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IIcemo-Baprrep cuaapom (IIBC) manudecTupyer npeuMynieCTB€HHO HA IEPBOM rOAY KU3HH Y MAIU-
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BaeTCs C TOYKH 3PEHHs TAKeN0ro u omacHoro ocinosxkHenusa MB. C cungpomom Baprrepa ero poguut
TOJIHKO HAJWYWE XapPAKTEPHBIX 3JJIEKTPOJIUTHBIX HAPYUIEHWH: TMIIOKAJTHEMHUS M MeTa00IudYecKui
ankamnxo3. B kauectse minnrocrpanuu IIBC, kak Tsaxenoro ocioxxaenus MB, mpuBoasiero k reTaiasHo-
My UCXOAY, IPU OTCYTCTBUHY HEOOXOTUMOI Tepanuy IPUBOIUTCS ONMCAHNE HCTOPUY 00JIe3HN peOeHKa
6 mecsanes ¢ MB. Biarogaps BHeIpeHNIO IPOrpaMMbI MAaCCOBOT'0 CKPUHIHTA HOBOPOsKIeHHbIX HA MB,
IMATHOCTUKA 3JI€KTPOJIUTHBIX HAPYUIEHNH BO3MOYKHA yiKe B IIePBbIe MeCALbI SKU3HU. JTO HCCIIeI0BA-
HUEe JOJIKHO OBITh BKJIIOUEHO B IPOTOKOJ BegeHud nanueHToB ¢ MB. Tepanuro IICH Hago HaunHaTh
cpasy ske IIPU IIePBHIX IPU3HAKAX, B TAMKEJBIX CIyJasax, B cIydyae JINTEJHHOIO CTPAJaHUI MIOKa3aHa
HeMeIJIEHHA S TOCIINTANN3ANUA I 9KCTPEHHON KOPPEKIIUH 3JI€KTPOJNTHBIX PACCTPOHCTB.
Knrouesvie cnosa: myrxosucyudos, ncegdo-bapmmep cundpom, aieKmponumHubvle HApYuleHus, ZUnoKa-
AUeMus, MemabosuiecKuil aLKanios.

The Pseudo-Bartter’s syndrome (PBS) manifests in the first year of life in patients with cystic fibro-
sis. Being a life-threatening condition, PBS is considered as a severe and dangerous CF complication.
PBS is akin to Bartter’s syndrome with specific electrolyte disorders only, such are hypokalemia and
metabolic alkalosis. The case study of a 6-months-old baby with CF is given to illustrate PBS as a
severe CF complication, which can be fatal without appropriate treatment. Due to implementation
of the CF newborn screening the electrolyte imbalance may be diagnosed in the first months of life.
This test should be included in guidelines for management of infants with CF. Early treatment is
essential in the first signs of PBS. In severe cases and long-lasting suffering, immediate hospitaliza-
tion for urgent correction of electrolyte imbalance is required.

Key words: cystic fibrosis, Pseudo-Bartter’s syndrome, electrolyte disorders, hypokalemia, metabolic

alkalosis.

ITceBmo-Baprrep cumapom (IIBC) manumdectupyer
IPEUMYIIECTBEHHO Ha IEPBOM 'Oy KU3HU Y HAI[UEHTOB C
mykoBuciugosoMm (MB) u aBisgeTca KU3HEYTPOKAIOIITIM
COCTOSHUEM, ITIOATOMY PACCMATPUBAETCA C TOUKU 3PEHUA
TAKEJIOTo 1 ommacHoro ocioxxkHeHua MB [1], Tpebyiomiero
B OIIPeeJIEHHBIX CJIYyUasaX 9KCTPEHHOTO BMEIIaTeJ bCTBA.
C cungpomom Baprrepa ero poAHUT TOJIBKO HAJIUUUE
XapaKTEePHBIX BJIEKTPOJUTHBIX HAPYIIEHU: TUIOKAaJIN-
eMus U MeTaboJIWYeCcKHil ajiKajio3. BapTTep-cuHIPOM
o0ycsioBinen Hapymenumem Na+—K+—-2Cl-korpancomopra
B TOJICTOM CEeTMEHTEe BOCXOAAINeil uacTtu mersiu [eHie.
9To BeJleT K CHMIKEHUIO peadbcopOIiuu XJI0pUaa U HaTPU,
YBEJIMUEHUIO CEKPEIUU Kalusd B AUCTAJIbHOM WH3BUTOM
KaHaJblle meTJqu ['eHJe, YTO, B CBOIO OUYEpEenb, IIPUBO-
IUT K TOBBIMIEHWIO BHIPAOOTKYM DPEHWHA M BTOPUYHOMY
runepanbaecTepoEusmy [2]. B orawyme OT MCTHHHOTO
cuaapoma Baprrepa, k rpymnmne IIBC orHocsaTca 3aboure-
BaHUA, B KOTOPHIX €CTh TMIOKaJNEeMUA U MeTaboanue-
CKUIl aJKajo3 0e3 KaKoW-aub0 HaTOJOTHU IIOUYEUHBIX
kananbneB. [IBC pasBuBaercsa mpu MB, HeKOHTpoJu-
PYyeMOM UCIIOJIb30BAHUU MOUETOHHBIX CPEICTB, IIPU AUETE
C HUBKHUM COJepKaHUeM XJOPUAOB, IPU OYyIUMUU U
IIOBTOPHO!I HEYKPOTUMOI pPBOTE, IOHOCE U 3JIOYIOTpe-
O0neHnu ciabuteabHBIMU. HuU3KOe comeprkaHue XJIopuaa
B MOYe B 9TUX CJyYadX MO3BOJIAET HCKJIIOUUTHL MCTUH-
HBIll Baprrep-cunapom [3, 4]. Pazsurue IIBC npu MB,
IO-BUAMMOMY, IIPOUCXOAUT IIPU IIOTEPE COJIEH IPU IOBHI-
IIEHHOM IIOTOOTJEJE€HUU, KOTOPOEe MOJKET BO3DacTaTh
B YCJOBUAX Kapbl, IPU JUXOPATOUHBIX COCTOIHUAX,
IIPU HEJOCTATOYHOM IOCTYIJIEHUU COJU C MUIIEeH, yCyry-
0IAThCA TTOTePeli AJIEKTPOJIUTOB IIPU PBOTE, Auapee [5—T7].
B oTBeT Ha BO3pAaCTAIOINIYIO ITOTEPIO0 HATPUSA IMOBBIIIIAETCA
YPOBEHBb aJILOCTEPOHA, UTO BEJET K YBEJIUUEHUIO pead-
copOIMY HATPUA B AWCTAJBHBIX IIOUEUHBIX KaHAaJbIIaX
B O0OMEH Ha IIOBBIIIEHHYIO CEKPEIIWI0 MOHOB BOZOPOJA
u KaiudA. Pa3BuBaioTCA TUINOKAJIMEMUs U MeTaboauue-
cKuii ankanos3. OJHOBPEMEHHO NPOUCXONUT CHUMKEHUE
HaTpUA U XJIOpa, a aJKajl03 CIO0COOCTBYET Da3BUTHUIO

runokansiuemuu [3, 8—11]. OueHs 6b1cTPO HOPMUDPYETCA
MOPOYHBIN KPYr — I'HIIOKAJINEMUS yCYryOJseT aJaKaios,
a aJKajo3, B CBOIO Ouepenb, YCUJIHUBAET TUIIOKAINEMUIO.
T'unokanuemMusa cHUKaeT BBIPAOOTKY WHCYJIMHA, HE0O-
XOAUMOTO IJIs1 TOTpebJieHnsA Kaausa KiaeTKamu. dacrtora
IIBC ipu MB, o faHHBIM Pas3HBIX aBTOPOB, KOJIEOJIETCS
or 12 1o 20% [1, 12—-14].

JuarHocTuka COCTOAHUA JOCTATOYHO ITIPOCTA —
xXapakTepHas KJINHUYECKAs KapTUHA TUINOKAJINEeMUU —
HapacramoIas TUIOTOHUS, aHOPEKCU:d, 3aJep:KKa IIpPU-
0aBKU UJIU IIOTEPS Beca, MIOBTOPHbBIE CPBITMBAHUS U /MU
pBOTa, nAuapes WU 3aJepyKKa CTyJia, CBI3aHHAA C Iape-
30M KuilledHuka. JlabopaTopHO ompeneasioTcsa J0oe
coueTaHme 3JeKTPOJUTHBIX HapyIIeHuil (rumoHaTpue-
MU, THIOKAJIUEMUS, TUTIOXJIOPEMUS) U MeTa00TNUeCK Ui
ankano3. Heobxomumo wuckiaiouars IIBC y Bcex BHOBB
IUarHOCTUPOBAHHBIX 00JabHBEIX MB MiazeHuecKoro Bo3-
pacra, ocobeHHO Ha (poHe MHTEPKYPPEHTHBIX 3a00JeBa-
HUii. BaiXHO CBOEBpEeMEHHO BO3MEIIATh IIOTEPIO 9JIeKTPO-
JINTOB Yy MAIIMEHTOB C JKeJYJOUHO-KHUIIIeUHBIMUA PACCTPOI-
cTBaMu, 0OCOOEHHO B JKapKoe Bpems roga. [Iumry 60g15HOTO
MB uy:xHO 006s3aTeJbHO IOofcaauBaThb. Jleuenue IIBC
3aKJII0UaeTCs BO BBeJEHUU COJIEBBIX pacTBOPOB. B ciayuae
TsKesoro AeduiiuTa mpernapaTsbl BBOAATCS BHYTPUBEHHO
C IIepexoJOoM Ha NEePOPaNbHBIN mpueM. g KOPPEKIUU
TUNOKAJINEMUU KCIOJb3yeTcA Kauusa xJjgopuz. [asa BHY-
TPUBEHHOTO BBeJeHUsA ucmojbayercsa 4—7,5% pactsop,
nas mepopanabHoro mpuema — 4, 7,5 uwau 10% pacTBop
Kaausa xJjgopuzga. KoppeKinus TUIOKAJIUeMUU OCYIIeCT-
BJIAETCS C YYETOM CYTOUHOM IOTPEOHOCTHU OPpraHu3Ma 3710~
poBOro pebeHKa B KaJIuu U Je()UIINTA STOT'0 JIEKTPOJIUTA
y 6osibHOr0. OUTUMAJIBHO COUeTAHUE ITPUEeMa KaJIusd XJI0-
puma u KaaumiicoeperarInero JUypeTuKa BepOoIIIupoHa.
IIpomomKUTEeNbHOCTD JIEUeHUSI OYeHb WHAWUBUAYAJIbHA,
MOJKET COCTaBJAThH OT 1 Mec 0 roga u 6oJsiee. Kpurepuem
OTMEHBI SABJSIETCA CIIOCOOHOCTb YIEeP:KUBATh HOPMAJb-
HYI0 KOHIIEHTPAIUIO 9JeKTPOJUTOB B IJIadMe 0e3 JOI0JI-
HUTEJbHOTO UX BBEJEHU, a TaK)Ke HopMaJIbHas BecoBas




