
YTOYHEHMA AMATHO3A.

2. TeHeTM4eckoe ucCIefoOBaHME HAa MYKOBMCINO3 (CeKBEHMpPOBaHME
reHa), MaHKpeaTnvecKkas macrasa-1 B Kaje, HIOBTOPHAsI MOTOBas Mpoba C Tila-
TeTbHOI TIOITOTOBKOI (OYMIlleHNe KOXKIA).

Jlanee B mporecce 06cmefoBaHysA TOTYYeHBI CIeAYIOIINe Pe3y/IbTaThL:
aHa/IM3 Kajla Ha IaHKpeaTU4ecKyio anacTasy-1: >500 MKr/T;
HOBTOPHAs IIOTOBas Ipoba Ha CIelyaJIbHOM [IOTOBOM aHajIM3aTope:
18 MMob/ 13
cexBeHMpoBaHue reHa CFTR: MyTanuil He HaiiJleHO.

Takum 06pa3oM, JaHHBIX 32 MYKOBUCLII/IO3 HeT. [IarHo3 OblT MCKITI0YEH.

3. IlokasaHuil [y HasHaYeHMs NaHKpeaTMYeCKUX (PEepMEHTOB [
malyeHTa HeT: Ha (oHe mpueMa pepMEeHTOB pa3BUINCh KMIIEYHAs] HEIPOXO-
IVIMOCTD, BBICOKUII YPOBEHb ITAHKPEATUYECKMIA 371acTasbl-1, YTO CBUZETEND-
CTBYeT 00 OTCYTCTBUY NaHKPEATNYECKOI HEeJOCTAaTOYHOCT.

OTBeTbI K CUTYallIOHHOI 3afade Ne 5

1. HecmoTpsa Ha oTpuiaTeNIbHbIE ¥ COMHUTEbHbIE Pe3y/lIbTaThl IOTO-
BOT'O TeCTa, HeOOXOAMMO MOBTOPHOE 06C/IeloBaHNe Ha MYKOBYICIIIO3 B CBA3M
C APKO BBIPAKEHHOM KIMHMYECKON CHMMIITOMAaTUKON. Pe3yinbraThl MOTOBOTO
TeCTa OBIBAIOT JIO)KHOOTPULATETbHBIMIL.

2. CexBeHMpOBaHMe F'eHa MYKOBUCLII/I03d, IOBTOPHAs OTOBAs Ipooba.

B Bo3pacTe 6 MecsAleB HOMy4eHbl pPe3y/IbTaThl CEKBEHVPOBAHNS I'eHa
CFTR, ycranosneH renotui: delF508/CFTRdupl-11. Takum obpasom, gua-
THO3 MYKOBJCIIVI/I03a TIOTHOCTBIO IIOAITBEP>K/EH.

Ouarnos: «Mykosucunpos [renorum: delF508/CFTRdupl-11], nmerou-
HO-KuIeuHas (popMa, CpeffHeTsKeIoe TedeHre. XpOHMIecKuil 6poHxuT. Xpo-
HIYecKas MaHKpeaTudeckas HelOCTaTOYHOCTD TSKEION CTeIIeH».

3. Heo6xonmmo HasHaveHMe KOMIIEKCHOTO JIeYeHNs:

fueTa M TIAHKpeaTHdecKue (epMeHTHl (3aMeCTUTeNbHasA Tepamms
HEJIOCTaTOYHOCTY (PYHKLIMY MOMKETYJOYHOI JKele3bl);
MYKO/IUTHYecKas Tepanys (JopHasa anbda);

aHTUOAKTepuaIbHas TepaIs;

KUHe3UTepamnus 1 edeOHast PUsKyIbTypa;

BUTaMUHOTepanus (XKUpOpacTBOPUMBIE);

TapreTHas Tepanus IperapaToM snekcakadrop+resakapTop+
uBakagTop 1 nBaxkadrop.
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OTBeTbI K CUTYallIOHHOI 3aa4ye N° 6

1. HecMoTpst Ha oTpuiaTenbHble pe3y/lIbTaTbl IOTOBOIO TeCTa, He0O-
XOIMMO IIOBTOPHOE 00C/IefloBaHNe Ha MYKOBMUCLIMIO3 B CBA3Y C APKO BbIpa-
JKEHHOV KIMHMYecKoy cuMmiToMaTikoil (gacteie OPBU, 6pOHXI/ITbI, IIHEBMO-
HUM, OPOHXO039KTAa3bl, IOJIMIIO3HBII IIOJIMCYHYCHT, IIOXasd IpubaBKa B Bece).
Pe3y/bTaThl HIOTOBOTO TeCTa OBIBAIOT I0XKHOOTPUILIATE/IbHBIMI.

2. Tenetnueckuit aHa/mM3 Ha MyKOBMCIIMAO03, IOBTOPHAA IIOTOBas pooa,
aHa/IM3 Kajla Ha IMaHKpeaTU4eCKyIo 3/acTasy-1, aHalnus MOKPOTHI Ha MUKPO-
¢ropy.

B Bospacte 7 7neT MOBTOpP NMOTOBONM MPOObI Ha CHELMaabHOM IOTO-
BOM aHaIM3aToOpe, IPOBOAUTCA TPVOKHBL 54, 52 m 72 MMOb/N. YpoBeHb
MaHKpeaT4ecKol 3nmacTasbl-1 kama — >200 MKr/r. Masok u3 3eBa Ha
¢nopy: S. aureus. IeHeTudeckoe oOCIemOBaHME: TOMO3UIOTA IO MYTAIUN
3849+10kbC>T/3849+10kbC>T.

Takxum o6pasoM, BBICTaBIeH AMarHo3: «MyKOBMCIVJ03 [IeHOTHIL:
3849+10kbC>T/3849+10kbC>T], npenmyiecTBeHHO neroyHas ¢popma, cpef-
HeTsDKe/loe TedeHVe. XpOHMYecKmit OpOHXMT. MelnoT4yaTble OPOHXOSKTa3bl
HVDKHEN HOJIN J1€EBOTO JIETKOTO. Cy6cerMeHTapr1e arenekTasbl S4, 5, 10. [Taes-
Modubpo3 6asanpHON [omM mpaBoro jerkoro. CocTosiHMe MOCIe BUIEOTO-
PAaKOCKOIIMYECKOM aHAaTOMMWYECKON PEe3EKLMM HVDKHEN [JO/IN JIEBOTO JIETKOIO.
XpoHMyecKMii IOMUIIO3HBI MaHCUMHYCUT. COCTOsIHME IOC/Ie 3HJOCKOIMYe-
CKOI1 ITO/IMCUHYCOTOMUI».

3. HeoOX0fMMOCTH B OIIEPATUBHOM JIe4eHUY OPOHX09KTA30B IPU MYKO-
BUCL03e HeT. TpebyeTcsi KOMIUIEKCHOE IIOCTOSIHHOe 0a3lCHOe fedeHue
MYKOBUCI[I/103a. Bormpoc 06 ornepaTyBHOM JIe4eHMY OMUIIO3HOTO PUHOCH-
HycuTa HeOOXOIMMO pellaTb OTOPVMHOTAPMHIOJIOTY COBMECTHO CO CIIelya-
JINCTOM IO MYKOBMCLV/I03y Ha (pOHE ITOCTOSHHOIO KOMIUIEKCHOTO JIe4eHMS
MYKOBMCLIM03a.

OTBeTbI K CUTYallIOHHOI 3agaye Ne 7

1. Heo6xopumo npoBoanth fuddepeHIaabHy0 AUaTHOCTUKY C MYKO-
BUCLZO30M, MIMMYHOREDUIMTHBIMY COCTOSTHUAMMU Y BPOXKIEHHBIMU ITOPO-
KaMM pa3BUTHUA JTETKUX.

2. TeneTnyeckuii aHanM3 Ha MYKOBUCLNZIO3, ITOTOBAs Hpo6a, aHanm3
Kajla Ha IAHKPeaTM4eCcKyK 9/1acTasy-1, aHamm3 MOKPOTBI Ha MUKPOQIOpY,
crmmpometpus: OBI, KT OI'K un KT IIITH.

ITaumenTka rocuuranusupoBana B OI'AY «HMIUI spopoBbs pereii»
MunsgpaBa Poccun pna yrouHeHus gmuartosa. IIpy rocnmranmnsanmm, ocMo-
Tpe 1 00C/IeOBAHNUY BBISBIIEHO:

HepropOUTA/IBHBIN IIMAaHO3; HOCOBOE HbIXaHNUe 3aTPYAHEHO; TOJI0C
«THYCaBBIil»; IBIXaHME XXeCTKOe, 0C/Iab/IeHO B HVYDKHIUX OT/e/IaxX CIIpaBa,
XPpUIIbl He BBICTYIIMBAKTCS; MaJONPOAYKTUBHBIN BIaKHBIV Kallleslb;
MOKpPOTa CBET/IO-KENTasd, TPYGHOOTAeNAeMas; OfbIIIKAa B IIOKOE
C BTsDKEHMEM APEMHON AMKM; IIEPKYTOPHO: IPUTYIUIEHNE B CPESHNUX
U HIDKHUX OTfieTIax Jierkux crpasa. SpO, 97%. Y/ 22 B8 munyTy;
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MaHKpeaTuyeckas anacrasda-1 B kane <50 MKI/T;
MUKpPOOMOIOTYecKie MCCIeoOBaHme MOKPOTHL: P. aeruginosa mus;
OBII: OXKEJI 80%, ODPB1 70%, MOC75 (MakcuManbHass o6beMHas
CKOPOCTb ITpH BbIOXE 75%) 29%;

IIOTOBBIV TECT HA CIIELNAaJIbHOM IIOTOBOM aHA/IN3aTOPE ABAXKABL: 112
u 108 MMonb/it;

reHeTN4YecKoe MCCIeoBaHye Ha MyKoBucimao3: F508del/2184insA;
KT OI'K u KT IIITH: xporndeckust 6pOHXUT, ABYCTOPOHHNE LIVINH-
fprdecKrie OPOHXOIKTAa3bl, MYKOCTa3; XPOHMYECKMII PUHOCUHYCUT
C peMoJenpoBaHyeM MefUaNnbHbIX CTECHOK BEpXHEYETIOCTHBIX Ma3yX.

TaxuM 06pa3oMm, IOTHOCTBIO ITOATBEP>KAEH AMATHO3: «MyKOBUCLIINTO3».
3. Heo6xommmo HasHauyeHMe KOMIUIEKCHOTO JIeYEeH A

fuera ¥ TaHKpeaTudecKue (pepMeHTHI (3aMeCTUTe/IbHAs Tepammus
HeJJOCTATOYHOCTY (PYHKIIMY HOMKETy[OYHOI JKeTe3bl);
MYKOJIMTUYECKas Tepamys (B TOM 41C/Ie JOpHasa anbga 1 MAaHHUTON);
aHTMOaKTepuaIbHAsI TEPAIINS;

KUHe3UTepamnus 1 iedeOHass PU3KyIbTypa;

BUTaMUHOTepanus (XKUpOpacTBOPUMBIE);

TapreTHas Tepamys IpernapaToM sjeKcakapTop+resakadrop+
uBakagTop 1 nBaxkadrop.

OTBeThI K CUTyallMIOHHOI1 3agade Ne 8
1. HecMoTpss Ha OTpuIaTeNIbHbIN pe3y/IbTaT IIOTOBOTO TeCTa, HeoOXo-

AVMO IIOBTOPHOE 00C/IefjoBaHye Ha MYKOBUCLIMIO3 B CBA3M C CUMITOMATVKON
(qactpie OPBVI, 6poHXUTBI, yBenudyeHNe TTeYeH), UISMEHeH)sI B IIOKeTyL04-
HOJI >Kejie3e). Pe3y/bTaThl IOTOBOTO TecTa OBIBAIOT JIOXKHOOTPUIIATE/IbHBIMIL.

2. HOBTOpHaH IIoTOBAA npo6a Ha CII€OuajibHOM IIOTOBOM aHaIu3a-

TOpe WM KIAacCUYecKuM MeTofoM 1o [mbcony-Kyky, reneTndeckuit aHamns
Ha MYKOBMCIJIO3, aHa/IN3 Kaja Ha [AHKpeaTHdecKylo 9/macTasy-l, aHanmms
MoKpoTbl Ha MuKpognopy, KT OT'K u KT IIITH.
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[Tomy4yens! pe3ynbTaThl MCCIENOBAHMIA

KT OIK: npusHaky ABYCTOPOHHMX OpPOHXMTMYECKNMX M3MEHEHUI;
O6pOHXMOI03KTa3bl S2, 4 MPaBOTO JIETKOTO U S9 JIEBOTO JIETKOT0;
MUKPOOMOIOrMYeCKOe UCCIeflOBaHNe acliMpara U3 Tpaxeu: S. aureus;
ITaHKpeaTndeckas smacrasa-1 B kane <50 ef.;

HOTOBBIN TecT 1o MeTony [mbcona n Kyka gBaskapl: X70pyujipl HotTa —
148 u 156 mmonb/n (Ipu JOoCTaTOYHOI HaBecke 6omee 150 Mr);
reHeTHYecKoe MCCIeoBaHye Ha Ollpefie/ieHe Hanbosiee 4acThIX My Ta-
Ui reHa MyKoBucImo3a: renorun F508del/W1282R.

Taxum 06pa3oM, IOTHOCTHIO TIOATBEPKAEH AMAarHO3: «MyKOBUCINTO3».
3. Heo6xommumMo Ha3HaueHye KOMIIJIEKCHOTO JIe4eHM:

IMeTa ¥ TaHKpearndyeckye (epMeHTHI (3aMeCTUTeNbHasl Tepamus
HEJTOCTATOYHOCTY (PYHKIMM IOMKETyITOYHOI JKeTle3bl);
YPCO/Ie30KCUXOMMeBast KICIOTa;

MYKOJIMTUYeCKas Tepamys (B TOM 4Mc/e JOpHa3a anbga, MAaHHUTON);
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aHTHOaKTepuaabHasK TePAINS;

KUHe3NTepanys u nedebHast QU3KYIbTYpa;
BUTaMUHOTepanus (KUpOpacTBOPUMBIE);

TapreTHas Tepamys IpernapaToM anekcakadrop+resakaprop+
uBakadTop u nBaxkadrop.

OTBeThI K CUTyallMOHHOI1 3agade N 9

1. Heobxogumo  mpoBopuTb  anudpdepeHLnaabHyl0  JUATHOCTUKY
¢ Ty0OepKyne3oM, MYKOBVCIU/IO30M, MMMYHOAE(PUINTHBIMU COCTOSHVAMMU
U BPOX/IEHHBIMY IIOPOKaMU Pa3BUTHS JIETKUX.

2. JlmackMHTeCT, MIOMMHECLEHTHasd MUKPOCKONNA CMBIBOB BEpPXHUX
IBIXATe/TbHBIX Iy Tell, aHA/MN3 CMBIBOB BEPXHMX IBIXATe/IbHBIX ITyTeil METOLOM
IIITP, reHeTMYeCKUIT aHA/IN3 Ha MYKOBUCLIMIO03, IIOTOBAs mpoba, aHaMM3 Kana
Ha ITaHKpeaTH4eCcKyIo 371acTasy-1, aHa/lmm3 MOKPOTBI Ha MUKPOQIIOpY.

ITomy4yeHsl pe3ynbTaThl MCCIEOBAHMIL

IMACKUHTECT: Pe3y/IbTaT OTPUILATE/IbHbIIL;

TIOMUHECLIeHTHasd MUKPOCKONNA CMBIBOB BEpPXHUX [bIXaTebHBIX

IyTell, aHAAN3 CMBIBOB BEPXHMX [bIXaTeIbHBIX IIyTell MeTO[LOM

I[P — oTpuiuaTenbHEIE;

KOHCY/IbTaluA GTU3NATPA: CIeNUIIecKUIil IIPOLecC NCK/ITIOUeH;

MMKPOOIOIOTIYeCcKOe UCC/IeOBaHe MOKPOTBL: S. aureus;

IIaHKpeaTndeckas smacrasa-1 B xane <50 ef.;

noroBas Ipoba Ha CIIelaTbHOM IIOTOBOM aHAa/NIM3aTope: IPOBOAM-

MOCTbB 11oTa 122 n 125 Mmmonb/;

olpefiesieHye MyTanuii rena Mykosucuugosa CFTR: F508del/S1196X.
Takum 06pa3oM, MOMTHOCTBIO MOATBEPXK/IEH AMarHo3: « MyKOBUCIIVIZIO3».
3. Heo6xopmmo HazHauYeHMe KOMIIEKCHOTO JIeUeHN:

fueTa M IAHKpeaTudyecKue (epMeHTHl (3aMeCTUTeNbHasA Tepamms

HEJIOCTATOYHOCTY (PYHKIIMY MOMKETYJOYHOI JKele3bl);

MYKOMUTHUYeCKas Tepanus (B TOM 4KC/ie JopHasa anbga, MAaHHUTON);

aHTHOAKTepuarbHas TepaIs;

KUHe3UTepamnus 1 ede6Hast PusKynbTypa;

BUTAMMHOTepanys (KMPOPACTBOPUMEIE).

TapreTHas Tepanus IperapaToM snekcakadrop+resakaprop+

uBakagTop 1 uBaxkadrop.

OTBeTbI K CUTYalIIOHHOI 3agade Ne 10

1. Ha3HaunMTh NOTOBBIN TECT, aHAIM3 HA YPOBEHb MaHKPEATHYeCKO
anmacTasbl-1 Kajaa, IpM IONOKUTENbHBIX pPe3ylbTaTaX CJefyeT OTIPABUTDH
HalJeHTKy B HPOQGIIbHBIN MYKOBMCIVJO3HBII LIEHTP /IS Ja/TbHEIIero
obcnenoBaHms.

2. ViMmyHopeduMTHOE COCTOSIHME; OpOHXMalIbHAas acTMa; LVPpPO3
HeYeH.

3. Vlupopmaunss o TOM, YTO peOEHOK POXJAEH C MEeKOHMa/IbHBIM
UJIEYCOM.
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CNELUMAAUCTDI ®TAY «HMMULL
3AOPOBbS AETEM» MMH3APABA
POCCUU, MPUHMMAIOLLME
YYACTUE B AUIATHOCTUKE

N AEMEHMIN AETEM

C MYKOBMNCLUMAO3OM

CumonoBa Onbra lropeBHa, [OKTOp MegUIIMHCKMX HayK, IJIaBHBIN
HAay4YHBI COTPYAHMK Tab0paTopuy pefKMX M HaC/IeNCTBEHHBIX OOJesHerl,
3aBefiyiomas myiabMoHonorndeckuM otnenenunem OIAY «HMMUIL spoposbs
meteit» Munszgpasa Poccun, mpodeccop xkadenps meguatpun u JeTCKON peB-
Mmartosnorny KimMHnudeckoro MHCTUTYTa JeTCKOro 350poBbs nMeny H.®. Oua-
ToBa Ce4eHOBCKOTO YHUBEPCUTETA, PYKOBOAUTENb KabMHEeTa MyKOBUCIIMAO3a
I'BY3 «Mopo3oBcKas feTcKast ropojcKas KIMHudeckas 6onpHuna» lemapra-
MEHTA 3[[paBOOXpaHeHMs roposia MOCKBBHI.

Yepuesud Bepa IleTpoBHa, MIafnii HayYHbI COTPYFHMK TabopaTo-
PUY peIKNX U HAaCIeCTBEHHbIX OOTIe3Hel.

TopunoBa l0mna BukropoBHa, KaHAMOAT MEIULMHCKUX HayK, Befly-
IMI HAy4YHBIN COTPYRHUK TabOpaTOpUM pefKuX M Hac/lefCTBEHHbIX 0ose3-
Hell, Bpayu-IIyJIbMOHOJIOT IIy/IbMOHOJIOTMYECKOTO OT/e/IeHN .

NrnatoBa AnHa CepreeBHa, Bpau-IlefuaTp/IyIbMOHONOT IY/IbMOHO-
JIOTMYECKOTO OTJe/IeHN L.

JIa6buna Hapexxma BagumoBHa, Bpay-IieAyaTp IyTbMOHOIOTMYECKOTO
OTJeNIeHN .

CumonoB MakcuM BukTopoBud, Bpad-neguarp IyJIbMOHOTOTMYECKOIO
OTJeTIeHNA.

bypkuna Huna ViropesHa, Bpau-neguarp/Iy/IbMOHOJIOT IIY/IbMOHOJIO-
IMYeCKOrO OT/e/IeHNU L.

KpacrokoBa AHacTtacusa AneKcaHApPOBHA, Bpad-MiefuaTp IMyIbMOHOIO-
TMYeCKOTO OT/e/IeHNU L.

boicrpoBa Cepaduma TeoprmeBHa, Bpau-nefmaTp ITyIbMOHOIOTHYE-
CKOTO OTJe/IeHUs.

Coxonos VHa, kaHauaT MEUIIMHCKIX HayK, CTapLINII HAyYHbI COTPYA-
HUK 1Tab0paTopuy MUTaHUs 3TOPOBOTO U GOTBHOTO pedeHKa, Bpay-Tefuarp.

JlasapeBa AHHa BanepbeBHa, JOKTOp MeIUIIVHCKMX HayK, Bpad-OaKre-
PpMOJIOT, 3aBefyolas 1abopaTtopyeil MOJIEKY/IIPHO MUKPOOUOTIOT M.

Kycrosa Onbra BnaguMupoBHa, Bpad-peHTI€HOJIOT OT/Ie/IeHNA PeHTre-
HOBCKOJI KOMIIBIOTEPHOI TOMOrpadun.
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Mycradpun Punar ViciamoBudy, Bpady-peHTIEHOJIOT OTAE/eHNs peHTre-
HOBCKOJI KOMIIBIOTEPHOI TOMOrpadun.

Bopo6neBa JIngusa EBrenbeBHa, Bpay-peHTI€HONOT OTHE/ICHUS PEHTTe-
HOBCKOJI KOMIIBIOTEPHOI TOMOrpadun.

IBopsakosckuii Viropp BsdyecnaBoBmY, NOKTOp MEIMIIMHCKMX HayK,
npodeccop, Bpad OTAE/IeHNS YIbTPa3BYKOBOII JMaTHOCTUKIL.

JIoxmaTtoB Makcum MuxaimoBud, JOKTOp MESUUMHCKMUX HayK, NpO-
(deccop, 3aBegyIOLINIT OTAENIEHNEM SHIOCKOIINN.

Memepsakos Kupunn JleonnpgoBud, KaHAUIAT MEOVIVMHCKNX HayK, I.0.
3aBeIYIOLEro OT/e/IeHIieM BOCCTAaHOBUTEIBHOTO JIeUeH NS JieTeil ¢ 60mesHsAMM
JIOP-opraHoB U 4elTIOCTHO-INILEBON OONTacTH, 1.0. 3aBeAYIOLIero OTOPUHO-
JIAPVHTOJIOTMYECKVIM OTHE/NIeHNEeM C XMPYPru4ecKoil Ipymmoi 3abojeBaHuit
TO/IOBBI U 1IeU, Bpau-OTOPMHOIAPUHTOIOL.

Tepemmna JTrogMnia AHaTONbeBHA, MEAVIIVIHCKAsI CECTPa IO MACCaXY
OT/ieleHNA NledeOHOI PU3KYIBTYPBL.

Ilesapuk BnapucnaBa AneKcaHApPOBHA, Bpad IO jiedyeOHOM (PU3KY/Ib-
Type OTHe/IeHNs JiedeOHOT (PU3KYIBTYPBL

IlerpoBa Haranpsa BanepbeBHa, KaHAUZAT MEAMUMHCKMX HayK,
Bpay-¢papMaKosIor, 3aBefyIolias OTe/leHueM KIMHINYeCKoil (apMaKOIOT M.

Topnees Jleonun CepreeBmd, Bpad-papMaKoIor OTHeEHUsT KIMHIYe-
cKoii papmakoIorum.

Amnaii-oon Yunruc Teopruesnd, Bpad-(papMaKkonor OTAe/IeHNs KINHN-
4eckoit papmaxonorum.

IIupokoa Mpuna BacwibeBHa, KaHAM[AT MENULMHCKUX HayK,
Bpa4-3HJOKPMHOJIOT KOHCYTbTaTUBHO-IMATHOCTUYIECKOTO OTHETEHNUA.

®ponosa Enena bopucoBHa, Bpad-sHJOKPUHOIOT KOHCYIbTaTUBHO-IN-
ArHOCTUYECKOTO OTIe/IeHNS.

IIymkoB ArnekcaHgp A/eKkceeBMY, BeNYIIMII HAy4YHBII COTPYZHUK
nmabopaTopun MeOUIIMHCKO TeHOMUK.

CaBoctbsaHoB Kupmnn BukropoBmd, JOKTOp OMONTOIMYecKMX Hayk,
Ha4YaJbHUK MeaNKO-TeHeTYeCKOrO L[eHTpa, 3aBefyluil nabopaTopueir
MEeIUITMHCKOV TeHETUKM.

AxmenoBa JnmuHa JIbJApOBHA, Bpay QYHKIVOHAIBHON AVArHOCTUKA
otzeneHs GYHKIVOHAIBHOM AMATHOCTUKI.

Bocranos [Jayner FOHycoBudY, Bpauy QYHKIMOHAIBHON AUArHOCTUKA
orfenennsa GYHKIMOHAIbHOM JUArHOCTUKIL.

Ceupuposa TaTbsHa BacmibeBHa, KaHOUAT IICMXOJIOTMYECKMX HAYK,
3aBefymolas jaboparopuer CrelnanbHO! MCUXOMOTUY U KOPPEKIMOHHOTO
o0y4eHMs.

IepacumoBa Anmekcanapa MuxaiiloBHa, HayYHbI COTPYAHUK Tabopa-
TOPYY CIIeLMATbHOI ICUXOMIOTUY U KOPPEKLMOHHOTO 00yIeHMs.

YepHuaBckad AHacTacua AJIeKCAaHAPOBHA, Bpad-TeuaTp NPUEMHO-
IMAaTHOCTUYECKOTO OT/eIeH .

XaspikoBa Jxupran BukropoBHa, Bpad OT/[€/IEHMA Y/IbTPa3BYKOBOM
IOVMaTHOCTUKIA.
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