YKPQTHCBKUI XKXYPHOA HEPPOAOTTT TO AIQAIZY

N24 (48) 2015

LLIkoaa HedpoAaora

ITocunoloTh Teparito CynmyTHbOI maTosorii. JIlikyBaHHS
BBBaXa€ThbCsI €(DEKTUBHUM TPU YCYHEHHI KIiHIYHUX
MPOSIBiB Ta HETAaTUBHOMY Pe3y/IbTaTi MiKPOCKOMIYHOTO
JOOCTiIXKeHHs Ha rpubu. OKpeMi peluni€eHTH HUPKO-
BOTO TpaHCIUIaHTaTa MOTPEeOYIOTh MPOMUIaKTUYHOTO
3aCTOCYBaHHS MPOTUTPUOKOBUX areHTiB.
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THE COMBINATION OF KARTAGENER SYNDROME WITH FOCAL SEGMENTAL
GLOMERULOSCLEROSIS: CASE REPORT
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CeeMEeHMApPHbLIL 2A0MePYAOCKAEPO3, HePPOMUHECK UL CUHOPOM, 0OPAMHOE PACNOAOICEHUE GHYMPEHHUX OP2AHOE.
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Pe3iome. Cundpom Kapmaeenepa - o0na uz gpopm nepsuuHoll yuauaprou OucKuHe3uu, 0COOeHHOCMbio KOMopoil

a615emcesi 00pamHoe PACHROAONCEHUE HYMPEHHUX 0P2AH08 UAU OeKCMPOKapous ¢ nopajxyceHuem ObiXameavHoll cucme-
mot. Couemanue enomepyronegpuma ¢ Cunopomom Kapmaeenepa ecmpeuaromes peoko, 4mo u NOCAYICUAO NPULUHOTL
onucanus 60abHoU ¢ cunopomom Kapmaeenepa u (poxkarbHo — ceeMeHmapHbvim 210MepYAOCKACPO30M, HAOA00asUasCs 6
KAUHUKE UHCmumyma.

Summary. Kartagener syndrome - a form of prima-
ry ciliary dyskinesia, which combines situs inversus totalis
or only dextrocardia with the defeat of the respiratory sys-
tem. The combination of glomerulonephritis with Kartagen-
er syndrome is rare, and that was the reason for describing
a patient with Kartagener syndrome and focal - segmental
glomerulosclerosis observed in clinic.

Koaecank MukoJa QuekciiioBuy
director@inephrology.kiev.ua
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BCTYIIVIEHME. Cunapom Kaprarenepa (omgHa
3 ¢hopM MEepBUIHON ITUJIMAPHOM TUCKUHE3NU) — 3TO
HacJIeACTBeHHOE 3aboJieBaHKe, ¢ HapylleHrueM (hyHK-
I MEpLATEJIbHOTO 3TUTEIUs CIU3UCTOM pecrmpa-
TOPHOT'O TpakTa, MPUBOASIINI K MX HETIOIBUXHOCTH,
Pa3BUTHUIO XPOHUUYECKOTO BOCTIAIMTEIBHOTO TTpoliecca
B BEPXHUX M HIDKHUX OT/eIaX PECIIMPATOPHOTrO TPaKTa
[1]. CuHapOM OTHOCHUTCS K HacJleACTBEHHBIM 3a00J1e-
BaHUSIM C ayTOCOMHO-PEIECCUBHBIM TUIIOM HacJIe0-
BaHus. [l Hero xapakTepHO coyeTaHWe OOpPaTHOTO
pacroJioXkeHUs BHYTPEHHUX OpraHoOB (situs inversus),
Hanuyme OPOHXO3KTa30B U cCMHYcUTOB. Hepenko 00-
HapyXWBAIOTCI U IPyrre aHOMauK pa3BUTHS (TTIOPOK
cepllia, pacileJrHa BepxXHero Heba, ryosl u T.4.) | 2].

CuHIpOM HWIMAPHOW JMCKUHE3MU OBbUI BIIEp-
Bble onucaH B 1902 roay A.K. 3uBeptom [11], onHako
ToJIbKO B 1933 rony, Manec KaprareHep mpeanioxui
paccMaTpuBaTh 3Ty KJIMHUYECKYIO TpUady KakK BPOXK-
OeHHbI cuHapoMm [10], KOTOpblil BHOCIEACTBUU U
cTajl HOCUTD €T0 UMsI.

CoracHO CTaTUCTUYECKUM JTAaHHBIM, CUHIPOM
Kaprarenepa Bctpeuaetcs ¢ yactoroil 1 Ha 20-40 TbIc.
HaceneHus [16]. I3MeHeHUsI CTPYKTYpbl MeplaTelb-
HOTO 3TIUTENNUS B TTOJTHOM Mepe OOBSICHSIIOT pa3BUTHE
XPOHMYECKOTO BOCIAJICHUST B IBIXaTEIbHOW CUCTEME:
HapylleHue ApeHaXHON (YHKIMU PEeCHUYEK MPUBO-
JIUT K 3aCTOI0, MHOULIMPOBAHUIO CONEPKUMOTO OPOH-
XOB Y MEPCUCTEHIINN BOCITAJIUTEILHOTO TIPoIlecca, YTo
B JaJIbHENIIIEM IMPUBOINT K Pa3BUTHIO XPOHUUYECKOTO
OpoHxuTa, OPOHXO3KTAa30B U (POPMUPOBAHUIO ITHEB-
MOCKJIEpO3a.

JuarHoctuka Tpuanbl KaptareHepa He mpea-
cTaBlisIeT 0coOBIX TpyaHocTeil. CUHAPOM Ne0ITHpYyeT
B paHHEM JETCKOM BO3pacTe, KaK IMpaBujIo, Ha (GoHe
OCTpOi pecnupaToOpHON BUPYCHON WHMEKIUU, OC-
JIOXKHSTIOMIENCS TIEPCUCTUPYIONTUMU OPOHXUTAMU, CH -
HycuTaMu, otuTamu [12].

PentreHosornyeckoe MccieqoBaHWE OPTaHOB
TPYIHOM KJIETKU NEMOHCTPUPYET HEKCTPOKApAMIO U
MPU3HAKU XPOHUYECKOT0 OOCTPYKTUBHOTO 3abo0JeBa-
HUS JIETKUX C OBICTPBIM (DOPMUPOBAHUEM SMGBU3EMBI.
IIpu 6poHxorpaduu AMarHOCTUPYIOT pa3iuvyHbIEC U3-
MEHEHUS: OT AedopMuUpylolero OpoHxuTa 10 OpoOH-
XO03KTa30B. YJIbTPa3BYKOBOE MCCIIeTOBAHME TO3BOJISIET
MOATBEPANTh HAJIWYKME TPAHCIO3UIIMK BHYTPEHHUX
opraHos [6].

TskecTh COCTOSTHUS OOJIbHBIX OMpPeNessieTcs cTe-
MEeHbI0 XPOHUYECKOM TMITOKCeMUU. [Tl TMarHOCTUKU
WIMAPHOW TUCKWHE3UU TpedyeTcss Mopdosiornie-
cKkasli BepudUKaIMsg CIU3UCTON 000J0YKM OpoHXa C
MOCJEAYIOIIUM TIPOBEICHUEM 3JIEKTPOHHOM MUKPO-
ckonuu [19].

OO0beM JieyeHUs 3aBUCUT OT KJIMHUYECKUX IpPO-
seiaeHuii. [IpodunakTuka M JiedeHUE XPOHUYECKON
MHMEKIIUM BKJIIOYAET KOMILIEKC MEpPOIPUITHI 10
MOJIeP>KaHUIO TIPOXOAMMOCTH JIbIXaTeJbHBIX MyTel U
aHTHOaKTepuaabHylo Tepanuio[15]

KIIMHUYECKUM CIYYAU. Bonbhas M, 25
net, B 2014 rony nmoctynwia B KIMHUKY ['Y «MHCTH-
TyT Hedposorun HAMH VYkpaunbl» ¢ xanobamu Ha
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OTEKU HIKHUX KOHEYHOCTe#, c1aboCTh, OMABIIIKY B
COCTOSTHUE TIOKOSI, TTIOCTOSIHHBIN BJIQXXHBIN Kallledb ¢
TPYAHOOT/IEJISIEMON MOKPOTOM.

AHamHe3: cuHapoMm KaptareHepa BrnepBbie ObLI
ycTaHOBJIEH B 3-JieTHeM Bo3pacte. B 1995 rony npo-
M3BeJeHa To3TanHas dKCTUprauus O0poHxoB S5 S8-
10 mpaBoro nerkoro u S 4-5 S7-10 cnea. JleueHue u
JNUCITaHCEePHOE HAOII0IeHUE TTO TOBOAY XPOHUYECKOTO
OOCTPYKTUBHOTO 3a00J€BaHUST JIETKUX OCYIIECTBJISI-
snack B Hukonaesckoii OKJI.

C okTs160ps 2014 roga nosIBUIUCH OTEKU HA HUXK-
HUX KOHe4YHocTsX. [Ipu oOciemoBaHUM BBISIBICH
HedpoTUYeCKUil cuHapoM (0OLIMI OeIOK KpOBU —
54 r/nm, XojaecTepuH KpoBU — 7,6 MMOJb/I, Cy-
TOUHasI MmoTeps Oejika ¢ Mo4Yoil — 6,5 T); CKOpPOCTh
kny6oukoBoit cdunprpanuu (CK®P) cocrasnsma —
104 mn/mun/1,73 m? (CKD-EPI).

Pe3ynbraThl cepoioTMYECKUX MCCIIeNOBaHUI Ha
HaJINYKMe BUPYCHBIX TeNIaTUTOB, TyOepKyJie3a — OTpH-
arejabHbie. BpenHbie puBbIUKY oTpuiiana. bepemeH-
HocTelt He ObL10. OTMevalia ajepruio Mo TUITY Kpa-
MMMBHUIIBI HA BUTaMUHBI TpyIinbl B, C, tekapcTBeHHOE
cpenctBo «Kporai».

OOBEKTUBHO: O0IllEe COCTOSIHUE CPelHEel Tske-
CTH, TIOJIOKEHKE B TIOCTEJIM aKTUBHOE, YIOBJICTBOPH-
TEJBbHOrO MUTaHus, BeC — 54 kxr, poct — 160 cm, UMT
— 21 kr/m2. 3eB cierka runepeMUpoBaH, KOXKHBIE MO-
KPOBBI 0JIETHO-PO30BOTO 1IBETa, MepubeprudecKue
JIMMQOY3JTbI He YBEIUYEHBI.

[luToBUaHAST U MOJIOYHBIE XeJie3bl MPU Tajlb-
nanuu 0e3 ocobeHHocTelt. I'pynHas kietka nedop-
MMpOBaHa, BU3YaJU3UPYIOTCS TOCIeoIepallioHHbIe
pyOLbI ¢ 00euX CTOPOH, ydyacTHe B aKTe JbIXaHUS
cumMmeTpuuHoe. Y[ 22 B MUHYTY, MEePKYTOPHO Jie-
TOYHOM 3BYK C KOPOOOYHBIM OTTEHKOM, YKOPOYEH C
00eunx CTOPOH, JbIXaHUE PAaBHOMEPHO-0CIa0JeHHOE,
BBIIOX YIUIMHEH.

[Tpu dbuszukanbHOM OOCAEAOBAHUU CEPACYHO-CO-
CYIVCTON CUCTEMBI CEPIEUHBI PUTM BBICTYIIUBACTCS
C MpaBO#l CTOPOHBI, TOHBI TIpurymeHsr, AIl — 100/70
MM PT.CT., IyJibC 70 ynapoB B MUHYTY.

KuBor Mmsarkuii, 06e3007e3HeHHbINA. [leyeHb He
BBICTYIIaeT U3-Moa Kpasi pedepHoil ayru. Cene3eHka
He yBeJiMueHa. BeIpaxkeHHBbIe OTeKM HMXKHUX KOHEY-
HOCTE 1 MOSICHUIHOM 00J1acTH.

CyTouHbIil 1uype3 okoso 800 mi.

KiauHuveckuii aHajn3 KpPOBU: TeMOTJIOOMH —
138 r/m; sputpountsl — 4,85x 10°/MM?; reMaTOKpUT
— 42,8 %, neiitkouuthl — 6,4x10°/MM3; TpPOMOOLIUTHI
— 303x103/Mmm3; rpanynouuthl — 60,2%; MOHOLIUTHI —
2,8 %; mumdouutsl — 37%; COD — 7 mm/4ac.

buoxuMuueckuii aHaiau3 KpPOBU: MOYEBMHA —
3,95 MMOJIB/IT; KpeaTUHUH — 82,5 MKMOJIb/J; OOIIMit
omnmupyouH — 7,11 Mxmonw/1; AnAT — 16,9 En/x;
AcAT — 21,6 En/n; obmmii 6emok — 52,7 1/7; aib-
oymmH — 25,1 1/m; Tmoko3a — 3,95 MMOJIB/JI; Kajb-
it — 1,94 MMoub/1; Kanuii — 4,6 MMOJIb/J1; HATPUI —
141 mmonw/n; LIPB — 7,54 Mr/n; oOmumii xoiecteprH
— 18,86 mmonb/a. CK® (CKD-EPI) — 85 mu/mun/
1,73 M2,
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OO0mumii aHaju3 Moyu: Koj-Bo Mouu 50,0 mui,
LIBET — COJIOMEHHO-KENThIN, ya. Bec — 1016, peakuus
(pH) — 9,5 enquHun, 6enok — 5,8 /71, TIOKO3a — He
BBISIBIEHA, PUTPOLUTHI — 4-6 B 1/3peHUsT — HEU3-
MEHEHHBbIe, 5-8 B II/3peHUs] — U3MEHEHHBbIE; KO-
LIUTBI — 6-8 B I1/3pEHUS; SIMUTEINIA: MIIOCKUIA — 3HaY.
KOJI-BO; TIEPEXOIHBIN — 2-3 B I/3peHUST; TTIOYCUHBI —
2-3 B 11/3peHusl.

CyrouHas roteps 6ejika ¢ Mouoil — 7,1 T/CyTKH.

Ceponoruueckue ucciaegopanust (HCV, HbsAg,
BUY/CITIN) — oTpuiiaTeIbHBIE.

OKI — puT™m cuHycoBbIii, npaBuibHbIA. YCC —
59 B MuHyTy, DOC — BepTUKaJIbHOE IOJIOXKEHUE.
T'uneptpodus ieBoro xeaynodyka.

V3U (opraHoB OpIOLIHON MOJOCTU) — 3€pKallb-
HOE pacIiojioKeHUe BHYTPEHHUX OPTaHOB.

PentreHorpacdust opraHoB rpyIHOI KJIETKHU: TTOKa-
3bIBACT HAJIMYME JIEKCTPOKAPIUU, PACITUPEHUE MEXKPE-
OEpHBIX MPOMEXYTKOB, COCTOSTHUE TTOCJIe OTIEPAaTUBHO-
ro BMellaTeIbCTBa, THEBMOCKIEPO3 (puc. 1) .

Puc. 1.

Cniuporpamma — peskoe Hapyiienue BDJI (BeH-
TWISSIMOHHAS (YHKUIMS JIETKUX) T0 CMEIIaHHOMY
TUTY C TpeobsiamanueM octpoi pectpukimu. ODBI
(00beM (hopCcUPOBAHHOTO BHIAOXA 3a MEPBYIO CEKYH-
ny)— 42 %.

IMpoBenena upe3KoxkHas MyHKIIMOHHasT Hedpo-
OUOIICUST MPaBOil TTOYKM: HA CBETOBON MUKPOCKOITMU
— B OuornTate KOpKOBOE BEIIeCTBO IMOYKW. B Mare-
puaie 12 ki1y604ykoB, 1- riio0ajbHO CKJIEPO3UPOBaH,
OOJIBIIIMHCTBO — CBETOONTUYECKU 0€3 0COOEHHOCTEM.
1 xiryboUeKk ¢ cerMeHTapHBIMU M3MEHEHUSIMU Ha Ka-
HaJlbLIeBOM MoJtoce (puc. 2) .

DTNUTEINi U3BUTHIX KaHAJBIIEB C OEJTKOBBIMU M3-
MeHeHMsIMU. B WHTepcTMIIMM o4aroBasi KJeTOYHas
nuHbwibTpauusi. KpoBeHocHble cocynbl 6e3 0coOeH-
HocTeil. ['mcroxumumyeckasi peakiimsi ¢ KOHTO-Kpac-
HBIM- OTpUIIATEIbHASI.

NmMyHodmoopeciieHTHas: ~ MUKPOCKOIMS: B
matepuaie 5 kiayooukoB. IgA (0), IgG(0), IgM(0),
kLC(0), ALC(0), Clq(0), C3(0), ¢dubpunoren (0).
Karmiu peabcopObumuy B LUTOMIA3ME SMUTEIUOLIMTOB
MMPOKCUMAaTbHBIX KaHAJIBIIEB.

Puc. 2. CermeHTapHbIe UBMEHEHMUS C are3ueil B 30He
TYOYJISIPHOTO ToJIt0ca KJyoouka. B nuToriazme anurtenus
MPOKCHUMAJIbHBIX KAHAJIbLIEB OIPEICIISIOTCs OeIKOBbIE
karui. LM K-peakumst ¢ JOKpackoii simep reMaTOKCHIIMHOM
(PAS). V8. x400.

Ha nonyronkux cpesax 7 kiyooukoB. 'BM He
YTOJIIIIEHAa, TTPOCBET KaNWLISIpOB He cyxkeH. KaHajb-
LIEBBII MUTEINI ¢ OCJIKOBBIMU M3MEHEHUSIMU. Enm-
HUYHbIE MEHUCTHIE KJIETKU B UHTePCTULIMU (puc. 3) .

Puc. 3. 'BM He yroJiieHa, MpocBeT KaluuIsIpoOB He CYKEeH.
DOIUTETNOIUTHI MPOKCUMATbHBIX KaHATBIICB
C THAJIMHOBBIMU KAIUISIMKM. B MHTepCTUIINY e IMHUIHBIE
MeHUCThIe KiIeTKH. [1omyToHKui cpes.
OKpacka TOJIyUIUHOBBIM CTHUM.
VB. x400.

Ha osnextpoHHO#t MuKpockomuu: auddysHoe
CJIMSIHUE MaJIbIX OTPOCTKOB, MUKPOBUJIJIE3HbIE U3Me-
HEHUsI, BAaKyoJM U JIMMMUAHbIE Karjad B LUTOILIa3Me
noaouuToB. IlnotrHas muactuHka 'BM He mpocma-
TpuBaeTcsl. DICKTPOHHO-TIIOTHBIC JEITO3UTHI OTCYT-
CTBYIOT (puc. 4) .
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Puc. 4. DnexrpoHorpamma. YB. x4000.

SAK/IIOYEHHUE: ¢dokanpHBI CcerMeHTapHBIA
TJIOMEPYIOCKIIEPO3, BApHAHT «tip lesions».

JleueHure: METUIITIPEIHN30JIOH B o3¢ 44 Mr (1 Mr/
KT) B TeueHne 12 Hemenb. Ha 12-if Henmenme OblIa mo0-
CTUTHYTA ITOJIHAsI KIIMHUKO-JIa00paTopHasi PeMUCCHUSI
(cyrounast mporeunypust — 0,32 1/cyt, odmmii 0eoK
KpoBu — 61,9 /1, anbOymuH — 36,2, X0J1eCTEpUH —
6,02 MMOJIb/JT) U HAYaTO CHIXKEHUE 10 %2 1036l (22 Mr)
M0 MHTCPMUTHUPYIOIICH CXeMe, ¢ HaJbHEUIINM CHU-
JKeHHUeM IT0 2 MT Kaxayto Hexenmo (11 Hengens). O6mas
IIATEIBHOCTD MMPpUeMa METIJIIIPETHN30JI0HA COCTABH -
na 6 mecsueB. CoxpaHsiach IOJIHAs KIMHUKO-1a00-
paTopHast peMHUCCHS.

OBCYXIEHME. B cratbe mpenctaBieH CIIy-
yait couetanmus cuHapoMa KaprareHnepa ¢ okaabpHO-
CerMeHTapHBEIM  TioMepyiockieposom  (DCIC),
OIOHOI M3 HamboJice pacIPOCTPaHEHHBIX (OPM IJI0-
MepyJaoHedpuTOB y B3pocabix [3, 4, 20, 22]. Ile-
peo HaMM CTajl BOIIPOC O BO3MOXHOI B3aMMOCBSI3H
MeXay 3TuMmu 3adoneBaHusaMu. Ssnsgercs mu OCI'C
BTOPUYHBEIM Ha (hOHE MEepCUCTUPYIOMeH MHOEKIINN
BEPXHUX IBIXaTCIbHBIX IyTedl M XPOHWYECKON TH-
nokcuu. B monb3y Bo3MoxHOM BropuaHocT OCI'C
CBUIETCIBCTBOBAIN IaHHBIC, KOTOpPBIE IIPOIEMOH-
CTPpUPOBAIN OYCHb HU3KOE CoepXKaHUe OKCHIA a30-
Ta (NO) mIn ero moIHOE OTCYTCTBUM B BBIIBIXacMOM
BO3IyXe Yy MaIMeHTOB ¢ cuHApoMoM KaprareHepa
[8, 14]. ¥V 300pOBBIX JI0JIeii OCHOBHBIM MCTOYHUKOM
B oOpazoBaHum >HAOreHHOTO NO SBISIIOTCS BepX-
Hue npixarenbHble myty [9]. [lpu aTOoM B monocTu
Hoca oOpasyetcs 6ojsee 90% NO, 50-70% xoropo-
ro ayTOMHTrajaupyeTcsd U momnanaet B jerkue [5]. Kak
O0bUTO HegaBHO ycTaHOBIeHO, NO SBIISIeTCS BasKHBIM
pPeryJIsiTOPOM ITOYCUYHOUM TeMOIUHAMUKU W TJIIOMEpY-
JIIpHOUM (PMIBTpAlUM, WHTUOMPYET TPAHCIOPT Ha-
TpUs U YBeJIMUYMBaeT ero 3kckpenuio [ 21]. JJokaza-
HO, 9TO IOYKU OYCHBb UYYBCTBUTCIBbHEI K CHIDKCHUIO
SHOOTeNNadbHOro cuHTe3a NO, HHU3KHE 03Bl KO-
TOPOTO CHIXKAIOT OUype3, HATPpUUype3 U IMOYCTHBIN
KkpoBoToK [13, 18]. To ecTb CHUKEHHE IMTPOMYKIINH
NO MoxXeT ObITh (haKTOPOM IIPOTPECCUPOBAHUS XPO-
HUYECKOM OO0JIC3HM MOYEK M, BO3MOXHO, Pa3BUTHSI
BTOPUYHOTIO TJIOMepYJIOHePpHUTa.

Cunapoma Kaprarenepa ¢ dokKarbHO-CceTMeH-
TapHBIM TJIOMEPYJIOCKIEPO30M, B JOCTYITHOM JIUTe-
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patype, onucaH HallMMM Kosuteramu u3 Mpana [17].
Taxke onmuchIBaJIM Clydyau couyeTaHusi cuHapoma Kap-
TareHepa C ME3aHTMOKaMWJIISPHBIM TJIOMepyJaoHedh-
putoM [7].

BBIBOJBbI. Takum o6pa3oM, aHaIU3UPYs AaH-
HBI KJIMHUYECKUI Cllydaik MOXHO JOIYCTUTh Pa3Bu-
THEe (POKATBHO-CETMEHTAPHOTO TJIOMEPYIOCKIepo3a
Ha ¢doHe cuHapoma KaprareHepa, a MpUYMHHO-Ha-
CJIEICTBEHHBIE ACCOIMALIMN TPEOYIOT NETaTbHOIO HC-
cJIeIOBaHUsI.
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