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PE3IOME

Llenb cTaTby: onMcaHne KIMHUYECKOTO CyYas CUanoafeHnTa npu MyKOBUCLMAO3e U PeKOMEHAALMI Mo ero AUarHocTuKe.

OCHOBHbIE MONOXKEHUA. MyKOBUCLIMA03, MW KNCTO3HbI PUOPO3, — ayTOCOMHO-PELLECCUBHOE reHeTUYeCKoe 3a601eBaHIe, Bbi3BaHHOE MyTaLns-
MU B reHe TpaHCMeMOPaHHOrO perynsTopa NpoBOAUMOCTY MyKoBUCLMAo03a (CFTR), nopaxaloliee 3K30KPUHHbIE Xenesbl, B TOM YnC/e CAIOHHbIE.
B cTaTbe NpMBOAMTCA ONMCAHME KIMHUYECKOrO Cly4as CUanoafeHnTa Npu MyKOBUCLIMAO3E Y Maibuika 12 net. [luarHos GaktepuanbHoOro cua-
NI0aAA@HNTA YCTAHOB/EH NOC/E KOHCYNbTALMN YeNtOCTHO-NULEBOTO XMpYpra Ha OCHOBAHWM faHHbIX 1a6OPaTOPHbIX W YNLTPa3BYKOBOTO UCCAEAO0-
BaHMit. bonbHOMY Ha3HauyeHbl aHTUGaKTepUanbHoe NeveHne (aMOKCULMINMH C KNaByNaHOBOW KUCNOTON), ApOTaBepUH, 06UNbHOE MUTbE.
3akntoueHune. CnanoafeHnT — OJHO U3 COMYTCTBYIOLMX 3a60NEBAHUIT y NALMEHTOB C MyKOBUCLMAO30M, CONPOBOXAAEMOE INXOPAAKON, 60IbIO
B YX€, OMyXaHUEM CIIOHHbIX Kene3. [ins yCTaHOBAEHWUS OKOHYATENbHOTO AMArH03a HEOOXO[MUMbI KOHCYNbTALMUA YENOCTHO-NNLEBOMO XUPYPra,
NHHEKLMOHNCTA U YNbTPAa3BYKOBOE UCCE[0BAHIUE CIIIOHHBIX JKenes.
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BBEAEHUE

MykoBucumao3 (KncTosHbliit hubpo3) — ayTocOMHO-peLeccus-
HOe reHeTU4YecKoe 3aboneBaHue, BbI3BAHHOE MyTaLUAMU B reHe
TpaHCMeMOpaHHOro perynsatopa MpoBOAMMOCTU MYKOBUCLMAO-
3a (CFTR), nopaxatollee 3K30KpUHHble enesbl. MoTepsa dyHK-
umu reHa CFTR npMBOAWT K HapylleHWUIO TPaHCMOpTa XNOpUAa,
HaTpuA ¥ BOAbl Yepe3 3NUTeNnaNbHble TKaHW, NNOX0N rnapara-
LMW 1 yBENNYEHUIO BA3KOCTU CeKpeTa.

XOBJ1 ¢ XpoHMYeCcKo pecnupatopHoii HGEKLMeN, IK30KPUH-
HasA HeAOCTaTOYHOCTb MOAXKENYLOYHON Kenesbl C HU3KUM HYTpU-
TUBHbIM CTAaTyCOM U XPOHMYECKas Xojectatnyeckas 6onesHb
neyeHU — 3TO OCHOBHble MpPOABNEHUA MyKoBucumposa [1, 2].
DeHoTMNUYECKWE MPOABNEHMA MYKOBMUCLMAO033 3HAYUTENBHO
BapbUpYIOT: OT NpaKTUYecku GECCMMNTOMHOMO B MepBble rogbl
XW3HW Npn «MATKKX» MyTaumax IV u V knaccos ¢ coxpaHHoii dyHK-
LMel NoaXenynoyHON xenesbl 4O KpaiiHe TAXENO0ro npu myTtaum-
ax I-IIT knacca, ¢ pa3BuTHEM AbIXaTeNbHON HEAOCTATOYHOCTM Ha
(hoHe pacnpocTpaHeHHbIX GPOHX03KTA30B, C BbIPAXKEHHOI NaHKpe-
aTM4ecKoW HefoCTaTOYHOCTLIO U HANNYMEM Pa3INYHBIX OCNOXHe-
HUiA [2]. ViHorga onucklBaloTcs pefkue NposiBfeHNs 3aboneBaHus.

MoCcKoNbKY MYKOBUCLMAO3 SBNSETCA 3K30KPUHONATUEN, NpK
LaHHOM 3a00N1€BaHUM MOTYT ObITb TAKXKe MOPAXKEHbI C/IOHHbIE
Kenesbl, YTO NPOSABNAETCA CHUXEHUEM O0OWero KoanyecTsa
BbIAENAEMOii CNIIOHbI U YBEIMYEHNEM €€ BA3KOCTH, NOBbIWEHNEM
KOHUeHTpauuii obuiero kanbums n dochopa B CIIOHHBIX Bblae-
NeHnAX. Y HeKoTopbiX 6OMbHBIX C MyKOBMCLUAO30M CIIOHHbIE
enesbl CNerka yBennyeHsl 3, 4].

KNUHUYECKUWA CNYYAN

B mae 2017 r. nOApOCTOK C MyKOBMCUMAO30M 12 neT 6bin
roCnuUTanu3upoBaH B YHUBEPCUTETCKMIA GONbHUYHBIA KOMMIEKC
«MypauaH» (r. EpeBaH, Pecnybnuka ApmeHus) c Temneparypoi
39 °C, 6onblo B yXe 1 OnyxaHWUeM NpaBoii OKOOYLWIHOI 06nacTu.
leHoTun GonbHoro — c. 142_145delAATC/5TTG12, 3K30KpUH-
Hasf HeAOCTaTOYHOCTb MOMKENYAOYHOMN XKene3dbl, XPOHUYeCKoe
MHULMPOBAHME 3010TUCTbIM CTAthUIOKOKKOM.

MayueHT noayyan neyeHne OCHOBHOTO 3aboneBaHUs, COOT-
BeTCTBylollee cTaHAapTam EBponeiickoro obuwectsa no MyKo-
Bucumupo3sy [1]. 3a gBe Hepenu Jo rocnuTanusauuu neymncs
OT CPefHero oTuTa B aMOynaTopHbIX YCIOBUAX.
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Mo paHHbIM (DU3KMKANBHOTO OCMOTpPA: IUXOPALKa, TEMNEpATY-
pa 39 °C, cunbHas 60nb B yxe, ONyxLuas OKONOYLIHAS 30HA C Npa-
BOWl CTOPOHBI, YyBCTBUTE/IbHAS U GONI€3HEHHAsA NpU Nanbnaluy,
cnabo BblpaxeHHas wWweitHas numdageHonatus.

CornacHo pesynbTataM OCMOTPa W pPeHTreHa rpynHON KieT-
K, faHHble 06 060CTpeHnI 6PoHX0NEeroyHoro 3aboneBaHns He
BblfiBNEHbl. poBefeHbl 0CMOTP OTOPUHONAPUHIONOrA, UHpEK-
LIMOHUCT], CEPONIOTUYECKME UCCNEA0BAHUA HA NMAPOTUT, B3ATHI
aHanussl Ha BUY, uutomeranosupycHyto nHdekumio. B kposn —
nenkouutos (22, 9 x 10°/n), nosbiwenune yposHs CPb (96 Mr%).

Ha Y3W: okonoywHas xenesa cnpaBa yBenM4eHa, r’Mnoaxo-
reHHas, C HepPOBHbIM KOHTYPOM.

Mocne KOHCyNbTALMM YENHCTHO-INLLEBOTO XMPYPra Ha OCHO-
BaHWM 1abopaTopHbIxX faHHbIX U Y3W guarHoctuposaH baktepu-
aNbHbI CUAN0ALEHNT, Ha3HAYEHbI aHTUOAKTEpPUANbHOE SleueHne
(amMoKCULMANWH C KNaByNaHOBOW KMCNOTO B BO3PACTHOW A03M-
pOBKe B TeYeHUe 2 Hefenb), ApOTaBepUH, 06UNbHOE NUTbHE.

Yepes 2 Hepenun nocae NepBUYHONO OCMOTPA OTMEUEHO YNIYY-
LWeHWe COCTOSHMA BONbHOTO: YMEHbLIEHWE OTEKA, UCYE3HOBEHME
NMXOpajKu v npekpalieHue boneil. Mpu cnegyolem KOHTPONb-
HOM BU3UTE K Bpayy 4Yepe3 Mecsl, OTEK OKOJIOYWHOW xenesbl
He Habnogancs.
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OBCYXXQEHUE

BonbHble € MyKOBMUCLUMAO30M MpefpacrofiokeHbl K pasBUTUIO
XPOHWUYECKOro CUanoafeHnTa, 06pa3oBaHmMio KAMHeN B CIIOHHbIX
)enesax. locnefHee, BEPOATHO, CBA3AHO C BLICOKUM COAepIa-
HUEM KanbLus B CtoHe [4, 5]. OcTpble 6aKkTepuanbHbie UHMbEK-
LMW CAIOHHBIX XKENe3 MOryT OC/NOXHUTL TeYeHne 3ab0eBaHus.
NHTepecHo, 4TO MMeITCA NNl eAMHUYHBIE ClyYau, ONUCHIBA-
folwme 3Ty Natonoruio y 6GONbHLIX MYKOBUCLULO30M, MpuUyem
BCE OMUCAHWUsA, KaK oTeyecTBeHHble [5], Tak u 3apybexHble [6],
OTHOCATCA K paboTam npownoro Beka. B cnyyae peuuansupy-
IOWMX ONyXaHUI OKOMOYWHbBIX CIOHHBIX Xene3 HeobXoaumo
UCKNIOUUTL HOBEHUJIBHBIA PELMAUBUPYIOLLMA NAPOTUT, ayTOUM-
MVHHble 3a00n€BaHUs.

3AKNIOYEHUE

Y 60/bHbIX C MYKOBMCLMAO030M NPU MOBLIWEHWUM TeMNepaTy-
pbl ¢ 60bI0 B yXe WU/UNK ONyXaHWUeM CIIOHHbLIX JKenes U npu
OTCYTCTBMM MNPU3HAKOB MHGEKLMOHHOrO 060CTpeHUs OpOH-
XONErOYHOM CUCTEMbI ClefyeT MpefnoioXUTb CUAN0afEeHUT.
[ns ycTaHOBNEHUS OKOHYATENbHOro [MarHo3a HeobXo[uMbl
KOHCYNbTaLMsA YeNtoCTHO-NNLLEBOrO0 XUPYpra, MHbeKLnoHncTa
1 Y3W cnioHHBIX XKenes.
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ABSTRACT

potentiated by clavulanat), drotaverine, increased fluid intake.

Keywords: cystic fibrosis, sialadenitis, case report.

Objective of the Paper: To present a case report of sialadenitis in cystic fibrosis and recommendations to diagnose the condition.

Key Points. Cystic fibrosis (CF) is an autosomal recessive genetic disease caused by mutations in the cystic fibrosis transmembrane
conductance regulator (CFTR) gene and affects exocrine glands, including salivary glands.

The article describes a case report of sialadenitis in cystic fibrosis in a 12-year old boy. Bacterial sialadenitis was diagnosed after
a consultation with a maxillo-facial surgeon using lab and ultrasound results. The patient was treated with antimicrobials (amoxicillin

Conclusion. Sialadenitis is one of the comorbidities in cystic fibrosis patients associated with fever, ear pain, salivary glands swelling.
In order to make the final diagnosis, a consultation with a maxillo-facial surgeon, infectionist and salivary glands ultrasound are necessary.
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INTRODUCTION

Cystic fibrosis (CF) is an autosomal recessive genetic disease
caused by mutations in the cystic fibrosis transmembrane
conductance regulator (CFTR) gene and affects exocrine glands.
Loss of CFTR gene function leads to the defective transport
of chloride, sodium and water across epithelial tissues, poor
hydration and high viscosity of mucous secretions.

Chronic obstructive lung disease with chronic respiratory
infection, exocrine pancreatic insufficiency with poor nutritional
status and chronic cholestatic liver disease are the main
presentations of CF [1, 2]. Phenotypic CF manifestations vary
greatly: from almost asymptomatic during first years of life in
“mild” class IV and V mutations, where pancreatic function is
preserved, to severe symptoms in class I-III mutations associated
with respiratory distress due to massive bronchiectasis, marked
pancreatic deficiency and various complications [2]. Sometimes
rare disease manifestations are described.

As CF is an exocrinopathy, salivary glands may also be
affected. Decreased overall saliva flow and the increase
in viscosity, higher concentrations of total calcium and
phosphorus in salivary secretions are seen. Salivary glands are
slightly enlarged in some CF patients [3, 4].

CASE REPORT
In May 2017, a 12-year old CF patient was admitted to
the University Muratsan Hospital (Yerevan Armenia) with fever
of 39 °C, ear pain and swollen right parotid region. His genotype
was c. 142_145delAATC/5TTG12; the patient was pancreatic
insufficient, chronically infected with Staphylococcus aureus.

His primary condition was treated in accordance with
the European Cystic Fibrosis Society standards of care [1].
Two weeks prior to hospitalisation, he was treated for otitis
media in outpatient setting.

Physical examination revealed fever of 39 °C, severe ear
pain, swollen right parotid zone that was tender and painful on
palpation, with mild neck lymphadenopathy.
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Physical examination and chest X-ray did not suggest
bronchopulmonary disease exacerbation. ENT exam, infectious
disease specialist consultation, serology for mumps, tests for
HIV, CMV were unremarkable. Blood tests showed leukocytosis
(22.9 x 10°/L) and increased CRP (96 mg%).

Parotid gland ultrasound investigation showed enlarged
hypoechoic gland with irregular margins.

Bacterial sialadenitis was diagnosed after a consultation
with a maxillo-facial surgeon using lab and ultrasound results.
The patient was treated with antimicrobials (amoxicillin
potentiated by clavulanat, according to age, 2 weeks),
drotaverine, increased fluid intake.

2 weeks after initial presentation, there was improvement in
patient’s condition: decrease in swelling, no fever and no pain.
At next follow up visit in a month, no swelling of parotid gland
was recorded.

DISCUSSION

CF patients are predisposed to developing chronic sialadenitis,
salivary gland stones. The latter condition is probably due
to the high calcium content in saliva [4, 5]. Acute bacterial
infections of salivary glands can complicate the course
of the disease. Note that there are only a few cases of
this pathology in CF patients, and all cases, both in Russian [5]
and foreign [6] sources, were recorded in the twentieth
century. However, recurrent episodes of swollen parotid
gland demand an exclusion of recurrent juvenile parotitis,
autoimmune disease.

CONCLUSION

Sialoadenitis should be one of the concerns in CF patients
presented with fever, ear pain, swollen salivary gland regions
and no signs of infectious exacerbations of the disease. In order
to make the final diagnosis, a consultation with a maxillo-
facial surgeon, infectionist and salivary glands ultrasound
are necessary.
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