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B cTtaTbe onucaH KnuHMYeckuin cnyyan cuHapoma KaprareHepa y naumeHTku 12 net. B xoge dusmkanbHoOro ocmoTpa 3admKcMpoBaHo M3mMe-
HeHue nanbLeB KUCTew pyk no Tuny «bapabaHHbIX Nanoyek» M HOrTeBbIX MNACTUH NO TUMY «4acoBbIX cTekon». MNpy npoBeaeHUn obcnenoBaHms
BbISIBMEHbI CHWXXEHWE MoKasaTtenen CnMpoMeTpum, AeKCTpoKapams, XpoHUYeckne GpoHXMTUYECKMe U3MeHeHNs B nerkux. Konvuectso 6annos no
wkane PICADAR coctaBuno 13. CoBOKYNHOCTb KIMHUKO-abopaTopHbIX 1 MHCTPYMEHTanbHbIX AaHHbIX, oueHka no Lwkane PICADAR nossonvnu

yCTaHOBWTb AMarHo3 nepBuYHas LunuapHas oucknuHesns: cuHapom KaprareHepa.
MpencTaBneHHbIA KNMMHUYECKUIA CryYal HarnsagHO OEMOHCTpYpYeT npobnembl auddepeHumansHoM AnarHocTuku cuHapoma KaprareHepa.
MoBbIlEHNE HACTOPOXEHHOCTN U OCBEOOMITEHHOCTM Bpayeln 06 aTom 3aboneBaHMn MOXeT NoMoYb B ObICTpOM AMarHOCTMKE, CBOEBPEMEHHOM
TNIeYEHUN 1 YIyYLIEHUN KaYecTBa XU3HW Takux naumMeHToB.
KnrouyeBble cnoBa: cvHapom KapTareHepa, nepBuyHas umMnuapHasi AUcknHesns, auddepeHumnanbHas amarHocTuka, No3aHsasa gmarHocTmka

The article describes a clinical case of Kartagener syndrome in a 12-year-old patient. During the physical examination, changes in the fingers of
the hands of the "drumstick" type and nail plates of the "watch glass" type were recorded. A decrease in spirometry indicators, dextrocardia, chronic
bronchitis changes in the lungs were revealed. The number of points on the PICADAR scale is 13. The set of clinical, laboratory and instrumental
data, assessment on the PICADAR scale, allowed to establish the diagnosis of primary ciliary dyskinesia: Kartagener syndrome.

The presented clinical case clearly demonstrates the problems of differential diagnosis of Kartagener syndrome. Increasing the alertness and
awareness of doctors about this disease can help in rapid diagnosis, timely treatment and improving the quality of life of such patients.

Keywords: Kartagener syndrome, primary ciliary dyskinesia, differential diagnosis, late diagnosis.
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BBepeHue. Llunuonatmm npencras-
nsaT cobon rpynny peakux Hacneg-
CTBEHHbIX 3aboneBaHuii, BbI3BAHHbIX
MyTaLuMsIMKU B reHax 6enkoB, onpeaenso-
LLMX CTPYKTYPY U (pyHKLMKN pecHuyek. U3-
3a LMPOKOW pacnpoCTPaHEHHOCTU pec-
HUTYATOrO 3NUTENUS B OpraHM3mMe Lunu-
onaTtum 3aTparMBatoT pasnmnyHble TKaHU 1
opraHbl, BKItoyasi B cebs psa COCTOSIHWMN,
cpeaon KoTopbiXx cuHapom KapTareHepa
(CK) 3aHMMaeT cyLecTBEHHOE MeCTO.
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CwvHgpom KapTareHepa — aT0 knac-
CMYECKMIN BapuaHT MEepPBUYHON LMMu-
apHon guckuHesun (MUAO), xapakTtepu-
3YIOLWMIACSA NaToNornen CTPyKTypbl WUnu
YHKLUN pecHUYeEK, NpuBoasLLEen K Ha-
PYLUEHWNIO MYKOLMITMAPHOIO KIMPEHCa,
N NPOSBNSAIOLWMNACA XPOHUYECKUMU UH-
dekunaMn aObixaTenbHbIX MyTER U He-
MOMHbLIM UITM NOMHbLIM aHOMasbHbIM pac-
NonoXeHneMm BHYTPEeHHUX opraHos [12].
B HacToswee Bpemsi usBectHo 6Gonee
50 reHetnyeckux BapuaHToB CK, xa-
pPaKTEPU3YIOLLMXCS KIMHUYECKON reTe-
poreHHOCTbO [3]. Tak, no gaHHbiM E.N.
KoHapaTtbeBon ¢ coaBT., naumeHTbl ¢ CK
B 90% cny4aeB poxparTcs OOHOLLEH-
HbiMW, B 47% cny4aes rocnvTanuanpy-
I0TCS B OTAENEHUS MHTEHCUMBHOW Tepa-
nuM B HeOoHaTanbHOM nepuoge, cTpa-
[aloT peunamBupyoLLnUMN BpoHXMTamu,
NMHEBMOHMSIMM, CUHYCUTaMU U OTUTaMW
B 86,6%, 76,6%, 75%, 51,6% cnyyaes
COOTBETCTBEHHO. Y 28,3% Takux naum-
€HTOB PErncTpupyroTCa NOpokM cepaua,
y 5% — HazanbHbIn nonunos, y 8,3% —
natonorus novex [5].

HecmoTpsi Ha Hanmmuve KIMHUYECKUX
pekomeHpaumn, guarHoctuka CK octaer-
Cs1 3aTPYOHUTENBHOW B CBA3M C TEM, YTO
KINMHUYecKas KapTuHa He ABMsieTCs crnew-
ncuyHon Toneko anga MUA, otcytcreyer
«30M10TOW CTaHZ4apT» AMArHOCTUKU U BCe
OMarHoCTU4ecKMe pekoMeHgauun BKITHO-
YyalT B cebsa KOMOMHAUMIO pasnUyHbIX

aHaMHecTu4eckux,  pyHKUMOHAaNbHbIX,
CTPYKTYPHBIX U MOMEKYNsipHO-reHeTnYe-
ckux metogoB [4]. B HacTosilee Bpemsi
Ansa anarHoctuky CK ncnonb3ytoT xapak-
TEepHbIE KMMHWKO-aHaMHecTu4eckne (Ko-
NMYecTBEHHas oLeHKa 3HaYMMOCTMN KNn-
HMYyeckux npuaHakos — wkana PICADAR
(ot anrn. Primary CiliAry DyskinesaA
Rule) n vHCTpymeHTanbHble AaHHble B
COBOKYMHOCTW C pesynsratamu cneum-
anbHbIX  WCCREedoBaHUi:  U3MepeHue
ypoBHs okcuga asota (NO) B Bbigbixa-
€MOM HasanbHOM BO3[dyxe, BbICOKOCKO-
pocTHas umMdpoBas BUOEOMUKPOCKOMUS
(Ans OuEeHKN NOABWXKHOCTM LMMMAPHbIX
XKN3HECMNOCOBHbIX KMEeToK), TpaHCMUC-
CMOHHasA  3neKTPOHHasi  MMKPOCKOMMWSA
(oueHka COCTOSIHWUSA  yMbTPaCTPYKTYpbl
aKCOHeMbl), MMMYHOMIOOpPECLEHTHOE
OKpallMBaHWe pasfnYHbIX CTPYKTYPHbIX
6enkoB M reHeTn4yeckoe TeCTMPOBaHWE
[10]. B cBA3M C HEQOCTYNHOCTBLIO ANSA LWK-
POKOro MCNoNb30BaHUS B HECNeLnanuamn-
pPOBaHHbIX CTauuoHapax BbICOKOTEXHO-
NOrNYHbIX AnarHoctmyeckmx Tectos ML
4YacTo [AMarHOCTMPYKTCA Ha MNO3AHUX
CPOKaXx >XXW3HU UNN He AMarHOCTUPYHOTCA
BOBCE, YTO NPVBOAMUT K NMO3AHEMY Hayany
Nle4YeHns Unm ero OTCyTCTBUIO.
CnoxHocTb guarHoctukm [MUL  ge-
MOHCTPUPYET MPEACTaBIEHHbIN  KITUHW-
yecku cnyyan. OT naumeHTa nornyvyeHo
NMCbMEHHOe MH(OPMMPOBaHHOE J06po-
BONbHOE corfacue Ha yyactue B uccne-



OOBaHUW, nyobnvkauuio OnucaHust Knu-
HUYECKOro cnydast n poromartepumanos
B MEAMLMHCKOM >XypHare, BKI4asi ero
3MNEKTPOHHY Bepcuto (12.12.2024).

KnuHunyeckun cnyvan. PebeHok ot
5-1 GepeMeHHOCTH, NpoTekaBLlen rmag-
KO, OT MOSOAbIX 340POBbLIX poauTenen,
He cocTosiBLWMX B poacTee. IMpu npeHa-
TanbHOM CKpuHUHre B 20 Hepgenb Bbl-
ABMNeHa aekcTpokapaus. Poabl BTOpble
CpoyHble, uamonorudeckne. Bec npu
poxagernun 3630 r, gnuHa Tena 53 cwm.
OueHka no wkane Anrap 7/7 6annos. B
CBSA3M C MNPOSIBMNEHUAMW HapacTaroLmnx
AblXaTenbHbIX PacCTPONCTB NepeBeeHa
13 pPOAUNBHOrO 3ana B OTAeNeHue aHe-
CTE31Oomnorum 1 peaHmaumm.

Ha 4-e cyT Xun3Hu pasBunnacb KnunHuka
KALLEYHOW HenpoxogumocTu, obycnos-
NIeHHas He3aBepLUEHHbIM  MOBOPOTOM
KALLEYHMKA W KOMbLEBUAHON MOMXKENy-
[ouHon >xeneson. [pu obGcnegoBaHwm
noaTBepXKAeHo, 4To y pebeHka npaso-
cchopMUpoBaHHOE  NPaBOPACMONOXEH-
HOoe ceppue, NOSICHNUYHas AucTonust ne-
BOW MOYKW.

Ha npoTtsikeHMn nepBoro roga >KusHu
COCTOsIHNE pebeHka ObIno CcTaburbHbIM.
C 1,5 net vacrto (6-7 pa3/ron) 6onena pe-
cnupaTopHbIMK 3aboneBaHnsMK, NPOsiB-
naowumMmnca B popMe napuHroTpaxeo-
OpOHXUTOB, BPOHXMONUTOB, BPOHXO -00-
CTPYKTUBHOro cuHapoma. B nepuoge pe-
KOHBanecueHuMmn AnNUTENbHO COXPaHsn-
CH BnaxHbln Kawenb. B Bo3pacte 5 net
npu obcnegoBaHMM Ha PEHTrEHOBCKOW
KOMMbIOTEPHON TOoMorpadun obHapyxe-
Ha rvnonnasusa npaeoro nerkoro. [pu
nostopHom KT-o6cnegosaHuu, B Bo3pac-
Te 8 neT, onpeaensnucb U3MEHEHUs, xa-
paKTepHble Ansi XPOHMYEeCKOro bpoHxuTa:
YTOmMLEHNE CTEHOK OpOHXOB, Hanu4yue
NPUCTEHOYHOro cybecTpata  (MOKPOTHI).
B Bo3pacte 9 net nosiBMnachb KnuHuka
MOYeKaMeHHOW Gone3Hu, B CBS3N C YEM
B «HMWL, 3noposbsa peten» (. Mockea)
Obina npousBefeHa NUTOTPUNCHUS.

MpodunakTnyeckne NpMBMBKN NPOBO-
OVWNUCb NO UHAMBMAYANbHOMY rpaduKy.
Annepronoruyecknin aHamHes 6e3 oco-
6eHHoCcTeNn. HeoHaTanbHbIi  CKPUHUHT
NpOBOAWNCS, NATONOrMN He BbISIBMEHO.

B 12 net pebeHok nocTynaeT B cTauu-
OHap 06nacTHOW AETCKOW KIMHUYECKON
OonbHMUbl umenn H.B. Omutpueson ¢
KIUHKKON Xene3oneduLUmUTHON aHeMuu.

B xoge usmkanbHOro ocmoTpa 3a-
(PUKCUPOBAHO W3MEHEHWE NarnbLeB Ku-
cTei pyk no Tuny «6apabaHHbIX nano-
Yek», UBMEHEHMEe HOITEBbIX MMAcTUH Mo
TNy «4acoBbIX cTekon» (puc.1). Akpo-
LMaHo3 nanbLeB pyK, YCUITMBAKOLMIACS B
nonoxeHun ctosi. Pe6eHok acteHnyecko-
ro Tenocnoxenus. MNpu pacyeTe nHgekca
Macchbl Tena BbisiBIieHa HEAOCTAaTOYHOCTb

Puc. 1. VaveHeHnsa nanbueB KUCTEN pyk no

Tuny «6apabaHHbIX nanoyeky», W3MeHeHve
HOTTEBbIX MMACTUH MO TUMY «4aCOBbLIX CTEKOM»

NUTaHWA YMEpPEHHOW cTeneHn (z-score
2,27). BbigBneH psp cturM Am3ambpu-
oreHesa: BbicOKOe HEDO, pekypBauus
KONEHHbIX CYCTaBOB, HW3KOe pacnono-
KEHNE COCKOB. AyCKynbTaTMBHO Ablxa-
HMe HepaBHOMEPHO XeCTKoe, cnpasa Co
CMUHbLI MecTamu ocnabneHo, cnpasa Bbl-
CNyLUNBAOTCS NPEUMYLLIECTBEHHO CyXune
AnddysHble xpunbl, 6onblle Ha BOOXeE.
Sa0, 96-99%. MNpu ayckynsTauuu cepa-
La BbICNYLUMBAETCA KOPOTKWUIA CUCTOMK-
YEeCKU LUIyM crpaBa OT rpyauHbl B YeT-
BepPTOM Mexpebepbe. dusnonornyeckme
oTnpaeneHus 6e3 ocobeHHOCTEN.
PebeHky npoBegeHoO KOMMekcHoe 06-
cnepoBaHve. B obwem aHanuse Kposu
npu3Hakn xenesonedUUNTHON aHemMun
3 creneHnu: remornobuH 66 r/n, MCV (om
aHen. Mean Corpuscular Volume) 68,4
dn, egvHuYHble peTukynouuTtbl. B 6uo-
XVIMUU KPOBW — CHUXXEHWE YPOBHS Cbl-
BOPOTOYHOrO xene3a Ao 6,0 mkmonb/n,
deppuTMHa CbIBOPOTKM [0 2,5 MKr/n,
ocTanbHble nokasatenu  (6unupy6uH,
o, ANT, ACT, kpeaTUHVH, MOYEBUHA,
6enok, anektponutbl, CPBE) — B npenenax
pedepeHCHbIX 3HaveHun. [lokasartenu
nnasmMeHHoOro 3BeHa Koarynsiuum B npe-
Jenax BO3pacTHON HopMbl. IMpu oueHke
KMCMOTHO-LLEMNOYHOTO COCTOSIHUSI KPOBU
N3MEHEHUS He BbIsIBNEHbI. B Moye onpe-
OenseTcst okcanypus: cyTodHas 9KCKpe-
umsa coctasuna 209,8 mmornb/cyT (Hopma
no 134,8 mmone/cyT). UccneposaHue
rymoparnbHOro MMMyHuTeTa (MMMYHOTMO-
oynunbel A, E, M, G) B npegenax HOpMbI.
CKPUHWHT Ha Lennakuio oTpuuaTernbHbIn.
YpoBeHb (hekanbHOro KanbnpoTekTuHa
<50 wmkr/r. Konponorus 6e3 npusHakoB
naTornoruu1, CKpbiTasi KpOBb B Kane He 06-

4 2025 N AW

Hapy>xeHa.

Mpn  dwmbpoasodaroractpoayoneHo-
CKOMUN BbISIBMEHbI PMOPUHO3HLIN ped-
noKkc-33odarnT, HeJoCTaTOMHOCThL Kap-
Ovn, [yo[eHo-racTpanbHbIi  pedrniokc,
COCTOSIHME [MOCIe HanoXeHus racTpo-
3HTepoaHacTomo3a. [Mpu KOMMMEeKCHOM
ynbTpassBykoBoM obcrnegosaHumn obHapy-
XKEHbI: pOTaLUMS U NOSICHUYHAA OUCTONKSA
NEBON MOYKM, KOHKPEMEHThI B YalLEeYHO-
NOXaHOYHOW crucTeme obenx moyek pas-
MepamMn 0O 6 MM; rMnonnasns Marku.
MI3MeHeHNn CcO CTOPOHbI LUMTOBUAHOMN
Xernesbl, opraHoB GPIOLLHON MOMNOCTN He
yctaHoBneHo. Ha OxoKI BpoxageHHas
aHomanus cepgua: npaBocOpMUpPO-
BaHHOE MpaBOPAaCMONOXEHHOe cepaLe,
[aBneHne B nerodHon aptepun < 30 mm
pT. CT.

Ha komnbtoTepHon Tomorpacpum (KT)
OpraHoB rpygHon knetkn — KT-npusHaku
BPOXAEHHBLIX MOPOKOB pPa3BUTUS: [ekK-
CTpOKapAuu, runonnasuy npa.oro néer-
KOro (3a CYET cpeaHen 1 HKHen Jonu);
TPaHCMNO31LUUM NpaBoro BEpXHea0neBoro
OpoHxa B obnacTtb OTXOXAEHUs cpeaHe-
[ONeBoro 1 HWXHe#oneBoro OpoHxa;
NPU3HaKM XPOHUYECKMX BPOHXUTNYECKMX
N3MEHEHWUI B CTaamm 06ocTpeHus (yTon-
LeHNs CTeHOK AucTanbHblX OGpoHXoB
cnpasa); NpUCTEHOYHbIN cybeTpaTt (Mo-
KpoTa) B NpOCBETE KPYMHbIX OPOHXOB 1
Tpaxen; MHOXECTBEHHble LIeHTpunoby-
napHble y3ernku n Y-obpasHble CTPYKTY-
pbl ¢ hopMMpoBaHMEM NaTTepHa «aepe-
BO B Moykax», NobynspHble ynnoTHEHUs!
(puc. 2 n 3). Mo AaHHBIM CNMPOMETPUMN:
BblpaX€HHOE CHWKeHue OopCUpoBaH-
HOW XXW3HEHHOW €MKOCTU NEerknx un obnb-
ema ¢opcUpoBaHHOIO BbI4OXa, Mocne
npoobl ¢ canbbyTamonom 6e3 AMHaMuUKN.
Ha MPT ronoBHOro mo3ra naronoruv He
BbISIBMIEHO.

PebeHok oueHeH no wkane PICA-
DAR, konuyectBo 6annoB 13 («guarHos
npaBoOMOYEH») [2].

COBOKYMHOCTb

¢

Puc. 2. KomnbioTepHas Tomorpadusi rpyaHom
KNeTkn: AekcTpakapausi (MpaBopacronoXeH-
Hoe, NpaBocOpMUpPOBaHHOE cepaue)

KnuHUKo-naboparop-
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Puc. 3. KomnblotepHas Tomorpadwus rpya-
HOWN KNEeTKW: YTONWEHNe CTEHOK AUCTanbHbIX
OpOHXOB CrpaBa; MPUCTEHOYHbIN cybcTpaT B
npocBeTe KpyMHbIX OPOHXOB M Tpaxew; MHO-
XKECTBEHHble LeHTPUNobynspHble y3enkn u
Y-obpasHble CTPyKTypbl C hopMUpOBaHUEM
natTepHa «AepeBo B MOYKax»

HbIX W WHCTPYMEHTanbHbIX [OaHHbIX,
oueHka no wkane PICADAR nossonunu
YCTaHOBUTb AMarHo3 nepBuYHas uunuap-
Hasi AMCKUHe3uns: cnHgpom KaprtareHepa.

O6cyxaeHue. MpencTaBneHHbIN
KMVHUYECKMI  criydan  AeMOHCTpupyeT
CMOXHOCTb MOCTaHOBKM AuarHosa ML,
CpegHun Bo3pacT Bepudukauum paH-
HOro 3aboneBaHUsA SBMSETCS BaAXHLIM
nokasarenem 3pEeKTMBHOCTM CUCTEMBI
30 paBOOXPAHEHUS B BbISIBITIEHUN peaKom
natonorum y gete [1,6]. Tak, No AaHHbIM
A.A. HoBak, cpegHuin Bo3pacT Bepudm-
kaumn 3aboneBaHns B P® cocrtasns-
et 5,8 roga, B aBCTpanunCcKom Koroprte
OONbHbLIX AMarHo3 ycTaHaBNMBAETCA B
Bo3pacTe 6,4 roga, B Kutae — 8,2 roga, a
B KOxxHown Kopee — 11,8 roga [3, 8, 9, 11].

BBy OTHOCUTENBHO HU3KOW YacTo-
Tl CK, pasHoobpasuns deHoTMnoB, OT-
CYTCTBUS CKPVMHWHIA, HU3KOW OCBEOOM-
NEHHOCTU U HaCTOPOXXEHHOCTU Bpadewn,
nocraHoBka pAguarHosa MU vacto oT-
KnagblBaeTcs Ha rogbl, YTO 3HAYNUMO CHU-
)KaeT KayeCTBO >KU3HM TakMx naumMeHTOB
[7]. CormacHo KMMHMYECKUM pekoMeHAa-
unam PO, a Takke AMArHOCTUYECKUM pe-
kKomeHgaumam EBponerickoro pecnupa-
TOPHOIo 1 AMEpPUKaHCKOro TopakanbHOro
o0uecTB, NauMeHThbl, MMeKLWmne nocTo-
SHHbIA NPOAYKTUBHBIN Kaluenb, aHoMa-
NN PacnoroXeHns1 BHYTPEHHUX opra-
HOB N BPOXAEHHbIE NOPOKUN CepAaLa, noa-
nexart AOMNOSHUTENbHOMY KOMIMIIEKCHO-
My obcrnenoBaHuio C NPUMEHEHUEM Bbl-
COKOTEXHOSOMMYHBIX  ANArHOCTUYECKMUX
TecTtoB Ansa sepudukaumm MUO [10, 13].

B npencraBneHHoM crnyvae ¢ nepBbixX
OHEN Xn3Hn y pebeHka gmarHocTupoBa-
Hbl JeKcTpakapausi, HEeMornHbIN NoBOPOT
KMLIEYHMKA W KOMnbLEBUOHAA MOOXKeny-
noyHas xenesa. C 1,5 net pebeHok pe-
rynsipHo Habrniogaetcsa B MeOULMHCKMX
yupexgeHuax ¢ NMOBTOPHbIMU BoOcnanmu-
TenbHbIMU 3ab0neBaHVAMU BEPXHUX U
HWKHMX ObIXaTernbHbIX NMyTeW, nepuoaun-
YeCcKu NPOXOAMT NeYeHne no noeoay 3a-
6oneBaHUi MOYEBbIAENUTENBHOW CUCTe-
Mbl. C 8 neTt Obin ycTaHOBMEH AuarHo3
XPOHMYECKMI OPOHXUT. [JaHHbIN pebeHOK,
HECMOTpPS Ha YacToTy ambynaTopHbIX 00-
paLleHnii 1 CTaumMoHapHbIX rocnuTanunaa-
LMiA, KOMMIEKCHO He obcregoBancs, Ha
OUCNaHCEpPHOM y4eTe Mo NOBOAY XPOHU-
Yyeckoro GpoHXMTa He COCTOsS.

3akntoueHue. NpeacTaBneHHbIn KnNu-
HUYECKUI CriydYan HarnsagHo AeMOHCTpU-
pyeT npobnembl anddepeHumansHom
amnarHocTtukmn CK. MNoBbileHne ocBegoM-
NEeHHOCTU Bpayer 06 aTom 3aboneBaHum
MOXET NMOMOYb B ObICTPOV AMArHOCTUKE,
CBOEBPEMEHHOM NEYEHUN U YIyYLLEHUN
Ka4yecTBa >XU3HW TaKMX NaLMEHTOB.

Aesmopel 3asensom 06 omcymemeauu
KOHGbrIuKma uHmepecos.
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