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AHHOTALIAS

AxryaiabHocThb: [lepBuunas nunmmapHas quckunesus (I1LLJ]) — 3To penkoe HacieacTBEHHOE TeHeTHIecKoe 3a0oeBane, 00yCIOBIEHHOE He-
COCTOSATEIIBHOCTBIO PECHUTYATOIO SMUTEINS B OpraHU3ME IPEUMYIIIECTBEHHO JbIXaTeIbHON CUCTEMBI, IPUBOASIIEE K PAa3BUTUIO XPOHUYECKO-
IO BOCHAJIUTEILHOTO MOPAKEHNST PECITUPATOPHOI CHCTEMBI Y JIETEH, HEAOPA3BUTHIO (THIIOIIIA3MH) OKOJIOHOCOBBIX Ma3yX, YTO 3a49acTyI0 TIPH-
BOAMT K PELIUBUPYIOMINM CHHYCHTaM, OOpaTHOMY pacloJIOKCHHUIO BHYTPEHHUX OpraHOB, HAPYIICHHUIO (epTHIBHON (QYHKIUH Y OOJIBHBIX
CTapIIero BO3pacTa.

Ieas uccaemoBanust — NPEICTaBUTh KIMHUYECKHUH CIydail MepBUYHON IIMINApHOH AUCKUHE3NH U cuHpoma KaprareHepa Ui NOBBIICHUS
OCBE/IOMIICHHOCTH Bpadeil IEPBIYHOTO 3BEHA, NIEUATPOB, y3KHUX CIIEI[HAIUCTOB.

Marepuaibl 1 MeToAbI: bl M3y4eHb! JaHHbIE MEIUIMHCKON KapThl CTAallMOHAPHOTO OOJIBHOTO, HEOJHOKPATHO MOJTYYaBIIEro JICYCHUE B
AO «Hayunsrit nentp nenuarpuu u nerckoid xupyprum»y (HUIIAX, . Anmarsl, Pecnyonuka Kasaxcran). Vicrions3oBaH onucareabHBI METON,
MIPUBEAEHBI Pe3y/IbTaThl JUarHOCTHYECKUX HCCIEOBAHNH B paMKaxX KIMHUYECKUX PEeKOMEHAAIMH (00IMe aHam3bl KpOBHU, MOYH, OaKTepno-
JIOTHYECKHE aHAU3BI, PEHTTeHOTpadHs U KOMIIBIOTEpHAs TOMOrpadusi OpraHoOB IPYJHON KIIETKH, SXOKapAuorpadus, sIeKTpoKapauorpaMma,
OPOHXOCKOIIVS).

Pe3yabTarsl: B cTaThe onmcaH KTMHAYECKUH ciydail mo3aHelt auarnoctuku U ucxonsl [11/] y pebenka ¢ curapomom Kaprarenepa ¢ pa3Butu-
€M OpPOHXOIKTaTHYECKNX H3MEHEHHUIT CO CTOPOHBI JbIXaTeJIbHON CHCTEMBL. B IIOApOCTKOBOM BO3pacTe NalHeHTKe OblIa IPOBEIeHA ONepanys:
«JIoG3KTOMMS CpEemHEH MOIM JEBO PACIIONIOXKEHHOTO MPABOTO JETKOro». 3aboieBaHre MMEN0 PENUANBHPYIONINI XapakTep U MOTpeboBato
Ha3HAYCHUsI MAaIlEHTKe CUMITOMATHYECKOI U peaOMINTalHOHHOH Tepanuy.

3aximouenue: [IpeacraBneHHBI KIMHAYECKHH CIy4ail HaIAAHO IEMOHCTPUPYET ecTecTBeHHOe TedeHue 3adoneBanus [IL[J] y pebenka.
IMoznnss Bepudukarys quarnosa « Bpoxxaennsiii nopok passurus jgerkux. [1LJ]. Cunapom Kaprarenepa» criocoGcTBOBasa pa3BUTHIO B HCXO-
nie I/ HeoOpaTUMBIX OCIOKHEHUH CO CTOPOHBI ABIXaTEIFHON CHCTEMBI — OpOHXOdKTaTHUeCcKoi Oone3Hu. bonpnsle ¢ [1LJ] nmerot BpoxaeH-
HYIO HECOCTOSITEIIbHOCTh PECHUTYATOTO SIUTEIHS BIXaTeIbHONH CHCTEMBI, IOTOMY HEOOXOIMMO CHCTEMAaTH4ECKOEe JICUCHUE U PEeTyIsipHOe
MIPOBE/ICHNE PEAOMITUTAIIMOHHBIX MEPOIIPHUSITHH, YTOOBI JOOUTHCS MPOAOIDKUTENFHON PEMUCCHH KIMHUIECKUX MPOSBICHNH 3a00I€BaHNSI.
MHoroo6pasue KIMHIYEeCKUX NposiBiIeHuH cuaapoma Kaprarenepa, ClIO)KHOCTb BepH(UKAIMH IEPBUYHOM IMIMAPHOH AUCKHHE3NH Ha aMOy-
JIATOPHOM ypOBHE TpeOyeT MPUCTaIbHOTO BHUMAHHUS ITPU 00CIIeIOBAaHUH AETEH, CTPaJAalOMNX YaCTBIMH PEIUANBHPYIONIMMH 3a00I€BaHNUSIMU
PECIIPaTOpHOTo TPAaKTa B COUSTAHHHU C MATOJIOTHSAMH JIOp OpraHoB. IIpeacTaBieHHBINH KIMHHYECKUI ClIydail IOBBICHT OCBEJOMJICHHOCTh 1
HACTOPO)KEHHOCTH Bpadeil IEpBUYHOTO 3BeHA (Bpadell 001Iel NpakTHKH, IEANATPOB) O TAHHOW HMAaTOJOTHH.

KonroueBsie cioBa: Ilepsuunas yunuapnas ouckunesus (I1L[/), pecnumuamoiti snumenuii, 6ponxosxmassl, cunopom Kapmaeenepa, demu.

Jas mmruposanus: Hypramuesa XK., Ceiicebacra P., J[lycanosa A., Kany3akosa H., 3autoBa A., TaiinekoBa A. [TepBuuHast nunuapHas
UCKUHE3Ws y 1eTeid, cuaapom Kaprarenepa: kmuHUUecKuii cirydaii // Pepon. Men. — 2023. — Ne4(57). — C. 118-126.
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Primary ciliary dyskinesia in children,
Kartagener syndrome: A clinical case
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ABSTRACT

Relevance: Primary ciliary dyskinesia (PCD) is a rare hereditary genetic disease caused by the failure of the ciliated epithelium in the
body of the predominantly respiratory system, leading to the development of a chronic respiratory system inflammatory lesion in children,
underdevelopment (hypoplasia) of the paranasal sinuses, which often leads to recurrent sinusitis; to the reverse arrangement of internal organs,
impaired fertility in older patients.

The study aimed to present a clinical case of primary ciliary dyskinesia and Kartagener syndrome to raise awareness among primary care
physicians, pediatricians, and specialists.

Materials and Methods: Data from the medical record of an inpatient repeatedly treated at «Scientific Center of Pediatrics and Pediatric
Surgery» JSC (Almaty, Kazakhstan) were studied. We used a descriptive method. The results of diagnostic studies are presented under clinical
recommendations (general blood tests, urine tests, bacteriological tests, radiography and computed tomography of the chest, echocardiography,
electrocardiogram, and bronchoscopy).
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Cayuaii uz npakmuxu

Results: The study describes a clinical case of late diagnosis and outcomes of PCD in a child with Kartagener’s syndrome with the development
of bronchiectasis changes in the respiratory system. In adolescence, the patient had to undergo lobectomy of the middle lobe of the left-located
right lung surgery. The disease was recurrent and required the patient to receive symptomatic and rehabilitation therapy.

Conclusion: Late verification of the diagnosis «Congenital malformation of the lungs PCD, Kartagener’s syndromey» contributed to the
development of bronchiectasis as irreversible complications from the respiratory system - as a result of PCD. Patients with PCD have congenital
failure of the ciliated epithelium of the respiratory system, so systematic treatment and regular rehabilitation measures are necessary to achieve
long-term remission of the clinical manifestations of the disease.

The variety of clinical manifestations of Kartagener’s syndrome and the difficulty of verifying PCD at the outpatient level require close attention
from specialists in children with frequent recurrent respiratory tract diseases in combination with ENT organ pathologies. The presented
clinical case will increase the awareness and alertness of primary care physicians (general practitioners, pediatricians) about this pathology.

Keywords: Primary ciliary dyskinesia (PCD), ciliated epithelium, bronchiectasis, Kartagener syndrome, children.

How to cite: Nurgalieva Zh, Seisebaeva R, Dusanova A, Zhanuzakova N, Zaitova A, Tainekova A. Primary ciliary dyskinesia in children,
Kartagener syndrome: A clinical case. Reprod Med. 2023;(4):118-126.
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AHJIATIIA

O3exrTiniri: bipiHIITIK TUIHAPITBI JUCKUHE3US — Oaanapia THIHBIC ATy KYHECIHIH CO3bIIMANbl KaOBIHY 3aKbIMIaHYBIHBIH 1aMyBIHA, MYPBIH
MaHBbI KyBICTapbIHBIH JJaMBbIMaybIHa (THIIOIUIA3HUsCHIHA) SKEJIETIH, HETi3iHeH THIHBIC aily KYHECiHiH aF3achlHIarbl IWINAPIIbI SIHUTEIHHAIH Oy-
3BUTYBIHAH TYBIHAAHTHIH CUPEK KEe3/IECETiH TYKBIM KyallaTBhIH aypy, OYJ1 JKHi KalTalaHaThIH IMapaHa3albIbl CHHYCUTKE OKeJe[i, iIKi aF3a
MYILeNIepiHiH Kepi OpHajacyblHa, er/ie )KacTarbl HayKacTap/a KYHapJIbUIBIKTBIH OY3bUTYHI.

3epTTEyAiH MaKcaThI — ATFANIKB] MEAUIIMHAIBIK KOMEK IopirepiepiHiH, eauaTpiIapasH )KoHe MaMaHJapIblH Xa0apAapiIbIFbIH apTTHIPY YIIiH
OipIHIILTIK IMIHAPIIBI TUCKUHE3ns] MeH KaprareHep CHHIPOMBIHBIH KIMHUKAJIBIK XKaFJalbIH YCHIHY.

Marepuajaap MeH daictepi: «[legnarpus xoHe Oananxap XUpyprusichl FUTBIMU opTanblFeiHAa» AK (Anmatel, Kasakcran) OipHernre peT eM-
JIeJITeH CTAI[MOHAPJIBIK HAYKACTBIH MEIUIMHAIBIK KapTachIHBIH MaJIiMeTTepi 3epTreni. CunarramManiblK 9ic KOIIaHbUIAbI, AUarHOCTHKAIIBIK
3epTTeyIep/IiH HOTIKeNnepl KIIMHUKAJIBIK YCHIHBICTap (KAl KaH aHaJM31, 30p, 0aKTepHONIOTHSIIBIK Tallay, KeyAe KybICBIHBIH PEHTTEHOTPa-
(USICHI MEH KOMITBIOTEPIIIK TOMOTPaHSCH, IXOKapANOTrpadusi, JIEKTPOKapIrorpaMma, OpOHXOCKOMHS) IIeHOEePiHAe YChIHBUIFaH.
Harmxenepi: Makanazia TEIHBIC ally JKyHeciHne OpOHX03KTa3IbIH AaMybIiMeH KaprareHep cHHIpoMEI 6ap Oanaza Kell AUarHOCTHKAAy KOHE
OIpIHIITIK [MTHAPIIBI TUCKHHE3UST HOTIKEIIEPIHIH KIMHUKAIBIK XKaFaaiibl cunartanrad. Haykac sxacecmipimuik sxacta « OH akK OKIEeHIH COl
JKaK OpTaHFBI OeJIiriHe JIOOIKTOMUS ONEpalsiChl KaxeT O0Nabl. Aypy KalTaJaHATbIH CHUIaTTa OOJABI JKOHE HAyKAacKa CHMIITOMATHKAIBIK
JKOHE OHAJITY TePaNHsCHIHBIH OaFaapiaMachiH KOIJaHy bl TaJIall eTTi.

KopsIThiHabI: ¥ CHIHBUIFAH KIMHUAKANBIK >kargail Oamamarsl BLIJ aypyblHBIH TaOWFHM aFbIMBIH aHBIK KOpPCETEIl, AMArHO3IBI KEeIl pacray
«OxmneHiH Tya OiTkeH akaybl. BI|J[. Kaprarenep cuuapomsl», OyJl THIHBIC aiy )KYHeciHae KaWThIMCBI3 aCKbIHYJIApABIH JaMybIHa BIKIAT €TTi
— BLJ] Hotmxecinne Oporxoskras aypysl. BLIJ] 6ap HaykacTapaa THIHBIC ajly KyHeCiHiH KipHiKIIeNi SUTeIHHiHIH Tya OiTKeH KeTKUTIKCi3Ii-
ri Oap, COHIBIKTAH JXYHel eMzaey jKoHe XXyHeni Typle peaOdumiuTanus mapanapsl KaxeT, Oy aypyablH KIMHHKAIBIK KOPIHICTEPiHIH y3aK
Mep3IMIIi pEMHUCCHSACHIHA BIKIAJ €TeNi.

Kaprarenep CHHIPOMBIHBIH dPTYPJIi KIHHUAKAIBIK KOPIHICTEP jKOHE aMOyIaTOPUSUIIBIK JCHIeiIe OIpiHIIUTIK IUIHAPIIbl TUCKUHE3USHBI TCK-
cepyniH KUbIHABIFE! JIOP MyInenepiHiH maToIorusyIapeIMeH Oipre THIHBIC aly >KOJNJApBIHBIH KU KalTalaHAaTBIH aypyaapsl 6ap Oamamapia
MaMaHAapJbIH MYKHUST Ha3apblH Tajal eTe/l. ¥ ChIHBUIFaH KINHUKAIBIK JKaFaail ajJFaliksl KOMEK KOpCeTy AdpirepiepiHiH (3Kajllbl MpakTuKa
Iopirepiepi, meguaTpiIap) OChl HaTONOTHS Typalibl XabapaapibiFbl MEH KbIPAFbUIBIFBIH apTTHIPaIbL.

Tyitinai ce3nep: Oipinwinix yunuapivl OucKuHesus, Kipnikueni snumenutl, 6pouxosxmas, Kapmazenep cunopomwl, 6ananap.

Beenenue: Cunapom Kaprarenepa mpexacraBiseT co- — 3a0oieBaHHE XapaKTepH3yeTCs MOpakeHHEM BCEX OTACIOB
0ol peakoe BPOXKICHHOE TEHETHYECKoe 3a00JieBaHHME C  JbIXaTelbHBIX NyTed ¢ (OPMUPOBAHHUEM XPOHUYECKOTO
ayTOCOMHO-PELIECCHBHBIM THIIOM HaciieoBaHusi. OHO 00-  BOCHNAJUTENBHOrO Ipoliecca M HapylleHueM (epTHILHO-
YCIOBIIEHO NeekTaMu B TreHaX, KOTOpble KOOUPYIOT Oeln-  CTH y HMAIlMeHTOB B3POCIOTO Bo3pacTa (Oecruiomme, Ipen-
KH, OTBCTCTBCHHBLIC 3a ABWIXCHHUEC PECHUYECK M KTYTUKOB MYHMECTBEHHO MYXKCKOC€, JKTOIMUYECCKUE 6epeMeHHOCTI/I y
MEPLATENBHOTO JMUTEIHS CIU3UCTON 000JO0YKH pecnMpa-  skeHIIWH) [1, 2]. B mTore Bo3HMKaeT COCTOSIHHE, KOTOpOE
TOPHOTO TpakTa M aHaJOTHYHBIX CTPYKTYp (Kak, HampH-  Ha3bIBaeTCs «IepBUYHAS IuiauapHas nuckuresms» (ITL).

Mep, JKIYTUKH CIIEPMAaTO30UJI0B, BOPCHHBI (ajuionueBblXx  KIMHUYECKUMU MPOSBICHUSIMH JaHHOI maroysoruu Oyaer
TpyO, SMEHOUMBI JKEIyAOYKOB MoO3ra M Apyrue). DTOT  Tpuajga cuMITOMOB (cuuHApoMm Kaprarenepa): OpoHXO9K-
TEHETHYECKHH Ae(PEKT NPUBOOUT K HApyHmIeHWIO (GyHK-  Ta3us; HEJOpa3BUTHE (THIIOIUIA3Ms) OKOJIOHOCOBBIX Ma3yX,
MU JAHHBIX CTPYKTYp M HX JIBUTaTEJIbHOM aKTUBHOCTH.  YTO 3a4acCTYIO MPHUBOIUT K PEIUIUBUPYIOIIUM CHHYCHTAM;
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B 40-50% cmy4aeB — oOpaTHOE PacHoIOKEHUE BHYTPCHHIX
opraHOB (situs inversus), wiu rerepoTakcus [3].

Yacrora peructpauuu cunapoma Kaprarenepa BapbupyeT
ot 1 ciyuast Ha 2265 g0 1 cmyyas Ha 50000 Hacenenus, wiu
1 cyqait y HoBopoxaenHoro u3 16000. Kpome Toro, yacrora
CJIy4acB BO3PacTacT CPeIU KPOBHOPOJCTBEHHBIX OpakoB [4-
6]. Knunnueckue nposiBinenus cunapoma Kaprarenepa Ba-
PBUPYIOT OT MOJHOTO OTCYTCTBHS JI0 SIPKO BBIPA)KCHHBIX CHM-
NTOMOB. B ciiyyae GecCHMIITOMHOTO T€4EHHsI YCTaHOBJIICHUE
JMarfo3a cuHapoMa KaprareHepa mpoMCXOIUT dYarie BCETO
CIIy4aifHO TIpY OOHAPYKEHUH 0OpPaTHOTO PACIONOKEHHS BHY-
TPEHHHUX OPTaHOB BO BpeMsi 00CJIeI0BaHMS 110 MTOBOJY KakKo-
TO-TO Jpyroro 3a0oneBaHus. JIIUTENEHOCTh BepHUKALINH
3a00JIEBaHUSI MOXKET COCTABUTh HECKOJIBKO MECALEB M JaKe
JIET OT POXKJICHHs B BUJY TPYAHOCTEH CBOEBPEMEHHOH Jua-
rHoctuky [11J], TpeOyromeii KOMOMHIPOBAHHOTO TTPUMEHE-
HUS JOTIOJHUTENBHBIX METOIOB [6, 7], TOPOI BHICOKOTEXHO-
JIOTMYHBIX U IOPOTOCTOSIIINX.

Kmunamueckas kapruna [1LJ] BapmabGenbna. Bcnencreue
TeHEeTHYECKOTo Ae(eKTa pECHIYEK MEPLATEIbHOTO SIUTEI S
B /1e()OPMUPOBAHHBIX OPOHXAX CTAHOBUTCS HEBO3MOXKHBIM
HOpPMaJIFHOE OTXOXJICHHE CEeKpeTa. 3acToi cekpera HeMH-
HyeMO IPUBOAUT K MHOULIMPOBAHUIO U PA3BUTHIO BOCIIAIIHU-
TEJIFHOM peakiuy, a Takke OpPOHXOIKTa3MH — JIOKAIBHOMY
pacIMpeHHio MpocBeTa OPOHXOB MO THITY MEIIKOB, BEPETEH
win 1uanHApoB. KimHndeckn OPOHXO0IKTa3Msl MPU CHHAPO-
Mme Kaprarenepa mposiBisieTcsi KallleM C OTXOXKJICHHEM 3e-
JICHOBAaTOW THOWHON MOKPOTHI, IOBBIIICHUEM TEeMIICpaTyphl
Tena A0 38 rpamycoB M BhIIIE, CITA00CTHIO, TOJIOBHOM OOJIBIO,
WHOTZIa MOXKET NPUCOEIUHUTHCS TOLUTHOTA U pBOTA. MoIHas
Tepanus AHTHOWOTHKAMH TIO3BOJISET JOCTHYH BHEITHETO
BBI3JOPOBJICHUS, OAHAKO TaKHE INpenaparbl HE CMOTYT JIUK-
BUIMPOBATh IVIaBHYIO TPHYUHY BOCHAJIECHHUS — JIOKAJIbHBIE
pacmmpenust OponxoB. IlosToMy ommcaHHas KIMHHYECKas
KapTHHA HEOIHOKPATHO MOBTOPSIETCS, YEPEAYACh CO «CBETIIbI-
MHU» OECCUMIITOMHBIMH TpoMexyTkamu. OHa mpuoOperaer
JUITNTETBHBIA W 3aTSDKHOM XapakTep TEUeHHs. XPOHHYECKOe
pEeLUANBUPYIOIIEE TEUEHHE ITOTO COCTOSHMS MPUHSITO HA3bl-
BaTh OPOHXOIKTATHYECKOI OOJIE3HBIO.

Hdpyrum mposBienneM cuHiapoma Kaprarenepa sBisercs
CHHYCHT (BOCTaJICHHE OKOJIOHOCOBBIX IMa3yx). B Hopme, Oma-
rojapsi CBOMM KOJIEOaHHSIM, PECHUYKH SIHUTENUS CIU3UCTOM
000JT0YKH HOCA M TTa3yX 00eCTIeUNBAIOT IIEPEABHIKEHHE CEKpe-
Ta BMECTE C YaCTUIIAMU NbIIK U OakTepusmu. IIpu cunnpome
Kaprarenepa ¢yHKIUs pecHUUEK HapylIeHa, U COAEPKUMOE
3aCTanBacTCs B MPUIATOYHBIX ITa3yXax HOCA, BBI3BIBAS BOCTIA-
JICHUE U XapaKTepHbIC KIMHUYECKUE IPOSBICHNS TaliMOpHTa,
(bpoHTHTa, STMOHIUTA U CHEHOUUTA.

OOpaTtHOe paclonoXeHHe BHYTPEHHHX OpTaHoB (situs
viscerusim versus) — 370 Hauboyiee XapaKTepHOE IPOsBIe-
HUe cuHapoMma Kaprarenepa, koTopoe, OnHaKo, BCTpeYaeTcs
MEHee YeM y TOJOBHHBI OONBHBIX M HE TPHBOIHUT K CyIIe-
CTBEHHBIM HapYyUICHUSIM JKU3HEIESITEIbHOCTH OpraHU3Ma.
OO0parHoe pacrojoKeHNe BHYTPEHHUX OPraHOB OOBSCHSET-
Csl HapyIICHHEM MHIPAald{ 3a4aTOYHBIX KJICTOK M TKaHEH B
IMOpHOTEHE3E.

Cpeau Apyrux CUMIOTOMOB 3a00JieBaHUsI OOJIBHBIX TaKKe
MOTYT OECHOKOWTH PENUANBUPYIONINE OTUTHI W CHIDKCHHUE
ciryxa. JTO CBA3aHO C 3aCTOEM CEKpETa B CPEHEM YX€, KOTO-
pBIil B HOpME JIOJDKEH YAAJSATHCS PECHHYKAMH AIUTEIHab-
HBIX KJIETOK CITU3HCTOH 00O0I0UKH.

JlonoNTHUTENIbHBIE NArHOCTHYECKUE MEPOIPUATHS BKIIIO-
yaeT B ce0sl psii HTHCTPYMEHTAJIbHBIX M JJADOPaTOPHBIX METO-
JIoB mccnenoBanus. Pabodas rpynma EBponeiickoro pecrnm-
paropHoro obmectBa (ERS) mo muarnoctuke IIJ] u rpynma
HKCIIEPTOB AMEPHKAHCKOTO TopakaibHoro obmecrsa (ATS)
NIPY HAJWYUM KIMHUYECKHUX TPOSIBICHUI 3a00NeBaHMs IS
YTOYHEHHs AWAarHo3a PEKOMEHIYIOT IHpUMEHEHHe abopa-
TOPHBIX HCCIIEIOBAaHWH, BKJIIOYasl OINpeE/eIeHHE YPOBHS Ha-
3apHOTO OKcuaa azota (NNO), BEICOKOCKOPOCTHOW BHIEOMU-
KPOCKOIMYECKHUN aHAIN3, TPAaHCMHCCHOHHYIO 3JIEKTPOHHYIO
MHUKPOCKOITUIO, HMMMYHO(UIyOpeceHINIO (HCIIOIb30BaHUE

MEUYEHBIX aHTUTEN Ul MICHTH(UKAIMN OTCYTCTBHS YIbTpa-
CTPYKTYPHBIX O€JIKOB, 00€CIIEUMBAIOIINX HOPMAJIbHYIO (DYHK-
LIUIO PECHUYKH), a TAK)Ke OaKTEPHOJIOTMYECKOE NCCIIeIOBaHNE
MOKPOTBHI, KHJIKOCTH, TIOJTydaeMot X OpOHX0aIbBEOISIPHOM
naBaxe [5]. PeHTreHonoruueckoe HcciaenoBaHUE MO3BOJISIET
BBISIBUTH IIATOJIOTHYECKHE OYar B JISTKUX M 00paTHOE pacmo-
JIOKeHNE cepana (IeKCTpoKapauio). bporxockonus — camblit
TOYHBI METOJ MCCIEAOBAHUS IJIsl BBIABICHHS OpPOHXOAKTa-
3uid. boree Toro, mUmIe mocpeacTBOM OPOHXOCKOIIMH MOXKHO
B3STh OWOTICHIO cm3KcTON OpoHxa. broricus cim3ucToit mo-
Ka)KeT CTEIIEHb BBIPAXCHHOCTH BOCTIAJIMTEILHOTO ITpoIiecca 1
TIPOBEZIET OLIEHKY CTPYKTYpBl peCHUYEK. BoNbHBIM 1ienecoo-
Opa3Ho uccnenoBanue (pyHKIUH BHEIIHETO AbIXaHus. J[pyrum
HEMaJOBaKHBIM HCCIIEIOBAHUEM SIBIISETCS TCHETHYECKas Be-
pudukanus reHos, accouuuponanHas ¢ I111J]. CoBpemenHsie
BBICOKOTEXHOJIOTHYHBIE TEHETHYECKHE HCCIIEIOBaHUSA II0-
3BOJISIIOT MIICHTU(QHUIIUPOBATh MyTAllMH OUAJUIEIBHBIX T€HOB,
acconuupoBannbix ¢ [IJ] mpumepno y 60% mnanueHTOB.
Crneunduyeckre reHHbIe MyTallK KOPPEIUPYIOT C UX CTPYK-
TYPHBIM M BUJIEOMHKPOCKOITUECKUM (peHoTunom [3, 4, 8].

Tepanus npu [1J] Hecneunduryna u moapazymeBaeT JIMK-
BUJAIMIO BOCIAJIMTENBLHBIX W3MEHEHHH (aHTHMOMOTHKOTEpa-
Tst), yITydIIeHHe JPEeHAXHOW (QyHKINY CITU3UCTON 000I0UKI
pecnupaTopHOro TpakTta (MYKOIWTHYECKas Teparus, KHHe-
surepanus). [Ipn HaaM4Yun BBIpaXEHHBIX OPOHXOIKTA30B C
YacTO peUUANBUPYIOIIMMHI OPOHXUTAMH U ITHEBMOHUSMHU TO-
Ka3aHO ONEpaTHBHOE JICUCHNE — yAajeHue (pe3eKnus) Hanoo-
Jiee MopakeHHOro yuyactka Jjerkoro. Jeru c¢ I/ noanexar
PEryJIsIpHOMY OCMOTpY IeIaTpa, MyJIbMOHOJIOTa, JIOp-Bpaya,
Kapauonora [5, 9].

Henp ucciienoBaHusi — NPEACTABUTh KIMHUYECKUN CIy-
yait TILJI u cunapoma Kaprarenepa Jijisi MOBBIIIIEHUSI OCBe-
JOMJICHHOCTH Bpadeil MEepPBUYHOIO 3BEHA, MEIUATPOB, Y3KUX
CIETINATHNCTOB.

Marepuansl u MeTonbl: M3ydena ncropust 6osne3Hu cra-
LMOHAPHOTO OOJBHOI0, TOCHUTAIM3UPOBAHHOTO B ITYJIHEMO-
Honoruueckoe otaeneHue AO «HayuHslil eHTp nenuarpuu
n nerckort xupyprum» (HUIIAX, r. Anmarer, PecmyOnmka
Kazaxcran). B wuccrnenoBaHuu NpUMEHEH ONUCATENbHBIN
MeToA. B pamkax KIMHMYECKOTo Ciiydas IPUMEHSUIUCH JH-
arHOCTHYECKHE METONBl: OOIIMe aHalIM3bl KPOBH, MOYH,
0aKTepHOJIIOTHYECKHE HCCIeIOBAaHNS, pPEHTTCHOrpagus M
KOMIIbIOTEpHAsl TOMOTpadusi OpraHoB TPyAHOW KIIETKH, 3XO-
Kapauorpadust, 3IEKTPOKapIuorpaMma, OpOHXOCKOIIHSI.

[TomydeHo naGOpMHUPOBAHHOE COTIIACHE OT 3aKOHHBIX MpeI-
CTaBUTEJIEH MAIEHTa Ha ONMCAHNE KIIMHUYECKOTO CITydas.

[lanee mpuBeneHO OMHMCaHHE KIMHUYECKOTO ciIydas je-
BOYKHM 17 JIET ¢ 3aKIFOUUTENBHBIM auarno3oM: BIIP merkmx.
Cunppom Kaprarenepa. PacmpoctpaHeHHBIE IFUTHHIpHYE-
CKHE ¥ BAPUKO3HBIE OPOHXO3KTa3bl 00enX jerkux. [IHeBMOHMA
JBYCTODOHHSISI, BHEOONBHWYHAS OYaroBO-CIIMBHAs, 3aTsDK-
Hoe Teuenue. JIH 1-2 crenenu. [THeBMOCKIIEpO3 S3BIYKOBOM
u S9 HIWKHEH IO MPaBOPACIOIOKEHHOTO JIEBOTO JIETKO-
ro, mHeBMOCKIepo3 S7 crpasa. CoCTOsSHHE MOCHEe JT0O03KTO-
MHUH CpeHEHl J0JN JeBOPACIIONIOKEHHOTO MPABOTO JIETKOTO.
XpoHHUECKUH PUHOCUHYCHUT. Tyroyxoctb. DHAEMHUYECKHH
300 1 ct.

Jlannvie nayuenma:

U3 anammesa owcusnu: PebeHok or 2-ii OepeMeHHOCTH,
2-x pomoB. bepemenHocTs mporekana Ha (hOHE TOKCHKO3a,
OPBU, gacThIX IpOCTyAHBIX 3a00IIeBaHMiA, aHeMUH. Poapr —
B CpOK, ¢usuonorndeckue. Bec mpu poxnenmu — 3700,0 .
[IpodunakTiHueckre MPUBUBKU — TOJIBKO B ponome. JleTckne
WHQpEKIMOHHBIe 3a0oneBanus: BeTpsHas ocma B 2008 T,
BupycHblii renatut A B 2010 . TyOepkysne3Hblii aHaAMHE3:
KOHTakT ¢ TyOepkymne3oMm orpumaer, BIDK pyOunk — 4 mwm.
Anneproanamues — 6e3 ocobeHHocTed. HacnencTBeHHOCTD
He orsrouieHa. [lomydaer euyeHne y SHIOKPHHOJIOIA C JHa-
THO30M: DHIEMHUYECKNH 300.

U3 anamneza 3abonesanus: TPAKTUIECKH C POXKICHUA
OTMEYaJINCh CHMITOMBI 3aTPYJHEHHOTO [BIXaHHS, IOCTO-
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SIHHBII Kalllellb, HACMOPK C KOPOTKMMH CBETJIBIMH HpOMe-
xkyTkamu. C paHHero IEeTCKOro Bo3pacTa HaOmromanach y
JIOP Bpawa mo MOBOAY AMAarHOCTHPOBAHHON TYTOyXOCTH.
BriepBeie B 6 jieT ObIIO BBISIBICHO 00OpaTHOE PACIOJIOKEHHE
BHYTPEHHHX OpraHoB. B Bo3pacte 9 jer Obu1 ycTaHOBIEH
IuarHo3: «BpoxaeHHbIN MOpok pa3BuTHs Jerknx. CHHApOM
Kaprarenepa» (cMm. pucyHok 7).

JKanobwl npu nocmynnienuu: Kaenb ¢ THOMHONH MOKPOTOH,
3aTpYIHEHHOE IBIXaHWE, OABIIIKA MPH (PU3NIECKON Harpys-
Ke, ciaboCTh, BSJIOCTh, OBICTPas YTOMJISIEMOCTh, CHHKEHHE
ciyxa.

Huacnocmuxa:

Obvexmueno: CocTosiHAE pPeOCHKA TSXKEIOe 3a CYET I0-
pakeHUs] OPOHXOJETOYHOI CUCTEMBI, SBICHHS JbIXaTeIbHOM
HEIOCTATOYHOCTH 1-2 CTENeHH, CUMITOMBI WHTOKCHUKAILIUH.
CaMO4yBCTBHE U aNIETUT CHIKEHBI. ACTEHHYECKOEe TeNocC-
noxenne. [Tonmwkennoe nuranne. KoxHble MOKpoBHI Oren-
HO-PO30BBIE, YIPEBast ChIllb HA CHHMHE. Y TOJIIEHUE HOTTEBBIX
(basaHr MaNplEeB N0 TUIY «0apabdaHHBIX MajgoueK», nedopma-
1UsI HOTTEBBIX IUTACTHH IO THUITY «4aCOBBIX CTEKOM». OIBIIIKA
CMEIIaHHAsl, IBIXaHUE C BTSDKCHUEM YCTYITYMUBBIX MECT TPY/-
HOW KJeTku. B 3eBe — ymepeHHas rumepemusi, 0e3 Hajiera.
HocoBoe npixanue 3arpyaHeHo. Kamienb mNpomyKTHBHBIH,
MPEUMYIIECTBEHHO B YTPEHHEE BPEMsi, MOKpPOTA THOWHAsL.
I'pynHas kierka He nedopMupoBaHa. J[pIxaHue B JIETKUX [IPU
ayckynpranuu auddysHo ocnabieHHOe ¢ 00euX CTOPOH, BbI-
CIYIIUBAIOTCS KPEMUTUPYIOIINE, MEJIKOMy3bIpUaThie BIaX-
HBIE XPHUIIBI IO BCeM MOJISIM. [IepKyTOpHO — JIETOYHO# 3BYK
C TUMIIaHMYECKHM OTTEHKOM. [ paHUIIbI CepAeYHON TYINOCTH
IIPY NIEPKYCCHHU OTIPEIEISIIOTCS B IPABOI MOJIOBUHE T'PYIHON
MOJIOCTH. 3/€Ch K€ BBICITYIIUBAIOTCS CEPJCUHBIC TOHBI: yMe-
PEHHO NPUIIYIICHBI, puTMHUYHbIE. JKUBOT Msrkuii, 6e30071e3-
HeHHBIH. [ledeHp 1Mo JIeBOMY Kparo IpYIUHBI, HE YBEIUUCHA;
cene3eHka He nambnupyercs. CTyl M MOYEHCITyCKaHHE He
HapYUICHBI.

Pezynomamol 0ononnumenvHulx 1a60pAmMopHbIX, UHCHPY-
MEHMANLHBIX MEMOO08 UCCTEO0B8AHULL.

OAK: HB — 140 r/m, spurporutsl — 5,47*1012/71, neiiko-
mutel — 9,38%109/11, TpomOotuTer — 289*109/11, ¢/q1 — 67,8%,
mumdorutel — 24,5%, MoHOUUTHl — 6,2%, 03MHOMMIBI —
1,1%, 6a3odunst — 0,4%, CO3 — 5 Mmm/gac.

Lumonozuueckoe ucciedoganue MOKpOmbl: TUIOCKHE KIIET-
KM SIHUTENUS. — B HE3HAYUTEIbHOM KOJIMYeCTBe, HeHTpou-
JIBl — B YMEPEHHOM KOJIMYEeCTBe, KOKKOBast Quiopa +++, cim3b
-+,

Baxmepuonozuueckoe ucciredosanue MOKpomvl ¢ uys-
CMBUMENbHOCMbIO K AHMUOUOMUKAM. KOMOMHUPOBaHHAS
GakrepuanbHas ¢ropa St.aureus, Str. pneumonia 1*105kn/
MJI, YyBCTBHUTEJILHOCTh K OKCAIWUIMHY, KIOPHTPOMHIUHY,
He(pTPHAKCOHY, MEpOIICHEMY, T'€HTaMUIIMHY, LUMIPOQIOKCca-
LIHY, PE3UCTHOCTh K BAHKOMHUIIMHY, a3UTPOMHLIUHY.

Baxmepuonozuueckoe ucciedosanue MOKpomvl Ha 2puodbl.
Candida catenulata 1 cT., 4yBCTBUTENBHOCTH K KETOKOHA30ITY,
(rykoHazoiy, aM(OTepUIIMHY, HUCTATHHY, KJIOTPUMa30JLy.

Baxmepuonozuueckoe uccnedosanue cmuléd u3z OPOHXUAIb-
HO020 0epesa: OTPHULIATENBHBIH.

Penmeenoepamma opeanos epyonoii kaiemxu: Bepxyuika
cep/ilia ¥ TeHb Ta30BOTO ITy3bIPs XKETy/IKa PacloNoXeHa crpa-
Ba, OMpPEICISIeTCs] CrylleHHe OPOHXO-COCYANCTOTO PUCYHKA
M0 MeIMalbHBIM 30HaM ¢ 00eux cTopoH. [IHeBmarm3arus
JIETKUX PaBHOMEPHO TIOBBIIIEHA, OONbIIE B BEPXHUX OT/eNax.
KopHu Jierkux CTpyKTypHBIE, HEe paciiupeHbl. TeHb cep/ia B
noriepedrnke He pacmmpena. KT 43%. Cunycbl cBOOOIHEIE.
CreBa Ha ypOBHE TeJja KOPHsI IPOCIIEKHUBACTCS CPEAHEHHTEH-
CHBHAsI TCHb METAJUTMYECKOM TJIOTHOCTH B BUJIC MEJIKOH LeTH
C YETKUM KOHTYPOM MPOIODKHUTEIEHOCTHIO 3 CM.

Onexmpoxapouocpamma: CHUHYCOBas apUTMUSL.
Beprukansnoe mnonoxenne 20C. UCC 88-75 B MuHy-
Ty. OOMEHHbIE HAPYIICHHUS [0 MHOKApAy IKEITyIOYKOB.
Jexctpokapaus (pucyHok 1,2).
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Pucynok 1 — DnekrpokapauorpaMma G0JIBHOTO € JEKCTpOKapaAuen
Figure 1 — Electrocardiogram of a patient with dextrocardia

Pucynok 2 — DnekrpokapauorpamMma, 3alicaHHas mocie
MIOJTHOM MEePECTaHOBKH AIEKTPOIOB OT KOHEYHOCTEH (C pyK U HOT)
M TPYIHBIX JIEKTPOJIOB (C JEBOH MMOJIOBHHBI IPYJHOH KIICTKH
Ha MPaByIo0)

Figure 2 — Electrocardiogram recorded after complete
relocation of the electrodes on the limbs (arms and legs)
and the chest (from the left to the right half of the chest)

Y3U opeanos 6piownot nonocmu: PeakTHBHBIC H3MECHEHHE
B nneuenu. Cunapom Kaprarenepa.

Cnupomempus: Ha MOMEHT HCCIICIOBAaHHA B TIOKOE TIOKa3a-
Tenu (PyHKIMM BHEIIHETO IBIXaHWS B MpeHesiax BO3PacTHOM
HOpMBI. HapyIieHne BeHTHIISIIMOHHON CITOCOOHOCTH JIETKUX
HE BBISBJICHO.

Jleuebno-ouacnocmuueckas 6porxockonus: JIByCTOpOHHUH
OTpaHMYEHHBIN KPYITHBIMH OpOHXaMH CEpO3HO-THOMHBIA H-
Jn00poHXUT B craguu oboctpenusi. Cunapom Kaprarenepa.
CocrostHHe 110CIIE T0OIKTOMHUU.

Komnviomepnas momoepagus opeanos epyOHol Kiem-
Kku: BpoxneHHbII mNOpok pa3BuTUs Jerkux. CHHIPOM
Kaprarenepa (pucynok 3). bponxoskrarmueckas O0Je3Hb.
PacnipocTpaHeHHble IMIMHAPUYECKHE, BapUKO3HbIE OpOH-
XO0JKTa3bl HIDKHHMX JOJeH o0omxX Jerkux (pucyHOK 4).
ObocTpenue B BHIE AByXCTOPOHHEH 049aroBO-CIIMBHON ITHEB-
MOHHHU HI)KHHUX JI0Jeit ¢ 2-X cTopoH. COCTOSHIE TOCe Ore-
pammn. JIoOG9KTOMUS CpeHeW IONH JIEBO PACIOIOKEHHOTO
MIPaBOTO JIETKOTO (PUCYHOK 5) C HANHYNEM BapHUKO3HBIX CET-
MEHTapHBIX OpOHX03KTa30B. [THEBMOCKEepo3 S7 neBo pacro-
JIOKEHHOTO TIPABOTO JIETKOTO (PUCYHOK 6).

OXO-KI': JlonoiHUTENBHAs XOpAa JIEBOrO KeIyJodKa.
ITonoctu cepana He pacuIMpeHsl. TOMMKMHA CTEHOK XKeTyno4-
kOB — B HopMme. CoKpaTuTebHas CIIOCOOHOCTh MHOKap/ia CHHU-
xeHa. Cepzle pacioiIokeHo CIpasa.

Koncynomayus JIOP epaua: XpOHWUYECKUA PUHOCHHYCHT.
Tyroyxocrs.

Koncynomayusa suookpunonoza: Jlnaraos: DHIEMHYECKUI
300 1 ct. benkoBo-aHepreTryecKkass HEAOCTATOYHOCTD, THITO-
Tpodus 1 cT.
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Pucynoxk 3 — B cpenocteHHOM peskume: 00paTHO
PACIIONIOXKEHHBIE CEPJILIe U OPraHbl OPIOIIHON 1OI0CTH
(me4eHs ciieBa, KeITyIOK CIpaBa)

Figure 3 — In mediastinal mode: reversed heart and
abdominal organs (liver — on the left, stomach —
on the right)

Pucynok 5 — CpennenoneBoit OpoHX JeBO
PacIoJIOKEHHOTO MPABOTO JIETKOTO B BUJIE KYJIBTH
(MeTamnueckas ckoba)

Figure 5 — Middle lobe bronchus of the left-located
right lung as a stump (metal bracket)

Koncynomayus cenemuxa: npuHAMas BO BHUIMaHHE YacTbIe
pEeIUIUBHUPYIONTIE OPOHXO-JIETOYHBIE 3a00IeBaHUs, 3ePKaITh-
HOE pAacIOJIOKEHNE BHYTPEHHUX OPraHOB, TyTOyXOCTh Hpel-
nonaraembiii iuardos: Cuaapom 3uBepra-Kaprarenepa.

Jlegenne: C 9 5eT eXeromHo Moiydvasia CTallHOHAPHOE Jie-
genue B HIIII/IX. B Bo3pacte 13 mer B Hayunom llentpe
xupyprud uM. A.H. CeiranoBa (r. Anmarbl, PecmyOnuka
Kazaxcran) mnpoBenena onepauusi: «JIoOskTomusi cpeaneit
JIOJIM JIEBO PACIIONIOKEHHOTO TPaBOTO JIerkoro». B mocneorne-
panroHHOM Tepuojie 3a0ojIeBaHle UMEIIO PelUANBUpYIOIIee
TCUCHUC, COIMTPOBOKAAIOMICCCA YaCThIMU ITU304aMU JAJIUTEJIb-

N
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Pucynok 4 — PacnipocTpaHeHHbIE HMIUHAPUYECKHIE
BapUKO3HBIE OPOHXO0AKTA3bl HIDKHUX J10JeH 000uX
JIETKHUX

Figure 4 — Generalized cylindrical varicose
bronchiectasis of both lungs’ lower lobes

Pucynok 6 — O6paTtHOe pacooKeHUE TPaXeoOPOHXH-
anpHOTO JiepeBa. Kynbrs cpeHenoneBoro OpoHxa JieBo
PAacIONI0XKEHHOTO IPaBoro jJerkoro. ITneBMockiepos S7
B POEKLIMH JIEBO PACIOIIOKEHHOTO IIPABOTO JIETKOTO
Figure 6 — Reverse arrangement of the tracheobronchial
tree. The stump of the middle lobe bronchus of the left-
located right lung. Pneumosclerosis S7 in the projection
of the left-located right lung

HOT'O Kalujisi ¢ THOMHOW MOKpPOTOM, C CHMIITOMaMH JIbIXaTelb-
HOW HEMIOCTAaTOYHOCTH. PeOCHOK HEOAHOKPATHO HAXOMMJIICS
Ha JICYCHUH B CTALMOHAPAX 110 MECTY JKUTEJIbCTBA.

B ycrioBusx cnennann3upoBaHHOTO MYJIEMOHOIOTHYECKOTO
ortaencuus HITT/IX pebeHok monyyan aHTHOAKTEPHAIBHYIO
Tepanuio (1epypOKCHM, MEpOIEHEM, OUCENTOoJ), MPOTUBO-
rpuOKOBBIN TIpenapar ((IyHOI), MHTAISIIHOHHYIO TEPaIvio
OpOHXOMWIATHPYIOIIMM CPEICTBOM (pacTBOp Oepoayaia),
MYyKOIUTHYSCKUME Tipenaparamu (duyumyimn UT, pactBop
JIa30J7IBaHa), OAHOYHBIA MacCax, PEHAKHBIA Maccax, IO3H-
LIMOHHBIN ApEHaX Ha TPYAHYIO KIIETKY.




Ned - 2023

Cayuaii uz npakmuxu

BpemeHHast IKa/Ia KJIMHAYECKOTro ciay4yasi cunapoma Kaprarenepa
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Pucynok 7 — BpemeHHas 1mIkana KIMHHYECKOTO Clydas HepBUYHON LUIHAPHON TUCKUHE3UHN Y peOeHKa

Figure 7 — Time scale of the clinical case of primary ciliary dyskinesia in a child

Pesyabrarel: [Ipaktuuecku ¢ paHHEro Bo3pacTta pede-
HOK HEOJHOKPAaTHO IIEPEHOCWJI DPECHHpaTOpHble HH(EK-
nun. Jnaruos «BIIP nmerkux. Cunapom Kaprarenepa» Obut
YCTAHOBJICH JIMIIL B Bo3pacte 9 JieT Ha OCHOBaHMM KIIMHU-
KO-JJa0OpaTOPHBIX W MHCTPYMEHTANBHBIX TaHHBIX. [103mHssA
[IOCTAaHOBKAa JMarHo3a M OTCYTCTBHE aJICKBATHOM Tepanuu
CIIOCOOCTBOBAJIM Pa3BUTHIO CTPYKTYPHBIX M3MEHEHHH JIerod-
HOW TKaHM C pa3BUTHEM OPOHXO03KTa30B. B Bo3pacte 13 ner B
Hayunowm [entpe xupypruu uMm. A.H. Cei3ranoBa npoBeeHa
omnepanusi: «JIo0IKTOMUS CpeiHel 1011 JIEBO PACIIONIOKEHHO-
TO MPABOTO JIETKOTO». B mocieonepaionHoM neproze 3a0o-
JIEBaHHE UMEJIO PELUIUBHUPYIOIEE TEUCHHE, CONPOBOXKIAI0-
11eecsl YaCThIMH JM301aMH JJIUTELHOTO Kalulsi ¢ THOWHOM
MOKPOTOH, C CHMITTOMaMH JbIXaTeIbHON HEIOCTaTOYHOCTH.

Oocyxnenne: IlpuBeneHHBIN MpUMep KIMHUYECKOTO Ha-
OrofieHUs TOKas3al CJIOKHOCTh AWAarHOCTHKH CHHApPOMa
Kaprarenepa, o0yCIIOBICHHYIO PEIKOCTBIO JaHHOTO 3a0o-
nesanust [10]. CormacHo naHHBIM 3apyOeKHBIX HCCIIEN0Ba-
HUH, CPEAHUH BO3pACT YCTAHOBJICHHUS AMArHo3a CHHIpOMa
Kaprarenepa B ctpanax 3ananHoit u Boctounoit EBporsr co-
crasisier 3,5 roaa, [IIJ] — B Bo3pacte 5,3 net. Ha cerogusmi-
HUU IEHb HE UMEETCS EAUHOro cTaHaapTa auarnoctuxu [T,
Hwnarno3 I111J] craBuTca Ha OCHOBaHUM XapaKTEPHOW KIMHU-
YEeCKOH KapTHHBI B COYETAaHUHU C pPe3yJbTaTaMM CHEeIUaIbHbBIX
uccienoBarnii [9]. B mpencraBieHHOM ciydae ¢ IEPBBIX
JIHEH JKM3HH y peOeHKa oOpalaeT Ha ce0s BHUMaHUE TIepCH-
CTHpYyIOIas PUHOPEs, TIOBTOPHBIE BOCTIAINTENbHEIE 3a00e-
BaHMS JBIXaTEIbHBIX IMyTel (OPOHXUTHI, THEBMOHNH), OTMeE-
YaJIUCh PEIHINBUPYIOIINE OTHTHI C Pa3BUTHEM TYTOyXOCTH B
paHHEM JeTcTBe. Situs viscerum inversus JHarHOCTHPOBAH B
JOIIKOIEHOM TIEPHOJE M B COYETAHNN C KIMHUYECKUMH JaH-
HBIMH, IMEIOIIIMH 9aCTO-PEIUINBUPYIOIINI XapaKTep Teue-
Husl, ObuT Bepuduuuposan cunapom Kaprarenepa. losmasis
U HECBOEBPEMEHHAasl JAWarHOCTHKAa MHOTOJHMKOTO CHHIpOMa
Kaprarenepa ¢ nepBUYHON NUIHAPHON JUCKUHE3WEH B CBS-
34 C HEIOCTATOYHOM OCBEIOMIIEHHOCTBIO Bpaueil IEpBUYHOTO
3BEHA M y3KHUX CIIECIHAINCTOB IPUBEIA K Pa3BUTHIO Y JaHHO-
ro pebeHKa HEOOPAaTHMBIX CTPYKTYPHBIX M3MEHEHHH JIeTod-
HOHW TKaHW. HacTopakuBaromumy npu3HakaMy 3a00JIeBaHUs
SIBISTFOTCSL  COYETaHHE XPOHWYECKOTO (PELUANBHPYIOIIETO)
PUHOCHHYCHTA C XPOHHUYECKHM INPOIYKTUBHBIM KalllIeM C
THOMHOM MM CIU3UCTO-THOMHON MOKPOTOH. DTH CHMIITOMBI
MOTYT CBHAETEIBCTBOBATh O PELUAUBHPYIOIIEM OPOHXHTE
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WM TTHEBMOHHHM M MOTYT MOTPeOOBaTh IOMOJHUTEIHHOTO
MeaumuHCcKoTo obcnenoBanus [3]. HecomHeHHO, HEOOXOM-
MO BHEAPEHUE U TPOBEACHHE MOJICKYJISIPHO-TEHETHIECKOTO
vccneaoBaHus nanueHToB ¢ nopo3penuem Ha [IJ[ ¢ uensio
Bepu(UKAIIMKM TUATHO3a M YCTAHOBJICHHS KOHKPETHOM TeHe-
THueckoil Gopmbl. Ha cerogHsmHuii 1eHb OTCYTCTBYIOT HC-
CJIeIOBaHMsI, yKa3bIBAIOIINE HA BOBMOXKHOCTH UCIIOIb30BaHUS
TCeHETUYECKOTO O00CIIEIOBaHMS JUIsl YCTAHOBJICHUS JHMArHO3a.
Bwmecte ¢ Tem, mpH HaIUYUKA TEXHUYECKUX BO3MOXKHOCTEH,
MPOBENICHIE TCHOTHITMPOBAHHUS [IEIECO00Pa3HO Y BCEX MaIu-
entoB ¢ III1/] [2, 9]. Hapsiny co cnenuanbHBIMU JUArHOCTH-
YECKHMMH METOJIaMH, MO3BOJISIONIMMH YCTAaHOBUTH JHUArHo3,
WCIONB3YIOTCSl PYTUHHBIE METOAbl HHCTPYMEHTAIbHOH U
na00paTOpHON TUATHOCTHKHU C IETbI0 OLCHKH U JUHAMIYEC-
CKOTO KOHTPOJISI COCTOSIHUSL PECTIUPATOPHON U CepAEUHO-CO-
CYHMCTOM CUCTEM, KOTOPBIE ONPEAETAT JaTbHEUITYIO TAKTUKY
BeneHus O6ompHBIX [9]. [Togxon B Tepanmu GompHBIX ¢ TTLJ]
JOJDKEH OBITh MYIBTHAVCHUIUIMHAPHBIM B CBSI3U C TIOIHOP-
TaHHOCTBIO MOPAKEHUH.

3akiaiouenue: IlpencraBieHHBIH KIMHHYECKUH CiTydai
HalJIHO JEMOHCTPHUPYET ECTECTBEHHOE TeueHue 3abole-
Banust I11IJ] y peOeHKa, MO3IHIO BepU(DUKAIIHIO IHArHO3a
«Bpoxnennsiit mopox pasButus jerkux. IIIJ[. Cungpom
Kaprarenepa», 4To CHOCOOCTBOBajO pa3BUTHIO B HCXOJC
ITIJ] HeoOpaTUMBIX OCIOXHEHHH CO CTOPOHBI JbIXaTeNb-
HOM CHCTEMBI — OpOHXODKTaTH4YecKoW Oone3Hu. B ocHoBe
KiInHu4eckux nposieaeHuit [1J] numeer MecTo BpoKIaeHHas
HECOCTOATEJIBHOCTh PECHUTYATOTO SHUTENHs IbIXaTebHON
CHCTEMBI, TI03TOMY peOCHKY HEOOXOANMO CHCTEMaTHYECKOE
JICYEHHUE U PETYISIPHOE MPOBEACHUE PeaOINTA[HOHHBIX Me-
poIpUsATHH, YTO OyleT CIIoCOOCTBOBATH MPOAOIDKUTEIBHON
peMHCCHN KIIMHUYECKUX MPOSIBICHUH 3a001eBaHMsI.

MHoroo0pa3ue KIMHUYECKHX MpOSBICHHH CHHIpOMa
Kaprarenepa, cioXHOCTh BepH(HUKaIUK NEPBUYHON IIHIH-
apHON NUCKWHE3WH Ha aMOyJIaTOpHOM YpOBHE TpeOyeT mpu-
CTAJIbHOTO BHUMAHHWS CIICIHANIICTOB TIPH OOCIICIOBAHHUU
JIETe!, CTPaJaONINX YaCTHIMHU PEIIUANBUAPYIOIINME 3a00JIeBa-
HUSIMU PECTIUPATOPHOTO TPAKTA B COYETAHUU C MATOJOTUSAIMU
Jop-opraoB. [Ipu cBOEBpEMEHHOM YCTAaHOBIIEHUU NPaBUIIb-
Horo aumarHo3a IILJI, cunapoma Kaprarenepa, agexkBaTHOM
KOHCEpPBAaTUBHOW TEPAIIMM BO3MOXKHO JOCTUYb 3HAYUTEIBHO-
TO YIYYIIeHHS 0OIIETr0 COCTOSHUS U IPEIOTBPATUTH Pa3BUTHE
CEPBE3HBIX OCIIOKHEHUHN U NMHBAJIUAN3ALUH.
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