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KITMHUYECKUM CITYYAU CUHOPOMA NCEBAO - BAPTTEPA
Y PEBEHKA 11 MECALIEB

TarbaHa B. Mapwankunal, Hasryns T. XKaHy3sakosal, Anua I'. 3antoBa’

A0 «Hay4HbIV LleHTp NneguaTpUun U OEeTCKOM XUPYPrumny,
r. AnmaTbl, Pecnybnuka KaszaxcrtaH

Pestome

B cratbe onucaH knuHuYeckuiz cnyyan cuHgpoma nceepo-baptrepa (MCB) munu conbtepstowas dopma MB y pebeHka 11
MecsLeB ¢ MykoBucLmao3oM. MCH sBnseTcs ogHUM 13 CepbesHbIX OCIIOXHEHUA W B pside Cryyaes, SBASeTCA MaHudecTaumen
3abonesaHns MB ¢ BO3MOXHbIM NeTanbHbIM exopoM. ManudecTtupyet MNCE npenmyLLecTBEHHO Y AeTEN Ha MEPBOM TOY XM3HK,
XapaKTepuayeTcs runepcekpeLMen peHnHa, rnepanbAoCTePOH3MOM, HO 6e3 pasBUTIS apTeprarbHON TMNepTeH3UK B OTIIMYNE OT
UCTWHHOTO cuHOpoma bapTTepa, npu KOTOPOM NOTEpU COMel C NOTOM HOPMaribHble, HO HapyLUEH COMEBON OOMEH B MOYEUHbIX
kaHanbliax. XpoHM4Yeckas MnoTeps COnel ycyrybnsercs npy MOBbILEHHOM NOTOOTAENEHUM B Xapkoe BpeMs roga, npu
NIMXOPAZOYHbIX COCTOSIHUSAIX, PBOTE, ANapeun 1 HeJoCTaTOMHOM NOCTYMIEHUM HATpUS C NWLLEe. YacToTa faHHOro CHAPOMa cpeay
nauneHtoB ¢ MB no pgaHHbIM psiga aBTOpoB cocTaBnsieT 12-16%. HetunuuHas ans knaccudeckoro MB cumntomaTtika:
HapacTaloLlas runoToHMs, 3apepxka NpubaBkM WnM NoTepst Beca NMpu afexksaTHO nopobpaHHON [03e (PepMEHTOB, MOBTOPHbIE
CpbIrMBaHUS UM PBOTA, AMapes Unv 3adepxka CTyna, CBf3aHHas C Nape3oM KULIEYHWKA Ha (hOHE BMEKTPONUTHBIX HapyLIEHMIA
CO3aeT CepbesHble TPYOHOCTM [Ans guarHocTukm MB M npoBedeHWe pauuMoHanbHOW TepanuW, HEpeako NpUBOAMT K
KU3HEYTPOXALOLLMM COCTOSIHUAM, TPEOYHOLLMM NMPOBEAEHNS MHTEHCUBHOM Tepanuu, a MHoraa W Kk ObICTPOMY neTansHOMy UCXopy.

OcBeOMNEHHOCTb Bpayell W poauTeneil, KOHTPOMb YPOBHS 3MEKTPONMTOB NPWU MEpBbIX CUMMTOMax 3aboneBaHus
no3BoMsAOT ObICTPO MPOBECTM NPEBEHTUBHbIE MEPbl, HAMpaBMEHHbIE Ha pa3BuTME METAbONMMUECKUX HapyLeHuid ¢
nocnegyowmm npeaynpexaeH1eM KpUTUIECKOro COCTOSIHUS YTPOXAIOLLEro A/151 XN3HW pebeHka.

B cratbe npepctaBneH criyyaih aTUMWMYHOMO TeUYEHUs MyKoBMCLMAo3a y pebeHka Mmnapwero Bospacta. [lokasaHa, Ha
KOHKPETHOM NMpUMEpE, TPYAHOCTb AUArHOCTUKM JaHHOTO 3a60neBaHus.

VHdopmaums, npeactaBneHHas B CTaTbe MOMe3Ha ANS: HEOHATONoroB, NeaWaTpoB, Bpayeidl OOLWei npakTuku,
NyNbMOHOIOTOB, rAaCTPO3HTEPOSIONOB, ANETONOrOB.

Knrouesble cnoea: demu, Mykogucyudo3, 3MeKmpoIUMHbIe HapyweHus, Memabonuyeckul ankasnos.

Abstract

A CLINICAL CASE OF PSEUDO - BARTTER SYNDROME
IN A CHILD OF 11 MONTHS

Tatyana V. Marshalkinal, Nazgul T. Zhanuzakova?, Aliya G. Zaitova'

L AC «Scientific Center of Pediatrics and Pediatric Surgery»,
Almaty c., Republic of Kazakhstan

The article describes a clinical case of pseudo-Bartter syndrome (PSB) or a salt-wasting form of CF in an 11-month-old
child with cystic fibrosis. PSB is one of the serious complications and, in some cases, is a manifestation of CF disease with a
possible fatal outcom. PSB manifests mainly in children in the first year of life, is characterized by renin hypersecretion,
hyperaldosteronism, but without the development of arterial hypertension, in contrast to the true Bartter's syndrome, in which salt
loss with sweat is normal, but salt metabolism in the renal tubules is impaired. Chronic loss of salts is aggravated by increased
sweating during the hot season, with fever, vomiting, diarrhea and insufficient intake of sodium from food. The frequency of this
syndrome among patients with CF, according to a number of authors, is 12-16%. Symptoms atypical for classical CF:
progressive hypotension, delayed weight gain or weight loss with an adequate dose of enzymes, repeated regurgitation or
vomiting, diarrhea or stool retention associated with intestinal paresis against the background of electrolyte disturbances creates
serious difficulties for the diagnosis of CF and the implementation of rational therapy, often leads to life-threatening conditions
requiring intensive care, and sometimes to a rapid death.

Awareness of doctors and parents, control of electrolyte levels at the first symptoms of the disease allow you to quickly
take preventive measures aimed at the development of metabolic disorders, followed by the prevention of a critical condition of a
life-threatening child.

The article presents a case of an atypical course of cystic fibrosis in a young child. Shown, on a specific example, the
difficulty of diagnosing this disease.

The information presented in the article is useful for: neonatologists, pediatricians, general practitioners, pulmonologists,
gastroenterologists, nutritionists.

Keywords: children, cystic fibrosis, electrolyte disorders, metabolic alkalosis.
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Tyvingeme
11 AUNbIK BANAOA NCEBAO - BAPTEP CUHAPOMbIHbIH
KNMUHUKANDIK XXAFOAUDI

Tarbana B. Mapwankunal, Haaryns T. XKanysaxkosa', Anusa I'. 3auTtoBa’

! AK «lMepnaTtpums xoaHe 6ananap XMpyprusicbl fbisibiIMU OpTanbIfbly,
Anwmarbl K., KazakctaH Pecny6nukachbl.

Makanaga xac 6anaga uucTukanblk uOPO3ablH aTUNTi afbiMbl Typanbl XaFgan KenTipinreH.
AVarHoCTUKkanayablH KMbIHObIFbI HAKTHI MblCanga KepceTinreH.

Conkectik. Makanaga ncesno-bapTrep cuHapombiHbiH (MBC) knMHUKaNbIK xaFdaribl Hemece MykoBucumao3bl bap 11
annblk 6anagarbl Ty3abl xkoFanTy Typi cunattanfaH. [MCB MB-abiH_ayblp ackeiHynapabiH 6ipi 6onbin Tabeinagbl xaHe kenbip
XaFgainapaa eniMMmeH askrtanybl MymkiH. [CB HerisiHeH emipaiH, OipiHWi XbinbiHOarbl Gananapaa kepiHedi, PeHWHHIH
TMNepceKpeLnsicbiMeH, runepanbgoCcTepOHM3MMEH cunaTTanagbl, 6ipaK apTepusinbiK runepTeH3vs gambiMaigbl, WbiHaMbI
bapTTep cvHOpOMbIHaH aibipMalLbInbIFbl, Oy XaFdanga Ty3abiH, TEPMEH XOFanybl KanbinTbl, Hipak Ty3 anmacybl Oyiipek
TYTiKTEpiHiH, 6y3binbiCbiMeH 6alnaHbicTbl 6onbin Tabbinagsl. Ty3gapabiH, Co3biIManbl XofFanybl bICTbIK MaycbiMaa Tepreymi,
XOFapblnaybIMEH, OEHE KbI3yblHbIH KOTEPINyiMeH, KYCYMeH, AeapesMeH XoHe TaFaMHaH HaTPUMAIH, XeTKinikcia TycyiMeH
kywenepi. bipkatap asTopnapgblH nikipiHwe, MB 6ap Haykactap apacbiHga Oyn CMHAPOMHbIH, xuiniri 12-16% Kypangbl.
Knaccukaneik MB ywiH atunTik emec benrinep: yaemeni runoToHns, hepMeHTTEpPAIH aaeKkBaTTbl [03acbIMEH KeLikTipinreH
canmak Kocy HemMece canmak XofanTy, KautanaHaTblH peryprutaumus Hemece Kycy, Anapes Hemece NneKTponuTTik 6ysbinynap
(hOHbIHAA ileK mapesiMeH GannaHbICTbl HOXICTIH, ipkinyi MB auarHocTMKachiH KublHAaTadbl. ¥TbiMAbl TEpanusHbl Xy3ere
acblpy WHTEHCUBTI TepanusiHbl KaXeT eTeTiH emipre Kayin TOHLIPETIH KaFaannapra, kenge Tes eniMre akenegi.

Makanaga xac 6anagafbl MyKOBUCLMAO3AbIH, aTUNTi afbIMbIHbIH, XaFganbl Bepinred. bByn aypyabl AnarHocTikanayabiH,
KUbIHAbIFbI HAKTbl MbICana KepCeTinreH.

MakanaHbiH, Oyn aknapaTbl: HeoHaTomnorTap,
racTpOSHTEpPONOrTap, AMETONOITap YLWiH nangansl.

TyliiHdi ce3dep: bananap, Mykosucyudos, anekmpoaummik 6y3biibicmap, MemabosiukabIK ankanos.

byn aypyabl

neguatprnap, Xannbl Toxipubenik aopirepnep, NynbMOHoOMOrTap,
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BBeaeHue
Mykosucuuaos (MB) (Cystic Fibrosis) - camoe yactoe
MOHOTEHHOE TeHeTudeckoe 3aboneBaHue C CUCTEMHbIMU

pecnupaTopHOro  TpakTa,  ero  (hyHKUMOHAMbHbIX
napameTpoB U HYTpPUTWMBHOrO cTaTtyca OonbHbIX [5,7].
[10STOMY OCHOBHOE BHWUMaHWE KMWHULMCTOB BCE e

KNUHUYECKUMM NposiBReHnamMu. B ocHoe 3abonesaHns
NEXUT NOBbILIEHHAs BA3KOCTb CM3M 3K30KPUHHBIX Xenes
SMUTENMAnNbHOTO  MPOUCXOXAEHNS € 0OpasoBaHueM
cnuaucTbix npobok B WX npoTokax [1,2,3]. [aHHble
HapyweHus  00YyCnoBneHbl  FEHETUYECKON  MONOMKON:
MyTaumen B reHe MB ¢ nocnegylowum HapyLeHuem
paboTbl MYKOBWCL03HOTO TpaHcMemBpaHHoro
perynstopa nNpOBOAVNMOCTH (Cystic Fibrosis
Transmembrane conduct ance Regulator — CFTR). CFTR -
370 TpaHCcMemBpaHHbI Benok, KOTopbIN pacnonaraeTcs Ha
MOBEPXHOCTM  anukanbHOW MembpaHbl  3nuTenuanbHbIX
KNeTok M (DYHKLUMOHWPYeT Kak XnopHbln kawan [4,6]. B
pesynbTaTe HapyLLaeTCcs TPAHCMOPT aHUOHOB XNopa Yepes
MemOpaHy  kneTku, abcopbuws  KaTMOHOB  HaTpust
YBEMNUYMBAETCS, Bbi3blBasi MOCTYNNEHWE B KIETKY BOAbI W
0be3BoXMBas CnM3b Ha MOBEPXHOCTU  CEKPETOPHOrO
anuTenus. BoipabaTbiBaeMblil CEKPET CTAHOBMTCS MYCTbIM U
BA3kuM. HapywaeTcs paboTta MHOMMX OpraHoB, BKioYas
nerkme, KULWEYHWK, MNOMKENYAOUHYI0 Kenesy, mneyeHb,
MomnoBble OpraHbl W MOTOBbIE Xene3bl. THKECTb TeYeHMs
3aboneBaHns M €ro WCxogbl OMPEdEensoT COCTOsHWE

HanpaBneHO Ha OMpeAeneHue MOPaxeHUs nerkux u
KENMYOOYHO — KULIEYHOro Tpakta. BmecTe ¢ Tem BnusiHWe
MB Ha paboTy NOTOBbIX enea CBOAUTCH K PE3KOMY
MOBBILIEHMIO COMW B MOTE. XPOHWYECKME MOTEPU C MOTOM
HaTpUs W XIOPWAOB, COMPOBOXOAETCA  YBENMYEHWEM
peabcopbumn Hatpust M OukapObOHATOB B AMCTamnbHbIX
MOYEYHbIX KaHarbLeB B 0OMEH Ha MOBbILIEHHYID CEKPELINO
MOHOB Bogopoda u kanus [8]. Bce 910 nNpuBOAWT B UTOTE K
rynokanuemun 1 metabonuyeckomy auuposy. Mpu Takom
COCTOSHUM B PSAE Cry4aeB, MPEUMYLIECTBEHHO Yy AeTen
paHHero BO3pacTa, nepBbIMM KIMHUYECKUMM
nposenenmsmMn  MB  moryT  ObiTb  BblpakeHHble
3NEKTPONUTHBIE HapyLLeHns (rvnoxnopemusi,
TMNoHATPUEMMsl,  TWMOKanNMEMWs)  coueTallpe ¢
MeTabonnyeckum  ankanosoMm. JTum  nabopaTopHbIM
N3MEHEHMAM MPedLIeCTBYIOT aHOpPeKCcUs:, TOLWHOTa, pBOTa,
noteps Beca. [aHHas CuMMNTOMAaTKa OMMCHIBAETCH B
nuTepaType Kak CUHAPOM NceBao - bapTTepa n sBnseTcs
CEPbEe3HbIM  OCroxHeHneM MB, TpebylT 3KCTPeHHbIX
AMArHOCTUYECKMX U NeYeBHbIX MeponpusTUi,, OTCpOYKa
KOTOpbIX MOXET NPUBECTY K neTanbHomy ucxoay [9,10].
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TpaKTOBKa KITMHUYECKOTO  COCTOAHMA  BbI3blBaeT TepATb B BeCe, nepuoanyeckn noasnanacb HeobbsCHNMAS
6onbLune anarHoCTuyeckue TPyaAHOCTM U, KakK npaswuno, y pBoTa. Mama 06paTvu'|a BHMMaHMe Ha W3MEHeHne
TaKux neten [MarHocTupyrTca pasnuyHble XapakTepa CTyna: cTan 3rnoBOHHbIM, 6Gnectawmm. [pu

racTposHTeponornyeckne 3aboneBaHus C HasHaYeHWem
TPaOWLMOHHOW, Ans Takux 3aboneBaHwil Tepanuu, He
MPUBOAALIEN K 3HAYMMOMY U OIUTENBHOMY YITyYLLEHWHO
COCTOSHUS.

OnucaHne KNUHUYECKOrO crnyyas

B kauectBe unniocTpauun BbILLECKA3aHHOrO NPUBOANM
KMWUHUYECKUA NPUMEpP TPYOHOCTW OWarHOCTWKM CUHLpOMa
nceego — baptrepa y pebeHka 11 MecsueB, KOTOPbIA
Haxoguncs Ha oOcnemoBaHWM W NEYEHWM B  KIMHWKE
HayuHoro LlenTpa neguatpum v getckoin xupyprum (HUM 1
OX) r. Anmatbl ¢ guarHosom: MykoBMCLMAO03 CMeLLaHHas
hopma — ANEKTPONUTHBLIE HAPYLLEHUS BCAChIBAHUS Kamnus,
HaTpusi, xnopa) reHotun CFTR, c. 1175T > Gp. (Va1392
Cly)+c.2909 — 15 T > C, cpepHeTsikenoe TeyeHve, OH — 1
crenenu. Cunapom ncespo - baptrepa. MaHkpeaTnyeckas
HEeJOCTaTOYHOCTb, CpedHel cteneHn Tskectn. OCTpbIi
THOMHBIN OTUT. OcCTpbIn puHUT. BOH 2 ctenexn. AHemus
XenesogeuuuTHas 2 CTENEHN.

JKanobbl Ha MOMEHT AaHHOW rocnuTanM3auun Ha
HacMOPK C OBWMbHBIM BSA3KAM CIM3UCTBIM OTAENSEMbIM,
OTCYTCTBME anneTuta, OTCyTCTBME npubaBkn B Bece,
obuwyto cnabocTb.

M3 aHamHesa BblIACHEHO, 4TO pebeHok oOT 5
BepemeHHOCTY, NpeaLwecTBytowas bepeMeHHOCTb y Mambl
3aKoHYMrach 3amepLumm nnogoM. PebeHok [OHOLIEHHBIN.
Bec npu poxgenmm 3550 rpamm. Bckapmnueanue
cmelanHoe. Mpubaska B Bece J0 6 MecsLeB xopoLlas,
COOTBECTBOBaNia BO3PacTHbIM HopMmaMm. [lepBbii 3nu13os
3abonesaHus B 40 OHel, cONpPoBOXAANCS CUMNTOMATUKOM
pWUHATA, MPOBOAMIOCH  CUMMTOMATUYECKOE JleYEHME B
ambynaTopHbIX YCMOBUSX C MOMOXMTENBHOM KIMHUYECKON
puHamukon. MostopHein anusog OPBU — COVID 19 B
Bo3pacte 6 MecCAUEeB C KIMHWYECKUMU MPOSIBNIEHUSAMM
pUHATA C OTAENEHMEM BS3KOTO CEKpeTa Cepo3HOro
Xapaktepa W MOSIBNIEHWS ANWUTENbHOrO (2  Hedenu)
MasionpoAYKTMBHOrO Kawwns. [1poBogunoch AnuTensHoe
CUMNTOMATUYECKOE  NeYeHue. c 7 MecsLeB
HEeOAHOKpaTHbIE 3NN30Abl 0OMMBHON PBOTLI, Be3 NpU3HakoB
aHTeponatuu. B Bece pebeHok cTan TepsTb, BEC CHU3NMCA
¢ 7800 po 6600 rpamm (-15,4%). MosiBUnack aHopekcws.
MMpn NepBUYHON TOCIUTANM3aLMK MO MECTY KUTENbCTBA U
nabopatopHom obcnegosahum B OAK  ymMepeHHbIN
nemkouyntos  (11,7*10%n),  TpomboumTos  (469*10%n),
yckopeHHoe COJ (28 wmm/yac). Tpu  6GroxmMmmyeckom
obcrnenoBaHue  BbISBMEHbI  AMNEKTPONUTHbIE  HAPYLLEHNS:
CHWXeHus Hatpua go 119 wmmonw/n; kamus go 2,9
MMOMb/TT;  Kambuus [0 68 mmonb/n. B konporpamme
cTeatopes +Ht, Nevenne NPOBOAMIIOCH
CUMMTOMaTUYECKOE c Koppekxuven nUTaHus,
SNEKTPONUTHLIX ~ HapyLeHWd U 3aMECTUTENbHON
(hbepMEHTaTMBHO c npYMEHEHNEM hepMeHTOB
nogKenygouHow  xenesbl,  Tepanned. Ha  choHe
TPaAULMOHHOrO  FIEYEHWS  CTOWKOM  MOMOXUTENbHOM
OUHAaMUKM  He  ObImo.  OneKTponuTHble  MokasaTenu
HOpPManu30BbLIBaNMCb  KPaTKOBPEMEHHO, YMEHbLUMMACh
CTeaTopes, HO  COXpaHsfiacb YMopHas aHOpeKcus ¢
oTcyTcTBMEM npubaBku B Bece. Ha  nmpoTsxeHuw
nocregylowmx 3-x MecsUeB CocTosHue pebeHka Obino He
CTabunbHbIM,  yOepxuBanacb aHOpeKcwsi, MpOoAoIKan

Broxummyeckom obcnenosaHum BbISIBIEHb
SMEKTPONUTHbIE HAPYLLEHNS CO CHIKEHWeM HaTpus go 127
MMonb/m, kanms go 2,90 mmonb/n.  KoHcynbTMpoBaH
raCTPOSHTEPONOTOM MO MECTYy KWTEMbCTBA W AaHHble
KNWHUYEeCKne NpOsBINEHNS CBAi3bIBANM c
racTPOMHTECTUHAMNBHON SHTeponaTuen. Nevenue
npegycMaTpuBano  MCKMIOYEHWE  MOIMOYHBbIX  CMecen,
3aMecTUTENbHYl0  (DepMeHTaTMBHYI  Tepanuio €
npUMeHeHneM  PEpMEHTOB  MOMKENYAOYHON  Xenesbl
(kpeoHa), napeHTepanbHyL KOPPEKLMIO aneKkTponuToB. pu
MOBbLILEHNE  YPOBHEA  GMEKTPONUTOB  HECKOMbKO
ynyywanocb CoctosHue pebeHka, npekpaljanacb pBOTa,
HO CTOWKOW pemuccun JOBUTLCH He YAaBanocChb, YNOPHO
COXpaHsAnachb aHOPEKCHsl, B BECe CTOAN.

B 10 mecsues npu obcnegoBaHun B OOHOM W3
3apybexHbIx knuHuK (Typums, rocnutans baxyewwexup) npu
Buoxummyeckom obcnegoBaHnn BHOBb Obino obpalleHo
BHUMaHWE Ha CHWKEHWE YPOBHSA OCHOBHBIX 3MEKTPONUTOB:
HaTpWs, Kanus, KamnbLusi, MarHug.  OneKTpPOnuTHble
HapyLUeHWs HOCUMK CTOWKMIA XapakTep, COMPOBOXAANMCh
MNEpnpoTeMHEMUEN,  TunepansbyMUHEMUER,  PE3KUM
MOBbILLEHME YPOBHS MOYeBOM kucnoTel. B OAM HaobopoT —
BblsiBMEHA BbICOKAs KOHLIEHTPALMSA Kanus, HaTpus, MarHuns.
[laHHble M3MeHeHUst He COMPOBOXAANMMCb MPU3HAKaMM

OCTPOTO  WHEPEKLUMOHHOrO  mpouecca,  CUMMTOMamu
nopaxeHnem XKKT,  OpOHXOMEroyHOM  CUCTEMBI U
CHMKeHneM  yHkumM  noyek.  HecneumduyHoOCTb
KMMHWYECKON  KapTWHbl  MpefcTaBnana  CepbesHble
TPyOHOCTM B [WarHOCTMKe OCHOBHOTO —3aboneBaHus,
npveedwero K MeTabonuuyeckuM  HapyLIeHUsM.

lMnoxnopemuyecknin ankanos, obHapyxeHHbin npu KLLC
MOCAYXMN OCHOBAHWEM [N MPOBELEHUS TEHETUYECKOro
obcrnegoBaHmus ¢ Lenbio anddepeHunansHON JUarHoCTUKN
cuHgpoma  bapTTepa, kak  Hauboree  BeposSiITHOM
Tybynonatum  u ncesgo-bapptTepa. MocnegHwit
XapakTepeH B TOM YuCre M Ans MyKOBMCLMAO3a U CBA3aH C
HapyLUeH1eM (yHKLIMKA «XTIOPHOMO KaHamna» W «CUMHAPOMOM
noTepu conu.

leHeTnyeckoe obcnegoBaHne € CEKBEHMPOBAHWEM
BbISBMIO 2 MyTauuu B reHe Mykosucumugosa: c. 1175T >
Gp. (Va1392 Cly)+c.2909 - 15T > C . VIMeHHO BbisiBNeH1e
2 —X MyTauui B reHe MyKOBMCLMEOO3a B COYETaHMM CO
CTOMKUMMU 9NEKTPONUTHBLIMM N3MEHEHUAMM
(rvnoHaTpuemMuen, runokanuemuen, ruMnoXnopeMuen) B
COYETaHMM C MeTabonMyeckum auuao3oM  NOCHYXMIK
OCHOBaHWEM [N AMarHoCTUKM CUHOpPOMA MNCeBOo —
BapTTepa y gaHHoro nauueHTa.

B kruumky HUMM v OX pebeHok Bbin rocnutanuanposaH
B 11 MecsayHOM Bo3pacTe C xanobamu Ha OTCYTCTBUE
anneTuTa, nnoxyt npubasky B Bece, 3aNOXEHHOCTb HOCA,
Hacmopk. He nuxopagun. CamouyBcTeue pebeHka
MpakTMyeckm  He  cTpagano.  OMOUMM  XMBble.
BckapmnnBaHue 30HAOBOE, Tak Kak OT CaMOCTOSTENbHOrO
npuemMa nuwmM pebEHOK KaTeropuyeckn OTKasblBancs.
feduumt Beca k 3TOMy MOMeHTYy cocTaensn 29%, 4to
COOTBETCTBOBANO rMNOTPOtMN 2 CcTeneHn. 3aTpyaHEeHo
HocoBoe fbixaHue. [lpn TyaneTe Hoca obpalleHo
BHUMaHWE Ha BHA3KMIA, TPYOHO OTAENSEMbli CEepO3HO-
THOMHbIW  CekpeT.  BnepBble  NOSBUIOCH  FHOMHOE
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OTOENsiEMOE M3 HapyXHOTO CAyXOBOTO MPOXOAa CrhpaBa.
W3peaka noZxaLunumear. OusukancHble  AaHHble
obbekTmBHOrO ocMoTpa 6e3 ocobenHocten. Ctyn (Ha hoHe
npuema kpeoHa) 1-2 pasa, odopMneHHblin, 6e3
NaToNorn4eckux NPUMECEN 1 BUAUMON CTeaTopew.

B OAK 6e3 BocnanuTenbHbIX M3MEHEHNI, HO obpaLyano
Ha cebst BHUMaHWe CHUXeHWe ypoBHS remornobuHa go 107
r/n, C pJanbHeAWwWM ero CcHwkeHmem o 82 r/n wu
aputpoumtos 4, 5*10'2/n, ¢ ux cHuxkeHuem go 3,7*10'2/n.,
numdoumTos B npeaenax 77,7 — 65,4%.

lMokasaTenm  MOYEBWHbI,  KpeaTMHWHA,  Caxapa,
OunupybuHa, kanus, kansums, Hatpus kposu, ACT, AlTT —
B HOpMe

KL C komneHcuposaH. PH 7, 316; pCO2 39,4%; pO2 -
44 9%; Hatpuin 143 Mmmonb/n; kanui 4, 6 MMONb/N; KanbLMi
0,68 mmonb/n; xnopugs!l 108 Mmonb/n.

OAM ©6e3 natonorus. B konporpamme yMeHblLeHWe
crearopen 1o +.

B/X napameTpbl 3MEKTPOMMTOB Ha MOMEHT [aHHOM
rocnuTanu3aumu, ¢ y4eToM AnMTENbHO NPOBOAMMON paHee
pervgpatauuM 1 BOCMOMHEHWUS JedmumuTa Kanus, HaTpus,
KanbUus yaepKuBarMcb B MpeAenax (huanonornieckon
KOHLEHTpaLuK: HaTpui B npeaenax 136 — 140 mmonb/n;
kanun — 3,5 — 4,0 mmone/n; kanbuuid 2,4 — 2,7 MMOnb/n.
OpHako ocTaBanmMCb OYeHb BbICOKME NOKA3aTeNM MOYEBOM
KNCNOTbI C TEHAEHLMEN K CHKEHNIO — 619 — 472 MKMOTb/TI.

lMpoBegeH MOTOBbIA TECT Ha annapaTe HaHoAaKT.
Pesynbtar Tecta 70 mmonb/n (Hopma — go 60 mmonb/n,

norpaHnyHble 3HaYeHust - 60-80 MMOnb/N,
NOMNOXWTENbHBIN — > 80 MMONb/N).
BbisiBneHa nerkow CTeneHu TSKECTM

BHELLHECEKPEeTOpHas HeAO0CTaTOMHOCTb  MOLKenyao4uHOM
Xernesbl — B CTYNe CHUXEH YPOBEHb SHAOIEHHO 3nacTasbl-
1 8o 192 mr 3/r Hopma — > 200 mkr 3 /1). B konporpamme —
HeMTparnbHbIA Xup +.

PeHTreHorpamma opraHoB rpyaHoM KneTkn — NeroyHbIin
PUCYHOK Anddy3Ho YCUIeH, N30bITOYEH.
MHPUNbTPATMBHBIX  M3MEHEHUA  NEroYHOM TKaHU  He
BbISIBMEHO, CrpaBa CHWXEHWe aspaumu. Gonblie cnpasa,
KOPHM NErkX CTPYKTYPHbIE, HE PaCLUMPEHbI, CUHYCbl K
nneepa 6e3 0cobeHHoCTEN.

OKI' — vacToTa cepaeyHbIX cokpaileHuit 136. Putm
CMHYCOBbIA, NPaBUNbHbIA. [OBBILIEHNE  3NEKTPUYECKOM
aKTUBHOCTM MMWOKapZa npaBoro xenydodyka. HenonHas
Brokaga npaBoi HOXKK nyyka luca.

Neyenve NpOBOAMNOCH NPEUMYLLECTBEHHO
NaToOreHeTUYeckoe,  HampaBneHHoe  Ha  yhyulleHue
HYTPUTUBHOTO CTaTyCa, CaHaLUMio  O4aroB MHAEKLMN,
YNyYlEeHNE [OPEeHaXHON (yHKUMM OpOHXOB, KOpPEKLMIO

MaHKPeaTMYeCKoN  HELOCTAaTOMHOCTM,  MOAAepkaHue
anektporutHoro  GannaHca.  YuuTbiBas  COXpaHeHue
aHOPEeKCUM,  COXPaHANoChb  30HOOBOE  MUTaHWe ¢
ucronb3oBaHMeM  nedyebHoit  cmecn  «Neocarey.

MpoBoaunuCh KMHe3NTepanus, kak 0bs3aTenbHbIA aNeMeHT
YNyYLEHNs APEHaXHON (yHKuuM BpoHxoB. TyaneT Hoca.
MecTtHas aHTMbaKTepuanbHas Tepanusi C UCMONb30BaHNEM
NEeBOMWLIETMHOBBIX Kanenb M0 MoBOAY OCTPOrO THOMHOMO
cpefHero otuta. [ins ynyylweHus peonornyeckux CBOWNCTB
MOKPOTHI W YNYYLWEHUS ee [peHaxa — NynbMO3uM
WHranatopHo. [N KOppeKkuMn  naHKpeaTU4eckon
HEeJOCTaTOYHOCTM KPEOH B YMEPeHHbIX A03ax. Tak Kak Ha
thoHe paHee NPOBOAMMOMN napeHTepansHon

pervgpatauuoHHOW  Tepamm  ObimM  OOCTUHYTbI
(hM3MONorMyeckMe NokasaTens OCHOBHBIX 3MEKTPOMMTOB B
KpOBW, ANS UX NOALEPXKaHUS HAa JOMKHOM YpoBHE pebBeHOK
nepeBefeH Ha nepopanbHbIi NyTb BBEAEHWS Npexzae BCEro
kanus. O6LLen3BeCTHO, YTO OTKa3 OT AanbHELLEro npuema
npenapaTtoB Kanusi WM PE3KOE CHWKEHWe ero [O03bl
NMPUBOAWT K NEpBOHaYarnbHOM CUMNTOMAaTUKM 3ab0neBaHus
C pa3BuTUEM MeTabomnmMyeckoro ankanosa, Co CHWXEeHUEM
OCHOBHbIX 3MEKTPONUTOB — Kanus, HaTpus, 4TO COrMacHo
AHaMHECTWYECKAM  [aHHbIM  ucTopun  3aboreBaHns W
MpOCNEXNBAOCh Y HALLEro NauueHTa.

PesynbTatbl  06cyxaeHne

[aHHbIn npuMep NokasbiBaeT, YTO HECNELMUYHOCTb
KIUHWYECKON CUMMTOMATUKM MB CHWXaeT
HACTOPOXXEHHOCTb Bpayer 0BLLEN NpakTUKM 1 NeguaTpoB K
paHHon natomormm. C yyeTom xamnob, CBOMCTBEHHbIX
MOPaXEHN0 XEnyaoyHO — KULWEYHOro Tpakta pebeHoK
OnuTenbHoe  Bpems  Habnwopgancs M newancs Y
ractposHTeponora.  CHWXEHWe  YPOBHSI ~ OCHOBHbIX
9NEKTPONNTOB, PaCLEHMBANOCh Kak UCXO4 HEOQHOKPATHOM
PBOTbI, TOTAA KaK MMNOTOHWS, aHOPEKCUsl, NOTeps B BECE,
SBUIMCb  MCXOAOM  TWMOXIIOPEMUYECKOTO  ankanosa.
OkoHvyaTenbHass ~ Bepudukaums — guarHosa — crana
BO3MOXHbIM, Briarofaps reHeTuyeckomy obcrnefoBaHunio ¢
BbIIBNIEHMEM 2 —x MyTaumi MB.

OTM npumMepomM, Mbl 0bpallaem BHUMaHWE NeanaTpos,
Bpauyeit obLLEet NpaKTUKA Ha Takoe CepbE3HOE OCIOXHEHNE
MB, kak cuHgpom ncesgo — bapttepa. OcnoxHeHue
pegkoe, Ho cepbesHoe. Jliobon pebeHok mnaglwero
BO3pacta, Mpu HEOOBACHUMOM  TUNOHATPUAEMUYECKUM
00e3BoxMBaHMM TpebyeT 00s13aTeNbHOrO NabopaTopHOro
KOHTPOMNS! SMEKTPONUTHBIX HapYLLIEHUA CO CBOEBPEMEHHOM
aflekBaTHOW UMX  KOPpeKkuMen Ans  npedynpexgeHus
XKM3HEYrPOXatoLLMX COCTOSHUIN.

KoHepniukm uHmepecos: He 3asi8/1eH

Bknad aemopos:

Mapwankuha T.B. — Hay4Hoe pykosodcmeo, aHanu3 u
Hay4Hoe conpogoXdeHuUe cmambLU.

XaHysakoga H.T. — HanucaHue nepgoHayasibH020 mekcma
cmamau, paboma ¢ 8bINUCcKol ucmopuu 60e3HU.

3aumosa A.l'. — nod6op numepamypsi, 0bpabomka OaHHbIX,
nodzomoska pestome.

PuHuHCcupogaHue: VICMOYHUKO8 (DUHAHCUPOBAHUS Hem.
Mamepuan Ons 0anHol cmambu He nodasancsa 0ns nybnukayuu
8 Opyaue u3daHusi.
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