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Acute Kidney injury as the onset of cystic fibrosis in a child of 1 year of age
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PaHHsAg TMArHOCTHKA MYKOBHMCIIHI032 OCTAETCS AKTYAJIbHO# MP00./1eMOii, HeCMOTPS HA MPOBOAMMBIii BCEOOIIMIT HEOHATAJIBHBIN CKPH-
HMHT. YHHUKAJIbHOCTD MPEICTABIEHHOT0 KIMHAYECKOro CJIy4ast 3aK/II0YaeTCs B HETUIIHYHOM Je0I0Te MyKOBHCIIMI03a Y PeOeHKA PAHHEro
BO3PACTA C NMPOSIBJIEHHIi OCTPOro NoBpeKIeHUs NoYeK. BHe3anHo pa3BuBLIeecs TsuKeloe o0lee COCTOsIHIE Y pedeHKa ObLI0 00yCI0B-
JieHo ocTpbiM noBpexaennem novek 111 craguu no TsokecTH (BbIPAXKEHHAs BSJIOCTh, AHYPHsl HA NPOTsKeHun 14 4, NoBbIlIEHNE KOH-
HEHTPALMK KPeaTHHHHA B KPOBHU 10 121 MKMOJIb/J1, CHIZKEHHE CKOPOCTH KIy00uKkoBoi ¢ubTpamuu 10 17,4 Mi1/MuH), 1eKOMIIEHCH-
POBAHHBIM META0OJMYECKHM AJIKAJIO30M C TUNOKaJHeMueii, runoHaTpuemueii, runokaisumemueii (pH 7,6, K* 2,6 mmonn/a, Na*
118 mmosn/x1, Ca** 0,96 mmoan/n, HCO,~ 35,5 mmounn/ ). Hab/monaembie HapymeHus: KHCJIOTHO-OCHOBHOTO COCTOSIHHS H 3JIeK-
TPOJMTHOrO 00OMeHa ObLIN 00YCJIOBJIEHbI PA3BUTHEM Y pedeHKa cunapoma ncesno-baprrepa. s npoduiakTHKI 0CTPOro noBpex-
JIeHHSI OYEK Y MAMEHTA ¢ MYKOBHCIMI030M BaXKHO CBOEBPEMEHHOE BO3MEIIEHHE JJIEKTPOJIUTOB U BObI B IEJIAX NMpeLynpeKIeHust
pa3BUTHS CHHIPOMA niceBa0-bapTTepa, 3KCHK03a M THIIOBOJIEMHH.
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Early diagnosis of the cystic fibrosis remains an urgent problem, despite ongoing nationwide neonatal screening. The unique-
ness of the presented clinical case lies in the atypical onset of cystic fibrosis in a young child with clinical manifestations of acute
kidney injury. The suddenly developed severe general condition in a child was due to manifestations of acute renal injury of the third
stage (severe lethargy, anuria for 14 hours, an increase in blood creatinine to 121 pmol/L, a decrease in glomerular filtration rate
to 17.4 mL/min), decompensated metabolic alkalosis with hypokalemia, hyponatremia, hypocalcemia (pH 7.6, K* 2.6 mmol/L, Na*
118 mmol/L, Ca** 0.96 mmol/L, HCO,35.5 mmol/L). The observed disturbances in acid-base status and electrolyte metabolism
were manifestations of the pseudo-Bartter syndrome. For the prevention of acute kidney injury in a patient with cystic fibrosis, timely
electrolyte and fluid management is important to prevent the development of pseudo-Bartter’s syndrome, exsicosis and hypovolemia.
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cekpeliny. B HacTosiiiee Bpemsi ¢ 1ieJibl0 paHHel auar-
HOCTUKHM 3a00JIeBaHUSI HCIIOIb3yeTCsl HEeOHaTaJIbHbIN
ckpuHuHT [1]. B Hamem HaOMOIeHWM MYKOBHUCIIMIO3
y pebeHKa TIepBBIX MeCSIEeB XKU3HU MaHUMeCTHpOoBa
CUHIPOMOM TIiceB10-bapTTepa 1 ocTpbIM MOBpEeXIeHUEM
moyek. JIMarHOCTMYECKW TOMCK TIPUYMHBI OCTPOTO
MOBPEXIEHUST TI04eK  OOYCIIOBMJI  HEOOXOIUMOCTh
WCKITIOYEHUSI pa3IMYHBIX COCTOSTHUI, B TOM YUCJIe TaKOM
TyOyJ0maTuu, Kak cuHapoMa baprrepa.

CormracHO JaHHBIM CTaTUCTHKKM B 40—79% ciydaeB
ocTpasi ToyeyHasi HeOCTaTOUHOCTb Y JeTeil OOYCIOB-
JIeHa TIpepeHaIbHBIMU TPUYMHAMU. YMeEHbIIeHUEe 00b-
eMa JKUAKOCTU B OpraHu3Mme (TUITOBOJEMUS) CIYXKUT
BaXXHBIM (DAKTOPOM PHCKa OCTPOTO MTOBPEXKICHUS IMOYEK.
YmMmeHbiieHue 3¢ @eKTUBHOTO 00beMa apTepualbHOMN
KPOBU MPUBOJIUT K CHIDKEHUIO apTePUATbHOTO AaBICHUS
W HapyHIeHUIO TTepdy3nn KU3HEHHO BaXKHBIX OPraHOB,
LIEHTpaIu3aliu KPOBOOOpAIEHUSI, CHUXKEHUIO TMovyeyd-
HOTO KpPOBOTOKAa C INYHTMPOBAHWEM KPOBU Ha YpOBHE
KOPTUKO-MeNyJIIpHOi 30HBI. [Ipy 3TOM B pesynbrare

POCCUVCKWIA BECTHUK MEPUHATOJIONMN U MNEANATPUM, 2023; 68:(4)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(4)

85




UIIEMUU ¥ TUTIOKCUU KOPTUKAJIBLHOTO CJIOSI TIPOVCXOANT
OTeK WMHTEPCTUILIMAIBHON TKAaHW W HEKPO3 KaHaJblIEB
moyek. BBIpaskeHHOCTh OCTPOTO TMOBPEXKICHUS TMOYEeK
3aBUCUT OT TSKECTH W JJIUTETbHOCTH COCTOSTHUS TEeTH-
JIpaTalliid, CBOEBPEMEHHOCTU BOCITOJIHEHUS 0ObeMa
LIMUPKYJIUPYIOIIEH KPOBM M HOPMAIU3allMU TMOYEUHOTO
KpoBoTtoka [2]. CocTostHrE TUTIOBOJIEMUHU U DJIEKTPOJINT-
Hble HapylIeHUs] ¢ MeTabOJMIECKUM aJIKaJ030M MOTYT
HaOII0IAThCs y MMALIMEHTOB ¢ CUHApOMOM bapTrepa.

CunnpoM baprrepa — Haciemyemoe 1o ayTOCOMHO-
pelieccCMBHOMY Tumy 3abojeBaHue, OO0YCJIOBICHHOE
HapylIeHreM peabcopOILnKM HATPUSI, Kalus W XJIOPUIOB
B TOJICTOM BOCXOISINEM KojieHe meTnu [eHie, xapak-
Tepusylolleecsl TUMOKaJlueMuel, TUMOHaTpUeMUeEH,
TUTIOXJIOpEMUEN, MeTabOTMIECKUM aJIKaJo30M, a TaKXKe
MTOJINYpUEH, TONMMOUTICUEN W THIEepPEeHUHEMUUYECKUM
runepanpaocrepoHnsmoM [3]. Ilpm sTom BaxkHOe 3Ha-
yeHne misgd auddepeHInaIbHON IUarHOCTUKNA CUH-
npoma bapTrepa ¢ BHEMOYEUHBIM TE€HE30M 3JIEKTPO-
JINTHBIX HapyIIeHWH WMeeT TOBBIIIEHHAsT SKCKPELUs
C MOYOW BJICKTPOJIMUTOB U TOJMypus. [Ipu cuHapome
nceBno-baprrepa, Habm0maeMoM y OOJBHBIX C MYKO-
BUCIMAO30M, M3HAYAIbHO (YHKIIMS TTOYeK He Hapy-
meHa. BaxHoe 3HaueHWe MMEIOT XpOHWYECKUE TOTepU
HaTpUs U XJIOPUAOB C TTOTOM, KOTOPBIE COMTPOBOKIACTCST
yBeJIMYeHNEeM peabcopOLmu HaTpus 1 OMKapOOHATOB
B IMCTAJbHBIX TTOUYEYHBIX KaHAJbIIaX B OOMEH Ha TTOBbI-
IIEHHYIO CEKPEII0 MOHOB BOIOPOAA Y KM, YTO TIPU-
BOIWUT K Pa3BUTUIO TUIIOKATUEMUN U META0OJUIECKOTO
ankano3a. OCHOBHBIMU KIWHUYECKUMU TPOSIBICHU-
SIMU CUHJIpOMa TiceBa0-baprrepa ciyxar Hapacraroias
c1ab0CTh, MOTEPsST amrmneTUuTa, MOBTOPHBIE CPBITMBAHMUS,
pBOTa, IUapes WIN 3afepkKa CTyja, CBI3aHHbIE ¢ Mmape-
30M KMIIIEYHHMKA, TTOTepst MacChl Teja. B TsoKenbIx ciy-
Yasx BO3MOXHO pa3BUTHE apUTMMU, TUITOBEHTWIISILIUMA
C TUTIOKCHEN W TUIepKalHMUel, LepeOpaibHbIX Hapy-
IIEHWI B BUE CYIOPOT, CTymopa. XpoHUJyecKast oTepst
coyieii MpM MYKOBHMCIIUIO3€ MOKET BO3pacTaTh WM3-3a
MOBBIIIIEHHOTO TMOTOOTAEIEHUsI B XKapKoe Bpewmsl roja,
MPU JIUXOPAZOUYHBIX COCTOSTHUSX, HEJOCTATOUHOM IOCTY-
TUIGHUMW UX C TIHUIIEH, yCyryOJsiThCsl MOTepei 2JIeKTpo-
JINTOB TIpU pBOTe, nuapee [4—7]. B oTaenbHbIX ciydasx
BO3MOXHO pa3BUTHE TSKEJON IeTUApaTallu, apTepu-
aJTbHOM TUTIOTEH3UHU C Pa3BUTHUEM OCTPOTO MOBPEKICHUST
ToYexK.

Knunuyeckuii cayyaii. [leBouka B Bo3pacte 5 Mec
MOCTyNua B IpueMHoe otaesneHue JleTckoit ropoackoit
o6oxpHUIBI Nel Ka3zaHu B TSDKEJTOM COCTOSTHUM C KJTMHM -
YeCKUMHU TIposiBIeHusIMU aKkcnKo3a 111 cremenu, octpoit
MOYEYHOM HEeIOCTaTOYHOCTH: BBbIpaXkKeHHasl CJIaboCTh,
OTKa3 OT eIbl U THThs, OTCYTCTBUE OUype3a Ha Mpo-
TsokeHUn 14 4. [1py 0ObeKTMBHOM OCMOTpe oOpalain
BHUMaHUe BBIpaXXeHHAsT BSIJIOCTh, CYXOCTh M OJIEAHOCTh
KOXHBIX TTOKPOBOB, CHUKEHHBIN Typrop TKaHe, 3amaie-
HUe OOJBIIOrO POTHUYKA, TJIA3HBIX 00K, TaXUKapIUsT
(JacToTa cepiaeuHbIX cokparieHuit mo 150—160 yu/MuH)
TIPY YaCTOTE AbIXaHUs 32 B MUHYTY, Ie(UIIAT MacCh TeJIa

KJINMHUYECKUE CJTYHAU

MeHee 3-To TiepleHTHIsT (Macca Tena 5,0 KT, pocT 65 cm).
IMogkoxxHast XX1poBas KjieT4aTKa pa3BUTa cj1abo, paBHO-
MepHo. JIumdaTtuyeckue y3iabl He yBeJlnWuyeHbl. Teoc-
JIOXKeHWEe TpaBWIbHOE, KOCTHO-MBIIIEYHAs] CHUCTeMa
0e3 maroyiorun. [Ipu3HaKoB nbIXaTeIbLHOW HemocTa-
TOYHOCTH, ayCKYJbTaTUBHBIX W3MEHEHUN B JIETKUX
He HaOmonanock. [lpy ucciaenoBaHUU cepaeUHO-COCY-
JIVCTON CUCTEMBI OTMEYaICh TAXUKAPAWS, TIPUTTYIIEH-
HOCTh CepIeYHBIX TOHOB. [Ipn ¢u3mKaIbHOM 00CEa0-
BaHUM XKUBOT MPaBUJILHON (DOPMBI, TTapeHXUMAaTO3HBIE
OpraHbl He YBEJTMUYCHBI.

Anamnes ucuznu. JleBouka OT IIepBOii OepeMeHHO-
CTH, TpOTeKaBIleil Ha (hoHe KOPOHABUPYCHON WH(EK-
muu COVID-19 Ha cpoke 27 Hem, OT TEPBBIX PONIOB
Ha cpoke 41 Hem TyTeM 3KCTPEHHOTO KecapeBa ceve-
HUS TI0 TIOBOIY 2KJIAMIICUM y OepeMeHHoil. Macca Tena
npu poxnennu 3050 r, mmuHa 50 cm. o 4 Mec Haxomm-
Jlach Ha CMEIIaHHOM BCKapMJIMBaHUU, TPYIHOE MOJIOKO
cocTaBiisio 2/3 cyToyHOro oobemMa KopMjeHUsI, ¢ 4 Mec
repeBefieHa Ha MCKYCCTBEHHOE BCKapMIJIMBaHME amar-
TUPOBaHHON cMechlo «HecTaxkeH» B TOJHOM 00b-
eme: o 150 mur kaxabie 3 4 ¢ HOYHBIM NepepbiBoM. He
ObLJIO yKa3aHWil Ha HaJu4yue CUHIPOMA CPBLITMBAHUS
y pebeHka. B 3-mecssuHOM Bo3pacTe mepeHeca OCTPhIit
OpPOHXUT, B KadyecTBe Teparnuu Tojydaja WHTAISIUN
C aMOPOKCOJIOM C XOPOIITUM 3P PEKTOM.

W3 anamnesa 3aboseéanus U3BeCTHO, UTO C 2-MecCsu-
HOTO BO3pacTa y JEeBOYKM HabOJofanach Iioxas Tpu-
6aBka Macchl Tenia (3a -1 mecsit — 700 1, 3a 2-i1 mecsii —
200 r, 3a 3-i1 mecsiir — 500 1, 3a 4—5-i1 mecsibl — 550 1),
C POXIEHUS KalIueoOpa3HbIil CTys 10 4—6 pa3 B CyTKU
C XKUPHBIM OsiecKoM. 3a 3 THS 10 MOCTYIJIEHUST B CTallM-
OHap y pebeHKa MOSIBUJIOCH pe3KOe CHIKEHME allTeThTa,
OTKa3 OT eJbl, BSJIOCTb, CHIDKEHHME AUype3a, TPU 3TOM
He OBIIO YKa3aHW Ha TIPeNIIeCTBYIOIIYI0 IHapelo,
pPBOTY, WCIOJb30BaHNWE KaKMX-JTUOO JIEKAapCTBEHHBIX
MperapaToB, BO3MOXHOE OTpaBJIeHUE.

Ilpyn mocTyruieHMH B CTAaMOHAp HAOTIOAANCH
KJIMHUKO-JTA00paTOpHbBIE TPOSIBIIEHUST OCTPOM ToYey-
HOI HEJIOCTaTOYHOCTU: aHypUsl Ha TIPOTSLKeHUU 14 4,
BbIpaXXEHHOE TTOBBIIIEHNEe KOHIUEHTpAllUM KpeaTMHWHA
B KpoBu 10 121 mxmonab/n (Hopma 18—35 MKMoOb/7),
MO4YeBUHBI — 110 11 MMmonb/1 (HopMa 1,8—6,4 MMoOITB/TT),
CHUXEHUE CKOpPOCTH KIyOOUYKOBOW (bUJIbTpallud —
no 17,4 mun/mun (Hopma 65—100 MiI/MHMH), COTJIacHO
KPUTEPUSIMHU IUATHOCTUKY OCTPOTO TTOBPEXICHUS MTOYEK
Takue mapameTpbl cootBeTcTBYIOT III cTtamnm mo TsoKe-
ctu [1]. Tlo naHHBIM MCCenOBaHUSI KUCIOTHO-OCHOB-
HOTO COCTOSIHUSI KPOBU BBISIBJIEH JIEKOMITEHCUPOBaH-
HBIE MeTabOJMUeCKUI aiKajlo3 ¢ TUIIOHATpUEeMUEH,
runokaneiimemueit: pH 7,5, K* 3,5 mmons/n, Na™ 120
mmosib/a, Ca’* 0,9 mmonb/n, HCO,~ 34,6 mmonb/n,
YTO He SIBIISIETCS XapaKTepHBIMU JIAOOPATOPHBIMU TIPH-
3HAKaMU OJINTOAHYPUYECKOM CTaauM OCTPOM TToYeu-
HOWl HemocTaToyHOCTU. B mensx nuddepeHumnanbHOM
MUArHOCTUKKM TIPUYMH OCTPOTO TIOBPEXAECHUS TOYeK
ObLIO TIPOBENECHO YIbTPAa3BYKOBOE MCCIIEAOBaHNE MOYEK
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M MOUEBBIBOMSIINX TyTeil I WCKIIOUEHUST TpU3Ha-
KOB HapylIeHUs ypOOIWHAMUKU, OKKJIO3UU TToYed-
HBIX COCYZIOB, MapeHXMMATO3HOTO 3a00JIeBaHUs TOYEK:
U3MEHEHUs pa3MepoB, CTPYKTYPhI MapeHXMMBI IMOYEK
He BbIIBJIEHBI. B 1abopaTopHBIX aHAIM3aX MOYU HAOJIIO-
Jajgach MUKporeMatrypust (Mo JaHHBIM MUKPOCKOTTUM —
8—10 B mosne 3peHUsT), HEe3HAYUTEJIbHAsI MPOTEUHYPUS
no 0,066 T/, B TIoCIeaylomeM — Tpexoasiast JeiHKo-
uTypus (1o TaHHBIM MUKpockomuu — 18—20 B moute
3peHust). Ckopee Bcero, 3TO CTajo pe3yabTaToM AUCTPO-
(pryecKkrx U3MeHEHU I B ITOYKAX TTPU UX OCTPOM TTOBPEXK-
nennu. [1o maHHBIM 00IIEro M OMOXMMUYECKOTO aHaIN-
30B KPOBM OBIIM MCKIIOYEHBI TaKWe MPUYMHBI OCTPOTO
MOBpPEXIECHUST TIOYEK, KaK TeMOJMUTHYECKasT aHeMWUsI,
CHCTEMHBI BOCHIAJIUTETbHBINA, B TOM YHUCjIe WHOEKIN-
OHHBIN, mporiecc. MccnenoBaHue ypoBHSI albOyMUHOB
KPOBU IIJIST BBISIBJIEHUST TIPEPEHATbHOM TOYeUHOM Helo-
CTaTOYHOCTH, OOYCJIOBJIEHHOW TUMOaIbOyMUHEMUEH,
He BBISIBWJIO OTKJIOHEeHWe OT HOpMbI (55,6 T/1). Kpome
TOTO, MPOBEACHBI JIEKTPOKapaAUOoTrpauIecKoe 1 yiabTpa-
3ByKOBOE€ MCCJIEIOBAHUS CEPILIA, IO Pe3yJbTaTaM KOTO-
PBIX MCKITIOYEHO CHIDKEHME MUHYTHOTO oObeMa cepiua
Kak elle 0JHa BO3MOXXHAsT IPUYMHA OCTPOTO TTOBPEXIE-
HUS TOYeK. YOeAUBIINChH, UTO OCTPast ToYeyHast HeIoCTa-
TOYHOCTh HOCUT TIpepeHabHBIN XapaKTep B pe3yJbTaTe
9KCHUKO3a W TUTTOBOJIEMUU, MBI TIPOBEIM WH(PY3MOHHYIO
tepanuio 0,9% pacTBOpOM HaTpusl XJIOpUAa IO JOCTH-
JKeHMsT HOPMOBOJIEMUM TOJI KOHTpoJeM nuype3a. Ha 2-e
CYTKU Teparuu obllee COCTOSTHIE pebeHKa 3HAYUTEIBHO
VAYYIIMIOCh, TIOSIBUJICS AaTlleTUT, KyIMUpOBaHbI TIPU-
3HAKW 9KCHKO3a, MTOYTH MOJTHOCThIO BOCCTAHOBJICH JINY-
pe3 (KMIOKOCTh BHYTpb M mapeHTepaibHo — 1000 mur,
cyTouHblii muype3 — 600 wmur). [lo maGopaTopHBIM
JIaHHBIM, YPOBEHb KpEeaTWUHWUHA B KPOBU CHUBWICS
no 77 MKMOJIb/J, CKOPOCTb KJIYyOOUKOBOI uibTpa-
MY yBeauYmWjiach a0 27,5 MJI/MUH, HO COXpaHSIJIUCh
U3MEHEHUsT B BUIE JEKOMIIEHCHUPOBAHHOTO MeTabo-
JINYECKOTO  aJIkajo3a, TUIOHATPUEMUM, THUITOKaINe-
My u tunokambumemun (pH 7,6, K* 2,6 mmonb/m,
Na*® 118 wmwmomas/n, Ca?>* 0,96 wmmoib/1, HCO-,
35,5 w™mounb/n). TlpomomxkeHa wuHQY3MOHHAsT Tepa-
s 0,9%-M pacTBOPOM HATpUs XJIOpuaa C KOppeK-
nueit runokanuemMuu. Ha 5-e cyTku ynedyeHmst ymajaoch
B 3HAYUTEJNBbHOW CTENEHW KYIMHUPOBATh 3JIEKTPOJIUT-
Heie HapymeHus (K 4,3 mmonb/n, Na® 135 mMmounb/m,
Ca?" 1,04 mMosb/m), MeTabonmueckuii ankanos (pH 7,47,
HCO", 24,8 MMoIb/7T), HOPMAJIM30BaTh BOIHbIN GaaHC
(KUAKOCTh BHYTPb U MapeHTepaibHo — 1225 M1, cyTou-
HbIi quype3 — 877 mi). B itnHaMKKe HaOII01aI0Ch TAKXKE
yiydieHrue GuiabTpallMoHHON (PYHKIIMM TToYeK (KpeaTu -
HUH KpOoBU 48 MKMOJIb/JI, MOUYEBMHA 2,5 MMOJIb/JI, CKO-
pPOCTh KJIyOOUKOBO# (husibTpanivu 44,3 M/MUH).
JlanpHelimee oOcienoBaHue TpeOOBAJIOCH IO TTOBOIY
KIMHUYECKUX TIPOSIBJICHUIT  OeTKOBO-3HEPreTUUECKOM
HEIOCTaTOYHOCTH TsDKeJiol cterreHn. HecMorpst Ha cb6a-
JIAaHCMPOBAaHHOE BCKapMJTMBAaHUE Ha TTPOTSIKEHUN TIEPBBIX
MecsIeB XW3HM, JeBOYKa IJIOXO MpubaBiisjia B Macce,

C POXIEHMS MMETUCh M3MEHEHUST XapaKTepa W KOHCH-
CTEHIIMU CTyjJa B BHUAE KalluiieoOopasHoro a0 4—6 pas
B CYTKM C TIPUMECHIO X1pa. B Komporpamme o6HapykeHO
conepkaHue HEUTPaTbHOTO XHUpa B TMTOBBIIIIEHHOM KOJTU-
YeCTBe, YTO YKa3bIBaJO HAa BO3MOXKHYIO HEIOCTATOYHOCTh
(YHKIIMY TIOIKeTyI0uHOM Kene3bl. C 1ebio 6oiee To4-
HOM OLIEHKU 3K30KPMHHOW (PYHKIIMU TIOMXKETyTI0YHOU
Kene3bl MPOBEACHO MCCIIeOBaHNWE TTaHKpeaTU4ecKoun
aJ1acTas3bl Kaja, ToJydyeH pe3yabrar 15 MKT/T, 4TO COOT-
BETCTBOBAJIO BBHIPAXXEHHOUW HEIOCTATOYHOCTH (DYHKIIUU
MOKETYIOYHOI >Kesie3bl. YJIbTpa3ByKOBOE MCCIIeI0Ba-
HUE TIOMKETYIOYHOM KeJie3bl He BBISIBIJIO M3MEHEHMUIA
(GOpMBI 1 pa3MepoB, OTMEYAJIOCh HAPYIIIEHNE CTPYKTYPHI
B BuAe IU(M@OY3HOTO TMOBBIIIEHUS 3XOT€HHOCTH TMapeH-
XUMBbI opraHa. M3BecTHO, 4To y nereii HamboJiee JacTou
MPUINHON HEIOCTATOYHOCTU (DYHKIIMM TTOMKETYTOIHOM
Kene3bl CIYXKUT HacJIeJICTBEHHOe 3a0ojieBaHUE MYKO-
BUCIMI03. HeoHaTabHBIM CKPUHUHT HAa MyKOBUCIIWIO3
y IEeBOYKM OBbIT TIPOBENEH ABaKAbI: MEpPBLIA pe3ybTaT
rnokasaJl TorpaHUYHOEe 3HAYeHUE, BTOPOil — 0e3 OTKIIO-
HeHui oT HOpMBI. C y4eTOM KIIMHUYECKUX TTPOSBICHUI
OCIKOBO-2HEPIeTUYECKON HETOCTATOUHOCTH  TSDKEJION
CTEeTIeHU B pe3yJIbTaTe HeIOCTATOUHOCTH (DYHKIIMH TTIOJKE -
JIYIOYHOM 3KeJle3bl, HapYIIEHWIl BOIHO-3JIEKTPOJUTHOTO
GaylaHca JUISl UCKJTIOUEHUST MYKOBUCIIUI03a PEOCHOK ObLIT
HampasjieH B JIeTCKyI0 pecIyOIMKAHCKYIO KIMHUYECKYIO
o6onbauily M3 PT nmna uccienoBaHusl XJIOPUAOB MOTa.
B pesynbrarte TPUKIOBLI MONTYYeHO 3HAYMUTEIBHOE TPEBBI-
meHue Hopmel — 92, 102 u, 115 mmonb/n. Ha ocHoBaHuu
PE3yIbTaTOB 00CIeIOBaHMSI peOeHKY ObLT BLICTABJICH AMar-
HO3: MyKOBUCIINIO3, IETOUHO-KUIIIeUHast (hopMa, TSKeJToe
TeueHre. XpOHMWYeCKas TMaHKpeaTUdecKasi HeIOCTaTou-
HOCTb TSDKEJION cTereH!. beTkoBo-aHepreTruecKast Heio-
craToyHoCTh 3-i crerreHu. CuHumpoM TiceBmo-baprrepa.
Octpoe mospexnenue modek III cramum, BoccTaHOBH-
TebHBIN nepuon. [1o ocHoBHOMY AuarHo3y pedeHKy ObLTa
Ha3HavyeHa MaToreHeTYeCcKast Teparusi: MUTaHKUe C TIOBBI-
IIEHHOW KaJOpUIHOCTBhIO M3 pacyeta 160 KKa/KT/CyT,
notaiusg NaCl, ¢ 3aMeCTUTENIbHOM 11eJIbl0 HeI0CTaTou-
HOCTH (YHKIMU TIOMKETYIOUYHON XKeJe3bl — MUKPO-
cepuueckne depmeHtel B goze 6000 ME/kr/cyr,
C JKEJUErOHHOMN LEeIbl0 — TIperaparbl YPCOAE30KCUXO-
JIEBOW KHUCJIOTBI U3 pacuera 15 Mr/Kr/cyT, KupopacTBO-
pumble ButamuHbl A (5000 ME/cyt), D (1500 ME/cyT),
E (25 mr/cyt), K (2 Mr/cyT), muist yydiieHust OTXOXIEHUST
BSI3KOII MOKPOTBI U3 JIbIXaTeJIbHBIX MyTel — WHTAISIAN
¢ IopHa30ii anbda 1 KuHe3uTepanus. Ha ambynatopHoM
aTarne oKaszaHWs MEIULIMHCKON TOMOIIU, TTOMUMO JVC-
MaHCEPHOTO HAOIIONEHUS MyJTbMOHOJOTOM U TeANAaTPOM
MO MOBOJY OCHOBHOTO 3a00JieBaHMSI, peOCHOK HYXKIAJICs
TaKXe B HAOMIOAEHUN HEe(POJIOTOM C PETYISIPHBIM KOH-
TposieM (PYHKIIUY TTOYeK B AMHAMUKE J0 TTOJTHOTO MX BOC-
CTaHOBIIEHUSI.

C uenpo mpodWIaKTUKU CUHApoMa TiceBno-baprt-
Tepa TMalMeHTaM C MYKOBUCLIMIO30M BaXXHO TTIPOBO-
JIUTh KOHTPOJIb YPOBHS 3JIEKTPOJUTOB KPOBU, OCOOEHHO
JETIM paHHEro Bo3pacTa, MpoMUIaKTUIeCK Ha3HayaTh
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npenapaT HaTpusl U3 pacuyera |—2 MMOJIb/KT/CyT B BUIIE
roBapeHHoi comu (1/5—1/6 yaitHO# JTOXKMA TIPUMEPHO
cootBercTByeT 15 Mmonb NaCl), coneBbIX pacTBOPOB,
MpeAHa3HAUYEeHHBIX A TepOpabHOM peruapaTalvi.
JleueOGHBIE MeponpUATHS CUHApPOMa TIiceBno-baprrepa
CBOIATCSI K peruapaTaiiid, BOCIIOJHEHUIO IeduIInTa
HaTpus, Kanusi, xjJopunoB. Koppekiusi Tumnokaiue-
MHU OCYIIECTBIISIETCS] BHYTPUBEHHBIM BBeneHueM 7,5%
pacTBopa XJopuja Kajiusl ¢ MOCTAeNyIolUM MePeXoaoM
Ha KOMOWHHMPOBAHHBINA, a 3aTeM IepOpabHBIN IMyTh
BBEJICHMS TP CTOMKOIW HOpPMAallU3alluM YPOBHST KaJust
M MCYE3HOBEHUU CHMIITOMOB TuUnokaiuemMun. Ilepo-
panbHOE BBeleHHME XJIOpUIa KaJausi BO3MOXHO TIPU CHU-
KeHUM KOHIIeHTpauuu kanus ot 3,5 mo 3,0 mmomib/i,
B OTCYTCTBME W3MEHEHUU Ha 3JIEKTPOKapArorpamMMme;
BHYTpMBEHHasl Tepamnusl T[OKa3aHa TIpW CHIDKEHUU
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Kongpauxm unmepecos:

Asmopbl danHoll cmambu hoOmeepoulu Omcymcmeaue KoH-
(haukma unmepecos u PUHaAHCOB0I NOOOEPIUCKU, O KOMOPbIX
Heobxo0umo coobujums.

KJINMHUYECKUE CJTYHAU

KOHIIEHTpALlMM KaJiusl MeHee 2,5 MMOJb/JI, a TaKxKe
MpU HAJUYUU W3MEHEHW Ha 3JIeKTpOKapauorpaMme,
JUTUTETLHOM HapyIIeHWM COCTOSIHUS pebeHka. Teparnes-
TUYECKasl 103a Kalusl cocTaBisieT 2—4 MMOoJIb/KT 1 Oojiee
B 3aBUCUMOCTHU OT YPOBHS €ro B KpoBH. OTMeHa Tepa-
YU TTIPOBOJUTCSI MOCTEMEHHO, MOCJE TMTOJTHOW U CTOUKOM
HOpMaJIM3alliy YPOBHS 3JIEKTPOJIMTOB B KpoBU [7—9].
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