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B cratbe NpuBOAMTCA OMMCaHWE KMMHWUYECKOrO CrydYasi OTCPOYEHHOW AMAarHOCTUKM MYKOBWUCLMZO3a Y MauMeHTku 23 neT, KkoTopast
Gonee 10 neT neumnacb OT TyGepkyrnesa B ApyroMm rocyaapctee. C geTcTBa OTMeYasncsl XPOHWYECKM Kallefls M CUMMTOMbI
HapyLueHus BcacbkiBaHus. B BospacTe 23 net nocrne nepeesga B Poccuiickyto defepaupio ¢ AMarHo3om LMppoTUYeckuin TyGepkynes
NerkMx W rocnuTanusauMm B MNPOTMBOTYOEPKYNE3HbIN AucnaHcep Mo MNpUYMHE YXYALEHWUS COCTOSHWS, 6binv  BbisiBNEHbI
MHOXeCTBEHHble GpPOHX03KTa3bl, a Takke y4yacTok rpyGoro ¢ubposa B cpegHeit gone npasoro nerkoro. Mocne nepecmoTpa
[INarHOCTUYECKOM KOHLIENUMM Bbina rocnuTannanpoBaHa B CreLuanuampoBaHHbIi LEHTP A GOMbHbIX MyKOBUCLIMIO30M.

KniouyeBble cnoBa: KNMHUYECKuii cryyai, MyKoBUCLMAO03, LMppOTHYeckuii TyGepkynes, auddepeHumanbHas guarHocTuka.

Summary

This article describes a clinical case of delayed diagnosis of cystic fibrosis in a 23-year-old female patient who had been treated for
tuberculosis in another state for more than 10 years. Since childhood, chronic cough and symptoms of absorption disorders were
noted. At the age of 23 years, after moving to the Russian Federation with a diagnosis of cirrhotic pulmonary tuberculosis and
hospitalization in a TB dispensary due to deterioration of her condition, multiple bronchiectasis and an area of gross fibrosis in the
middle lobe of the right lung were detected. After revision of the diagnostic concept, she was hospitalized in a specialized center for
cystic fibrosis patients.

Key words: clinical case, cystic fibrosis, cirrhotic tuberculosis, differential diagnosis.

Bubnuorpadmyeckan ccbinka Ha cTaTbio

TeiHHUKOBa B.B., YepHukos A.HO. KnuHudeckuii criyyain Bnepsble
AVarHoCTMPOBaAHHOIO MyKOBMCUMA03a y nauneHTku 23 net //
Innova. - 2023. — T.9 Ne 4. — C.66-72.

MykoBucumpgo3s (MB) npegctaensiet cobon
onacHoe Ans  JKM3HW  ayTOCOMHO-pEeLecCUMBHOE
3aboneBaHne, BCTpevalLlleecsa MNPeMMyLLECTBEHHO
cpegou npegctaBuTenen eBponeouaHoOn pacbkl C
yactoTton 1:2500-4000 cnyyaes [1]. MB gaBnseTtcs

MYIbTUCUCTEMHBIM 3aboneBaHneM, npuynHa
KOTOPOro MyTaumm reHa perynstopa
TpaHcmembpaHHo  npoBogumoctn  (CFTR), B

koaupyemMom Gerike KOTOpOro M3BECTHO Ha AaHHbIN
MoMeHT 6Gonee, 4em 2000 wmytaumnm [2]. CFTR
aKcnpeccupyetTca B MoYKax,  NOSKenygo4vyHon
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Xenese, KULIEYHUKE, Cepaue, CeMSBbIHOCSLEM
NPOTOKE W NErkux, PerynupyeT TPaHCNoOpT Kanwus,
HaTpusi, paboTy XNopuaHbIX KaHanoB. B pesynbrarte
MyTaLMiA BO3HUKAKOT QyHKLMOHAsbHbIE HapyLLeHUs
CEKPETOPHbLIX  3NUTENMarnbHbIX KMNeTOoK, 4yTO
NPUBOAMT K HAKOMNMEHWU0 NyCTON 1 NUNKon cnmau [1].

B OomblwuMHCTBE cCryvyaeB MNOCTaHOBKA
anarHosa MB He BbI3blBaeT 3aTpygHEHWUW, T.K.
Xapaktepusyetcsa crneumduyeckon KnnHukon. Ho B
MeHee, 4yeM 5% cnyyaeB AamarHoctuka MB
3aTpyAHsIeTCa U3-3a MAKOro peHoTmna y naumeHTa
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[3]. TunuyHbiMK onss MB sBRsiloTCS OPOHXO3KTa3bl,
nonunbl  CUHYCOBLIX Ma3yX W HeAOCTaTOYHOCTb
NOaXKEeNya04YHOWN XXenesbl Pa3HOW CTEMEHU TSXeCTU
[4]. Takke xapaKTepHbIMU SABMSKOTCH XPOHUYECKUE
WH(EKUMN  ObIXaTemnbHbIX MyTeN, OCOOEHHO B
coyeTaHuM C npusHakamum Manbabcopbuum [2]. B
cny4vae, ecnu nopaxaeTtcsa TOMbKO OAWH OpraH, TO
ropopsaT 06 atunuyHoMm MB [5]. Ha gaHHbIA MOMEHT
NMOBCEMECTHO MPOBOAMTCA HEOHATanbHbIN CKPUHWHT
nonsa auardoctukn MB, HavaBwiumnca B Poccuiickon
depgepaumm ¢ 1 ganBapa 2007 roga, KOTOpPbIA
ABNAETCA 30M0TbIM CTaHAapToM AuarHocTukn MB
COBMECTHO C MOTOBbLIM TecToM [6]. Tem He meHee,
OCTaeTcs Npocriorika HaceneHus, Kotopas B cuny
BOo3pacta  WnM  Apyrux  oB6CTOATEeNbCTB  He
noaBeprrnace HeoHaTanbHOMY  CKpUHUMHrY. [lpwm
atmnmyHoMm MB noToBbIi TECT MOXET ObITb Kak
NOSIOXUTENbHbBIM, TaK 1 OTpUuaTenbHbIM [5].

Mpn MB ewwe B MnageH4yecTBe NPOMCXOaUT
MHOUUMPOBAHME  ObIXaTenbHbIX  NyTewW,  4To
npuBOoAMT K  peunauBupyrlolLlMM  BOCMANEHUsM.
Kawenb conpoBoxgaetr naumeHtoB ¢ MB Ha
NPOTSXEHUN BCEeM XM3HWU. [1poAomKUTENBHOCTL
Xu3Hu naumeHtoB ¢ MB Hwxke, yem B obuien
nonynsaunmM n coctaenseT, B cpegHem, okoro 38 net
(Ha npumepe CLUA). OCHOBHbIM KOMOHWU3MPYHOLLMM
apixaternbHble MNYyTM MUKPOOPraHUM3MOM SBMSIETCS
Pseudomonas aeruginosa. Takke yacTto
BCTpeyatoTca Staphylococcus aureus, Haemophilus
influenzae w1 Burkholderia cepacia complex.
HeobxogumocTb YacToro npyema aHTMOMOTUKOB U3-
3a obocTpeHui nNpuBOOUT K  BO3HUKHOBEHUIO
yCTONYMBbIX WTaMmoB [1,7].

Cpeon meTogoB Bu3yanu3auum Ha AaHHbIN

MOMEHT 30M0TbIM  cTaHgapTom gsnsetca KT
rpyaHon  knetkn.  OCHOBHbIMW  KITUHWYECKUMU
npusHakamum MB npu Budyanusauum ABNSAOTCA
BGpOHX03KTa3bI, 3aKyrnopka CNu3bio n

BOCNanNUTernbHOE YTOrLWEHNe AbIXaTerbHbIX NyTew,
Mo3aunyHas nepdysuns, ynroTHeHNE napeHxnmbl npm
obocTpeHusax wn artenektasel. MPT nokasbiBaeT
BbICOKYIO  Koppenauuto c  npossneHusmn  MB,
OnarHoCcTnpoBaHHbIMU c MOMOLLbIO KT.
PeHTreHorpadusa rpygHoM KNeTku He no3BonsieT
BbISIBUTb  HayalnbHbIX CTPYKTYPHbLIX WU3MEHEHWN.
[aHHble, NonyyYeHHbIE MPU CIMPOMETPUKN, MOTYT He
coBrnagaTtb C JaHHbIMY Bu3yanuaauum [8,9].
KnuHuyeckme  cuMnTomMbl M [AaHHble
BM3yanusaumm MB gBRSAl0TCS CXOXMMU C TakoBbIMU
npu Tybepkynese, 4YTO MOXeET  3aTpyaHUTb
andpdbepeHunansbHy0  UarHOCTUKY M OTCPOYUTb
NMOCTaHOBKY BEpHOro AuarHosa. [laHHas cuTyauus
KacaeTcsl, B OCHOBHOM, MauUMEHTOB, He npoLueLwmx
HeoHaTarbHbIA CKPUHUHT. BornbHble MB npoxoasaT
KypC NpOTMBOTYOEPKYNE3HOro fieYeHusi, B KOTOPOM
YacTto HeT HeobxoaumocTu. [lpy orpaHuM4eHHbIX

OaHHbIX, CBMOETENbCTBYOWUX O Tybepkynese,
crnegyeT MNpoBecTM TwWaTtenbHbI cbop aHamHesa,
reHeTuyecknin n notosbln Tect [10].

Lens wuccnegoBaHMA:  paccMOTpeHue
KMMHUYECKOro cny4asi MyKOBMCLMAO3a, BNepBble
ONarHOCTUPOBAHHOIO y MauMeHTKn B Bo3pacte 23
roga.

KnuHuyeckun cnyuyan. MNayweHtka M., 23
roga, npubbina u3 cTpaHbl GRKHEro 3apybexbs.
Mpwu NoCTynneHnn B obnacTtHom
NPOTUBOTYOEPKYNE3HbIN ANCNaHcep npeabsaAsnseT
Xanobbl Ha Kawenb CO  CIM3UCTO-THOWHOWN
MOKPOTOW, OAbIWKY MPU YCUNEHHOW uranyeckomn
Harpy3ke, 00Llyl0 crabocTb, CHWXEHWe anneTuTa,
3anoXeHHOCTb Hoca, anu3odbl cybdebpunbHON
TemnepaTtypsl go 37,5-37,8 °C.

CornacHo gaHHbIM aHamHe3a 3aboneBaHus
Kalwenb OTMeYaeTCss C paHHero Bo3pacTa, B
OOLLUKOIbHOM nepuoge nmen xapakrep
NPOAYKTUBHOTO. Otmevanach yacras
HecTabunbHOCTb CTyna: 4YepefoBaHME 3arnopoB C
noHocamu, ¢ npeobnagaHuem 3anopoB. boneet
Tybepkynesom nérkmx ¢ 11 net. HeogHokpaTHo
neyunacb B NpOTMBOTYOEpPKYyNE3HOM CTauuoHape u
am0byrnaTopHO, MepeHecna HECKONbKO  KypcOB
XUMHoTeEpanumn ¢ BKKOYEHMEM NpenapaTtoB BTOPOro
psga. OTmevanacb anneprMyeckass peakuusi Ha
nupasmHamua. MNpubsina B Poccuiickyto degepaumnto
c anarHosom «LinppoTtuyeckuin TyGepkynés cpegHemn
gonu npasoro nérkoro. MBT(-)». MNepnoguyeckn c

yacToTon 1 pa3 B [ABa Mecsua 6ecrnokosit
NosiBNieHWe  THOMHOM  MOKPOTbl,  MOBbILIEHWE
Temnepatypbl Tena, cnaboctb. [lepuoanyecku
NpUHUMaET wuHAakaTepon, TuoTponus Gpomua,
unpaTponusi  GpoMua+deHoTepon,  MBabpaauH.

YXyglweHue coCTOsHUSA B TedeHue nocreHux cemu
OHen o obpalleHus.

AHamHe3 >xu3Hu. He 3amyxem. BbiToBble
ycrnosusi yOOBMNEeTBOPUTENbHbIE.
MNpodeccrnoHanbHbIX BpegHoCTeN HeT.
YnoTtpebneHue HapKOTUKOB oTpuuaer. @)
NPUMEHEHUN  HAPKOTUYECKUX  MNpenapatoB  No
MeANUWHCKMM nokasaHuaM He 3HaeT. He kyput. He
paboTaeT. fABnsercsa nHeanugom Il rpynnebi.

O6uwee cocTostHUe nNpW  MOCTYNNEHUN
yaoBnetTBoputenbHoe. KoxHble MokpoBbl GneagHble,
BUONMbBIE  CIM3UCTble  OObIMHOM  OKpackn w
BNaXxxHOCTU. [NoAKOXHO-XKNpoBas KnetyaTka passuTa
cnabo. WunToBnaHas >xenesa obbl4HOrO pasmepa u
dopmbl.  JlIumdaTudeckne yanbl He YBENUYEeHbI.
KocTHo-MbIWeYHass cuctema 6e3 ocobeHHocTen.
Poct 159 cm, Bec 41 kr. Temnepatypa tena 37,2 °C.
[pyoHaa kneTka acTeHWYeckon KoHdurypauuu,
f6esbonesHeHHa npu nanbnauun. [epkyTOpHO
ACHbIN ~ NEroyHbln  3BYK. [blxaHue xecTkoe,
npoBOAMTCS BO BCe OTAenNbl, eAWHWYHble Ccyxue
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Xpunbl. Yncno gbixatenbHblx OBwkeHun 18 B
MuHyTy. Catypauusa 93%. ToHbl cepgua ACHble,
pUTM NpaBunbHbIA. YNCNO CepaeYHbIX COKpaLLeHui
92 B MUHYTY. ApTepunanbHoe gasnexHne 110/60 mm
pT. cT. JXmBOT wMdrkun, 06e300Mne3HeHHbIN npu
nanbnauun.  CTyn  He  HapylweH. MeyeHb
nanenupyetcs, 6e3bonesHeHHas, pa3mMepbl B
npegenax Hopwmbl. CeneseHka He YyBenuyeHa,
6e3bone3HeHHas. CvmnTOMbI pasgpaxeHusi
OpHOLNHBI oTpuuaTtensHble. CumnTom
MOKOMNa4YMBaHNs OTpULIATENbHBLIN C 0BEenx CTOPOH.
Mcnxmnyeckoe coctosHne: Co3HaHue scHoe. MamaTb
W WHTENMNEKT He CHWKeHbl. HeBponoruyeckui

cTaTyc: HeBponoruyeckux HapyLleHui He
0obHapyXeHo.
Mpoba ¢ annepreHom Ty6epKynésHbiM

PEKOMBMHaHTHbIM: OTpULIaTenbHas.
HaHHble nabopaTopHoro obGcnegoBaHus.

Obwmn aHanmM3 KkpoBu: remornobuH 128 r/n,
3pUTPOLMTHI 4,48><1012, NenkounTbI 7,2><109,
303nMHOUNbl 4%, NanovkosiAepHble HeWTpodunbl
9%, cermeHTosiAepHble  HewTpocpunbl  34%,

numcbountel 44%, moHountel 9%, CO3I 26 mMm/u.
O6bwmn aHanm3 ™ouun: ygenbHbin Bec 1,016,
peakuus wweno4Has, 6enok 0,053, caxap 0, L 2-3,
anutenun nnockmn 8-10. O6wmn aHanu3 kana:
KOHCUCTEHUMS: TBephas, peakumst Ha CKpbITYHO
KPOBb OTpuuaTernbHasi, peakumsi Ha CTepkobunuH
nonoXuTernbHasi, HEWTParnbHbIA XUP: HET, XWUpHblEe
KACNOTbI:  HET, TeNbMWHTO3bl U  KULUEYHbIE
NPOTO300HO3bl He OOHapyxeHbl. OO6wWwuiA aHanuns
MOKpOTbI:  CMM3UCTO-THOMHasA, BsA3Kask NenKouuTbl
Cnriowb B none/3peHus, aputpouutsl 23—28 B none
3peHus, 3031HOUIbI €[VHUYHbIE.
Kucnotoycroinumsbie MukobakTepun He
0oBHapyXeHbl.

Bruoxumumdeckni  aHanms  kposu: OO6Gwwmn
6enok 74 (pedepeHcHble 3Ha4veHus (p.3.) 64-85) r/n;
AnbbymMuH 46 (p.3. 35-50) r/n; MoyeBuHa 2,30 (p.s.
2,50-6,50) mmonb/n; KpeatuHunH 76 (p.3. 0-97)
MKkmonb/n; MoueBas kucnota 226,0 (p.3. 0,0-350)
MKMoOnb/n; BunupybuH obwun 6,4 (p.3. 5,0-20,5)
MKMonb/n; bunupybud npsamon 3,2 (p.3. 0,0-5,5
MKMonb/n; BunnpybuH Henpamon 3,2 (p.3. 0,0-
15,0); Keneso 8,3 (p.3. 9,0-30,4) mkmone/n; AT
10,0 (p.3. 0,0-41,0) Eg/n; ACT 10,9 (p.3. 0,0-40,0);
Anbda-amunasza 98,0 (p.3. 0,0-00,0) Eg/n; MNamma-

rmytamuntpaHcdepasa 19,4 (p.3.0,0-38.0) Ea/nm;
LLlenoyHas ¢docdarasa 66,0 (p.3. 50,0-128,0) Ea/n;
Hatpun 139,4 (p.3. 130,0-150,0) mmonb/n; Kanui
4,29 (p.3. 3,80-5,50) mmonb/n; Xnop 106,0 (p.3.
95,0-105,0) mmonb/n; JlaktatgerngporeHasa 294,0
(p-3. 0,0-414,0) Epn/n; Anbda-amunasza 83,0 (p.s3.
0,0-100,0) Ep/n; KpeaTtuHdpocdokuHaza 84,0 (p.3.
0,0-145,0) Ep/n, moko3a kpoeu 5,3 (p.3. 3,33—
5,55) mmonb/n. Ceponornyeckue peakumm: HBs-
aHTureH, aHtn-HCV, antn-BNY, antu-Tr.pallidum He
0oBGHapy>eHbl.

JIIOMUHUCUEHTHAs MUKPOCKOMUSA U MOCEBbI
MOKPOTbI Ha XWAKME U NIOTHble nuTaTtenbHble (15
nuccregoBaHUM  Ha  NPOTSKEHMM 6 mecsueB):
oTpuuaTenbHble. rnupP MOKPOTbI: OHK
MukobakTepumn TyGepkynésa He obHapyxeHa.

3nekTpokapguorpamma (BKI): 6e3
natonormn. WccnepoBaHne YHKUMM  BHELLHErO
Abixanna (®BHO): PXKEN 262 n (74,7% ot
pomkHoro); O®B1 1,17 n (38,4% OT LOMKHOrO);
OPB1/OXKEN 44,8%; MNCB 2,54 n/c (36,9% ot
OOIKHOrO). PunbpobpoHxockonust (PBC):
AN dy3HbIN FHOWHbIN BPOHXHT. OcmoTp
OTOMapUHronora:  XPOHWYECKUN  OBYXCTOPOHHWUW
NOSIMNO3HbIN ranMOpPOITMONANT, hasa pemMmnccuu.

HdaHHble PEHTreHONOrM4ecKoro
obcnegoBaHusa npwu noctynneHun (pucyHok 1): B
Nerknx  sIBNeHUss  aM@U3EMbl,  BbIPAXXEHHOTO
anddysHoro nHeBmockneposa, nHeeModunbposa. B
BepxHewn gone S1-2 neBoro nerkoro onpegensieTcs
nrnoTHasi oyaroBass TeHb OO0 6 MM B JvMameTpe.
JleroyHbin pucyHok u3bbiToueH un AedopMMpoBaH
NPEUMYLLECTBEHHO MO THAXUCTO-AYEUCTOMY TUMy.
OunddysHo npocnexusaloTcs  KonbueBUAHblE U
UMNVHOPUYECKME MPOCBETNEHUST OPOHXOIKTa30B.
CteHkn wux yTonuweHbl. B BepxHux oTtgenax
onpegensTcsa  OynnesHble B3AyTUS WM KUCTbI.
PaccesHbl Menkoo4yaroBble W MATHUCTbIE TEHMW.
KopHM  ynmoTHEHbI,  HECKOMNbKO  pacLUMpEHbI,
TSKUCTBI U NOATSHYTLI KBEpXY. PaclumpeHbl cocyabl
XBOCTOBbIX OTAENOB KOpHen rnerkux. KoHTypbl
NEroYHbIX CTPYKTYp HeudeTkne. CUHyCbl CBODOAHbI.
Ovadpparma  ynnouwieHa, HW3KO pacrornoxeHa.
MpaBbin kynon gedopmupoBaH cnavikamu. Cepaue
BEPTUKANBHO PAacnoOSIOKEHO, OObIYHBIX Pa3MepOoB.
AopTa 6e3 ocobeHHocTEeN.
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Puc. 1. OB3opHas peHTreHorpamMmma opraHoB rpyAHON KneTku 6onbHon M.

KT rpygHon nonocTu, be3
KOHTpacTmMpoBaHus (pucyHok 2): dopma rpygHoun
KneTkn obbliHas. CpegHas OoNnsa npaBoro Nerkoro
yMeHbLUeHa B 06beme 3a cyeT yyacTkoB ¢hnbposa,
Ha (poHe KOTOpbIX OTMEYalTCs TPaKUUOHHbIE
OpoHxo3kTa3bl. [1peMMyLLecTBEHHO B BEPXHUX W
cpegHux otaenax oboux nerkMx — onpegensieTcs
ymMepeHHoe paclumpeHme 6ponxos -1V nopsgka c
(OPMMPOBAHNEM LUIIMHOPUYECKUX W BapPUKO3HbIX
OpPOHXO3KTA30B. B MEHbLLEN cTeneHn
OPOHXOIKTATUYECKME WU3MEHEHWUS OMpPeaensTcs B
HWKHUX oTaenax oboux nerkux. BpoHxoskTasbl
pasnmyHbIX pa3MepoB, HekoTopble c

nepudpokansHOW  MHunbTpaunen,  HekoTopble
BKIHOYaOT natonornyeckoe COAepXnmoe.
CpegocteHne CTPYKTYpHOE, HECKOMNbKO CMeLLEeHO
BnpaBo. Tpaxes u rnaBHble BPOHXM NPOXOANMbI, HE
aedopmmpoBaHbl. Cepaue 00bIMHO pPacnOnoOXeHO;
KOHdUrypaums ero He mameHeHa. Kamepbl cepgua
HOpMarnbHbIX pa3mepoB. [pygHON oTAen aopTbl He

nameHéH. [Ouadpparma pacnonoxeHa 06bIYHO,
KOHTYpbl €e poBHble, u4eTkne. [IneBpanbHble
nonoctn 6e3 ocobeHHocTen. Msrkue  TKaHw,

KOCTHblE CTPYKTYpbl rPYAHOW KMEeTKM He WU3MEHEHbI.
3akntoyeHne: nyvyeBass KapTMHa COOTBETCTBYET
MYKOBMCLMAO3Y.

Puc. 2. KomnbloTepHas ToMorpaMma opraHoB rpyAHON KNeTkn 6onbHon M.
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B cBA3n ¢ nogo3peHneM Ha MyKOBUCUMAO3
nauMeHTka HamnpaBfeHa B Crneuvanu3npoBaHHOe
OTOeneHMe reHeTU4eckorW naTtonormm  ropoja
MockBbl. [uarHo3 «TyOepkynés» Obin OTBEPrHyT
KOMMWCCHOHHO.

WccnepoBaHns B
oTAeneHun.

YnbTpa3BykoBOE UCCrefoBaHUE OpraHoB
OpIOLWHOM NONOCTKN, cene3éHkn K noyek. [leyveHsb:
pacnonoxeHa TUMWYHO; KOHTYPbl POBHbIE, YETKUE;
pasMepbl He YyBENWYeHbl; TOMLWMHA MpaBoOW A0MU
118 mMm, neson gonum 58 MM; CTpyKTypa neveHu
MeSKo3epHUcTas, anddysHo HeogHopogHas.
lMapeHxMa  nNeyYyeHW  cpedHEeM  3XOreHHOCTMW.
CocyancTbii pUCYHOK He W3MeHEH. [leyeHo4Hble
BeHbl 5 MM B AnameTpe, BopoTHasd BeHa 10 mm B
anameTpe. [ononHutenbHble o0Opa3oBaHus He
onpegenstoTcs. XKenyHbli Ny3blpb: pasmepbl 64x12
MM; dopma oBanbHas, 0e3 u13rnba; CTEeHKU
yTonweHbl, 3 MM, ogHopogHble. [lpocBeT ny3bips
OLHOPOAEH, KaMHM He onpeaensTCcS.
MepuBesnkanbHasa obnactb He uameHeHa. XKenuHble
npotoku: Xonepgox 3 MM B AMaMeTpe, BUMAEH Ha
BCEM NPOTSHKEHUMN, npoceet OZHOPOLEH.
MomkenynoyHasa >kenesa: KOHTYPbl HE pPOBHbIE,
yeTkme. Pasmepbl: ronoBkn 14 mm, Tena 7 MM,

cneunanmn3npoBaHHOM

xsocta 16 mm. [lapeHxuma  MNOBLILEHHON
3XOreHHOCTMU. CtpykTypa oAHopoaHas,
MenKo3epHucTas. BupcyHros MPOTOK He

BM3yanuanpyetcd. [ononHuTenbHble obpas3oBaHUs
He onpegenstoTca. Cene3eHka: KOHTYpP POBHBbIN,
pa3vepbl 10538 mm. O6was nnowanb: 40 cm2.
CtpykTypa ofHopoaHas. JononHuTenbHble
obpasoBaHus He onpegensoTes. Moyku:
pacnonoXeHbl TUMUYHO. KOHTYpbl POBHbIE, YETKUE.
Paamepbl: npaBass 10538 mm, nesass 106x38 mm.
TonwmHa napeHxumebl: cnpasa 14 mm, cnesa 15 Mm.
KopTuko-megynnapHas anddepeHumpoBka
coxpaHeHa. [lapeHxuma cpefHen 3XOreHHOCTW.
Yalwe4yHo-noxaHoYHas cuctema He paclmpeHa.
[ononHutenbHble 06pa3oBaHUA HE ONpeaensaTCA.
MapaHedpanbHas Knetyarka n obnactb
HagnoYeYHNKOB He  N3MEHEHbI. CeobogHas
(orpaHnyeHHas) XnOKOCTb He onpegensieTcd. Ixo-
npusHakn AnysHbIX U3MEHEHUN MNapeHXUMbI
NOMKENYA0YHON XKenesbl.

KT opraHoB 6ptowHoOn nonoctu, GonocHoe
BHYTPMBEHHOE KOHTpacTupoBaHue (oMHunak 350 —
100 mn). MNedveHb: chopma, NonoxeHne N pasmepsbl
He wu3MeHeHbl. KOHTypbl €e pOBHble, YeTKMe.
CTpyKTypa napeHxvmbl OQHOPOOHAadA, NMIIOTHOCTb He
n3MeHeHa. BHyTpW- U BHEMEYEHOYHbIE XEN4YHble
NPOTOKM He paclmpeHbl. XKenuHbli  Ny3blpb
OObIYHBIX pa3MepoB, CTEHKM €ro He YTOSLEHbI,
KOHTYpbI POBHbIE, yeTKue, coaepXumoe
O[HOPOAHOE, KOHKPEMEHTOB He Habniogaetcs.

BopoTHass n ceneseHo4yHasi BEHbl HE pPacCLUMPEHBI.
CeneseHka 0OblMHOM  (pOpPMbI, pa3mMepoB WU
pacnonoxeHus. MopxenynoyHas xenesa
BM3yanu3npyeTcs MOMHOCTbIo, pasMmepamn 2,5 cm—
1,9 cm—2,1 cm, nnoTtHocTb 40-50 eaX, npaBunNbHOro
MOMNOXeHWsl, CTPYKTypa MNapeHXMMbl OOHOPOOHAS,
KOHTYpbl 4YeTkue. [laHkpeaTuyeckum npoTok Oe3
NpV3HaKoB o6CTpyKUMN, He pacLUMpEH.
MapanaHkpeaTudeckas  kneTyatka  COXpaHeHa.
BpbikeeuHble cocyabl — 6e3 nameHeHun. KopeHb
Opbbkenkn 6e3 ocobeHHocTen. HagnoyeuHukn
06blyHOM  bOpMbI M pa3mMepoB, OOHOPOOHOW
CTPYKTYpbl. [MonoxeHne, bopma 1 pasmepbl nNovek
HEe W3MEHEHbl, KOHTYpbl WX POBHblE, YeTKUE,
CTPYKTypa OOQHOPOAHas, NIOTHOCTb MApEHXMMbl — B
npegenax HOPMbI. KoHTpacTtnpoBaHue
paBHOMepHoe. KopkoBoe M MO3roBoe BeLLECTBO
onddepeHUMpoBaHo. YawlevHo-noxaHo4Has
cuctema obeux novek He AedopMmpoBaHa U He
paclmMpeHa, KOHKPEMEHTbl He  OBHapyXXeHbl.
MoOYEeTOUYHMKN HEe paclUMpeHbl, OTTOK COXpPaHeH.
MapaHedpanbHasa knetyaTtka — 6e3 ocobeHHOCTEN.
Mpu KT-aHrvorpadmm npaBas noyeyHas aptepus
yOBOEHa, B Buae [ABYX MapannenbHbiX CTBOMOB
BXOAMT B BOpOTa npaBoil noyku. BprowHom oTtaen
aopThbl, Apyrme KpynHble cocyabl BPHOLLIHON NONOCTH
0e3 naTtonorMyecknx W3MeHeHUMN. CeoboaHon
XWOKOCTU B OpPIOLIHOM MOMOCTUM He OonpedenseTcs.
KOCTHO-OECTPYKTUBHBIX M3MEHEHUI HE BbISBIEHO.
CTPYKTYPHbIX ~ M3MEHEHUN oOpraHoB  OGproLHON
NMonocTn He BbISIBNEHO. YABOEHWE NpaBon NOYeYHOM
apTepun (BapvaHT pasBuUTUS).
PeHTreHOoeHCMTOMETPUS  MPOKCMMarnbHOro
oTgena benpa " NOSACHNYHOTO otoena
No3BOHOYHMKA. MwuHepanbHasi NNOTHOCTb KOCTUM B
NOACHNMYHOM oTAene nossoHovHuka (L1-L4) Ha 2%
BbiLLE CpeaHUX NnokasaTtenen Ans nvy aHanormyHoro
BospacTa, Z-kputepuin=0,1 SD, 4yTo coOTBETCTBYET
HopMe. MuHepanbHas MMOTHOCTb KOCTU B LUENKe
nesovi GegpeHHON KocTM Ha 23% HWxXe cpeaHero
nokasaTensa Ans Inuy aHanorMyHoro Bo3pacta Z-
Kputepun=-1,6 SD, 4TO COOTBETCTBYET HOpME.
MwuHepanebHas NNOTHOCTb KOCTU B LUEWKe MpaBow
OegpeHHonm kKoctM Ha 21% HwKe cpegHero
nokasaTtens Ans nuy aHanorMyHoro Bo3pacTa Z-
Kputepun=-1,5 SD, 4TO COOTBETCTBYET HOpME.
HopmanbHas KocTHas NOTHOCTb.
Oxokapanorpadus (Ox0oKI") c
JonnnepoBckuMm  aHanusoMm.  [lapacTepHanbHas
nosuuus: Hopma, nokasatenu, ocobeHHocTH; AopTa
(amameTp) go 40 mm, 23 mMm: PacxoxageHue CTBOPOK
AK oT 14 mmMm, 17 mwm; Jlesoe npeacepave (J1M) go 40
MM, 26 MM; [MpaBbiv xenygouek (MX) oo 30 mm, 16
mmM; JleBbin xenygodek (JIXK) Mo TenHxonbuy KOO,
no 56 mm, 38 mm; KCI, oo 40 mm, 24 mm; ®B, ot
60%, 67%; @Y, ot 30%, 36%; TonwmHa MXII
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(onactonuueckas), go 12 mm, 8, 6mm; TonwuHa
3CIDXK (anactonuyeckas), go 12 mm, 7mm; TonwuHa
MK, no 5 mm, 4mMm. AnukanbHas no3umums: JIK, oo
56 mm, 34 mm; T, go 40x48 mm, 28x32mm; MK go
36 mm, 27 mmMm, TAPSE 25mm; MM go 38x46 mm,
27x28vMm. KnanaHbl: He uW3MeHeHbl. HapyweHus
nokanbHOW cokpaTumocTu Mwuokapga JDK: He
BbisiBNeHo [lepukapg v nneBpa: XWOKOCTU HeT.
HwxHAs nonas BeHa (HIMB): (Hopma go 25 mm) — 13

MM, Ha BOoxe cnagaetca 6onee  50%.
Honnneporpadusa: MutpanbHas peryprutaumsa 1 cT.
pagneHTt pgaBneHuns - 10 w~Mm  pT. CT.

TpukycnuganeHas peryprutauma 1 c1. [pagueHT
pasneHnsa — 10 mm pT1. cT. MuTpanbHbIA KnanaH,
0,7-1 wm/c, VE wm/c 1,0, 0,2-0,4 wm/c, VA wm/c 0,7;
TpukycnuganeHbin knanaH, 0,5-0,7 m/c; VE m/c, 1.0;
0,2-0,3 wm/c, VA wm/c, 0,7; AopTanbHbll knanaH, 1—
1,6 m/c, V max m/c 1,3 m/c; T1=6,8 mm pT. CT,;
Jleroynbi knanaH, 0,7-1,1 m/c, V max, m/c, 0,8 m/c;
ra 2,5 mm pt. ct.; Cuctonmnyeckoe gaenenue B JIA,
po 25-30 mm. pt1. ct., P. mm. pt. cT. 15,
3akntoyeHve: KnanaHHbIi annapaT He W3MEHEH.
Monoctn cepgua B HopMme. [eMoAMHaAMUYECKMX
M3MEHEHN He BbiABNeHo. [uactonuyeckas w
cuctonunyeckas  yHkuma  JDK  He  HapyweHa.
Cuctonudeckas n guactonudeckasa dpyHkums MX He
HapyLueHa. 30H HapyLLueHus nokansHown
cokpatumocTu JIK He BbisiBneHo. CLAJ1A B Hopme.

JlaGopatopHble  nokasatenu.  TUMPOKCUWH
csobogHbii (FT4) 0,862 (p.3. 0,610-1120) Hr/gn;
TupeoTtponHbii ropmoH (TSH) 1,950 (p.3. 0,400-
4,000) MKME/mn; AHTUTEna K Tupeonepokcupaase
0,000 (p.3. 0,000-60,000) ME/mn, C-nentug 1,550
(p.3. 0,900-7,100) Hr/mn; ®depputuH 33,500 (p.3.
5,000-148,000) Hr/mn; Obwun MmmyHornobynuH E
(Igg) 15,000 (p.s. 1,000-87,000) ME/mn; C-
peakTusHbI 6enok 22,900 (p.3. 0,200—-10,000) mr/n;
TupunoatnponnH (T3) cBoGogHein 1,870 (p.3.
1,800-4,200) nr/mn; Aspergillus fumigates IgE 0,16
(p.3. 0,00-0,34) kEg/n; Aspergillus fumigates IgG 11
(p-3. 0-50) mr/n.

Koarynorpamma. [MpoTpombuHoBOE Bpemsi
14,0 (p.3. 11,5-14,8) cekyHz; INMpoTpombuH no Keuky
69,0 (p.3. 75,0-135,0)%; MHO 1,28 oTHOCUTENbHbIX
eavHuy; AYTB 29,7 (p.3. 25,1-36,5) cekyHp;
TpombuHoBoe Bpemsi 22,1 (p.3. 15,8-24,9) cekyHp;
®dunbpurHoreH pacyeTHbin 4,58 (p.3. 2,70—4,40) r/n.

lMoceB MOKpOTHI: BbicesiHbl Staphylococcus
aureus 10° UyBCTBMTENBHOCTb K OKCALWMIIMHY,

aMOKCULIMININHY/KNaBynaHoOBOM Kucnore,
TOOpaMuLMHY, KIMHOAMULMHY, BaHKOMMLMHY,
LEedOKCUTUHY, nuHesonuay; Pseudomonas

aeruginosa mucoid 10°, YYBCTBUTEMBHOCTb K
amMuKkauuHy, uedenuMmy, uUMUNeHemy/uunactaTtuHy,
MeporneHeMmy.

eHeTU4eckoe wnccrnegoBaHME Ha  MNOWUCK

YacTblX  MyTauuMi  MyKoBUCUMOO3a:  BbIIBNEHA
MyTaums F508del B reTepo3MroTHOM MOMOXEHNN.

QPekanbHas onactasa: 6onee 500 (p.s.
oonee 200) mkr/r kana.
MoTtoBbIN TecT. HaHopakt: 85 mMmonb/n

(MonoxuTenbHbIN).

OvarHos: E84.0 MykoBucumngos, Tsaxenoe
TeyeHne. 00OOCTpeHMe  XpPOHMYECKUA  THOWHO-
OOCTPYKTUBHBIA ~ BpoHXxuT, asa obocTpeHus.
MHoXecTBeHHble  GpoHxoakTasbl.  Ouddy3Hbin
NHEBMOCKEPO3. aH 2. XpoHun4yeckoe
MHULMPOBaHMe ObIXaTenbHbIX nyTen P.

aeruginosa, S. aureus. XpOHWYECKMIM MaHKpeaTuT,
dasa pemuccun. BenkoBo-aHepreTnyeckas
HeJOCTaTOYHOCTb.

OunarHo3 Obin nocTaBneH Ha OCHOBaHWU
MOMNoOXUTENbHOrO MOTOBOrO TecTa, pe3ynbTaToB
reHeTuyecKkoro uccnegoBaHus, XapaKkTepHow
Ny4eBON N KNUHNUYECKON KapTUHBbI.

MpoBogunocb nedvenuve: uedrasmanm 12,0
r/cyTkn 12 gHew BHYTPMBEHHO KanesnbHo, 9,0 r/cyTkn
3 OHA BHYTPMBEHHO KanenbHO, AekcameTtasoH 6,0
Mr/CYTKN BHYTPMBEHHO KanenbHo, amukauuH 1,0
r/cyTkm 15  OHEn  BHYTPMBEHHO  KanembHO.
WHransiumMoHHo: nHgakatepon, Tuotponust 6pomuga,
deHoTepon+unpaTtponus 6pomua, gopHasa aneda.
BHyTpb: uBabpaguH. OTmevaeTcs ynydlweHue B
Buae YMeHbLUEeHUs NpUCTYnoB Kawuns,
HopmManusaumn TemnepaTypbl.

PekomeHpgauuun npu Beinucke. [bixatensHas
rMmMHacTuka, KnHesuTepanus, npuMeHeHune
ObIXaTenbHbIX TPEHaXepoB, 3aHATUS CrNopToM B
Wwagdawem pexume. YBENUUEHME Karopaxa nuwim
no 2500-3000 kkan/cyTkm B TOM u4ucre 3a cuyeT

rMnepkanopuiiHbix — cMmece  gns  AMabeTukoB.
LleneBasa macca Tena He meHee 50«kr. lHaakaTepon
300 Mkrx1pas/CyTkm  MOCTOSIHHO  ANUTENBHO.

TuoTponus Gpomua uyepes pecnumat 2,5 MKrx1
pas/cyTkn NOCTOSIHHO. 7% pacTBOp HaTpuda xnopuaa
5,0Mn%x2pasa/CyTkM  MHransyuoHHO  MOCTOSIHHO
anutensHo. [opHasa anbda 2,5 mrx1 pas/cyTku
WHransiuMoHHO NOCTOAHHO AnuTenbHO. TobpamuumH
300 wmrx2 pasa/cytkm B TedeHue 28 pgHenm cC
nepepbiBamMmn B 28 AHen NocTosiHHO. Konuctumertar
HaTpus no 2 MnH Eax2 pasa/cyTkm B nepepbiBax
MHransumi TobpamuumHa MOoCTosHHO. AMOGpoKcon
150 Mr/CyTKM NMOCTOSIHHO. Kanbums
kapboHaT+xonekanbundepon (500 mr/400 ME) no 1
Tabnetke 2 pasa/cyTku NOCTOSHHO.
Xonekanbuncpepon 1000-2000 MEx2 pa3sa/cyTku
MOCTOSIHHO ANWTENbHO (TMTpOBaHME [O03bl  Ans
JocTuxeHns Lenesoro ypoBHs 25(0OH)D: 30-100
Hr/mn).  [lonMBUTaMMHBLI  MOCTOSIHHO — AFUTENbHO.
lMnaHoBas  BHyTpMBEHHas  aHTubakTepuanbHas
Tepanusa 3 pasa B rog (Bblbop aHTMOMOTMKA B
3aBUCMMOCTM  OT  npeablaylwen  KNUHUYECKON
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3(PPEKTUBHOCTN, MEPEHOCMMOCTU U pe3ynbTaTa
YYBCTBUTESNIBHOCTM B MOCeBe MOKpOTbI). Kypcbl 14-
21 peHb. lNpu Tskenbix 060CTpeHMAX nNpoBegeHue
KypcoB 4vawe. Mexgy nnaHoBbIMM  Kypcamu
BHYTPUBEHHOMN aHTnbakTepuanbHown Tepanum
uunpodnokcaumH no 750mrx2 pasa/cyTku unm
nesodgnokcauuH no 500 mrx2 pasa/cytku npu OPU
n HeTsbkenblX ~ 0BOCTpeHusAx  3aborneBaHus.
HabniogeHve B LEHTPe MyKOBMCLIMAO03A.
3aknoyeHne.  OnucaHHbIN  KIMHUYECKUI
crnyyam sBNseTCA pegkMMm M OEeMOHCTpupyet
HeobX0AMMOCTb HaCTOPOXEHHOCTU B OTHOLLUEHWUU
BO3MOXHOr0 HanMyus MyKOBUCLMAO3a Yy MOMOA0ro
naumeHta c Tybepkyne3om, He MNOATBEPXKAEHHLIM
G6aktepuonorndeckn. OcobeHHO 3TO  KacaeTcs
KOropTbl NALMUEHTOB, HE MPOLUEALWNX HEOHATalbHbIN
CKPUHWHT. Hannuve XPOHUYECKOTO Kawuns,
cMMnTOMOB  Manbabcopbuun,  crneuudmyeckon
PEHTIEHONOIMYECKOM KapTuHbl (OPOHXO03KTa3bl U
$Hunbpo3 Npu MUHMMaNbLHOM NPUCYTCTBUN 04aroBOro
natTepHa) no3sonseT obocHoOBaTb HEOOXOAMMOCTb
NpoBeAEHUS NOTOBOIrO TeCTa y TAaKOro nawuueHTa.
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