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IHoveunsiit TyOyasipubiid anuao3 111 Tuna y rpyanoro pedenka

OI'AOY «HanmonanpHBINH METUITMTHCKUHN HCCIIeI0BATENbCKUI IEHTP 310pOBhs AeTei» Munzapasa Poccun, 119991, Mocksa, Poccust

TyOynonarus conpoBokaaeTcst AucOanTaHCcOM IEKTPOINTOB M3-3a HApPYIISHUS SKCKPEINy HOHOB Bomopoaa (I Tum), HapymieHu-
eM oOparHoro BcackiBanusi Onkap6onaros (Il Twm), aHOManpHOM HpoxyKIMeH anbaocTepoHa Wi B3auMoaeiicteus ¢ HuM (IV).
Teuenne MoXeT OBITH OCCCHUMIITOMHBIM HJIH C MIPOSIBICHUSIMU SJIEKTPOIUTHBIX PACCTPOUCTB: CIA00CTHIO, TOITHOTOH, KOCTHBIMU
nedopmanusaMu. JluarHocTHka IOYEYHON auuaeMun 6asupyercss Ha U3MepeHusx pH MO4M M 3IEKTPOIMTOB, JaHHBIX FeHEeTHYe-
CKHX aHaIN30B. B crarbe onmcanbl KIMHUYECKAs! KapTUHA, KIACCH(HUKAIMS U JUATHOCTHKA Ka3yHCTHYECKH PEIKOTO ITOYETHOTO
TyOyssipHOTO anuno3a Il (koMOMHHPOBAaHHOTO) THUMA Y TPYIHOTO peOeHKa, OTpaKeHA 3HAYMMOCTH MPUMEHEHHS COBPEMEHHBIX

METOHOB UCCJICNOBAHUSA NJIs1 ONITUMHU3AIIMU CBOEBPEMEHHOTO JICUCHUS U YIIYUILICHUS Ka4€CTBA JKU3HU.
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Kharitonova N.A., Basargina M.A., Ananin P.V., Evloeva Kh.S.

A clinical case of renal tubular acidosis (type III) in an infant

National Medical Research Center for Children’s Health, Moscow, 119991, Russian Federation

Tubulopathy is accompanied by electrolyte imbalance due to impaired excretion of hydrogen ions (type I), impaired reabsorption
of bicarbonates (type II), abnormal aldosterone production, or interaction with it (IV). The course can be asymptomatic or with
manifestations of electrolyte disorders: weakness, nausea, bone deformities. Diagnosis of renal acidemia is based on measurements
of urine pH and electrolytes, data from genetic tests. A clinical case of renal tubular acidosis (type III) in an infant.

The article presents the clinical picture of renal tubular acidosis, its classification, and diagnostics in children. Authors consider the

importance of applying modern research methods to conduct timely treatment and improve the patients’ lives.
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CTHE B PETYJSINHU KHCIOTHO-OCHOBHOTO COCTOSHHSA
(KOC) opranmsma myteM BbIZIETIEHHS HOHOB BOJO-
pona (H") n peabcopbumu runpokapbonara (HCO,), napy-
LIeHUE ATOH (QYHKIIUU IPUBOJUT K PA3BUTHIO 0YCYHO-
ro tyoynspHoro anumosa [1]. IlouedHsit TyOyIspHBIT
anuno3 (IITA) — 5To pa3HOBHAHOCTH TyOyJIOTATHH,

O}IHOﬁ N3 BaXXHBIX (I)YHKHHI;'I IOYCK ABJIACTCA y4a-
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KOTOpasi COTMPOBOXKJAETCs AUCOaTIaHCOM DIIEKTPOJIU-
TOB M3-3a c00s 3KCKpenun noHOB Bojpopoxaa (I twm),
HapylieHneM oOpaTHOTO BcachlBaHHWA OWKapOOHATOB
(I Tum), aHOMaNBHON MPOAYKIIUEH aIbJIOCTEPOHA HIIH
B3aumojeiicteusg ¢ HUM (IV tum). Tun 11 (komOuHN-
poBanHbIit) [ITA BcTpewaercs peako. TeueHue MoOKeT
OBITH OECCUMITTOMHBIM WJIU C TIPOSIBIICHUSIMH dJIEKTPO-
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KIMUHUYECKUI CNYYANA

JUTHBIX PACCTPOWCTB: CIabOCThIO, TOIIHOTOH, KOCT-
HBEIMU Je(GopManusImMu.

I[ITA — 370 Tpynma KaHaJIBIIEBHIX 3a00JIEBaHUH TIO-
9eK, KOTOPBIE XapaKTepu3yIOTCsl HapyIIeHHeM peadbcop-
O6unu 6uxapOOHaTa, CEKPelHN BOJOPOAHBIX HOHOB HIIH
COYETAaHHEM TOTO U JIPYroro, MPUBOISIINM K BOSHUKHO-
BEHHIO METabOJMYECKOTo aiuuo3a Ha (OoHEe COXpaHEH-
HOW KiTyO0ouKoBOW (usTpanuu [2, 3].

[ITA noapasnensieTcs Ha YETbIpPE TUIIA:

e | — nucTanbHBIN (KIACCHUECKHIA);

* I — npoxcuManbHbI;

e Il — KOMOMHHPOBAHHBIN MTPOKCUMAIIBHBIN U JTHC-

TaJIbHBIN;

e [V — runepkanuemudeckui [4—6].

Huctansreiii [ITA (tum 1) pasBuBaercss BcrencTaue
HapyIIEHHS SKCKPETINU BOJOPOIHBIX HOHOB B INCTAIBHOM
otaene He(pOHA, YTO MPHUBOAUT K PA3BUTHUIO TIKEIOTO
METa0OIMYECKOTO anuao3a. KIMHUYEeCKH MpOSBISIETCS
OTCTaBaHUEM B POCTE, MONUYPHEH, TUIEPKATbLUYyPHEH,
HepOKaNbIIMHO30M, THIokanmmemuei. [Iporpeccuposa-
HUE He(hPOKAIBIIMHO3a MOYKET IIPUBECTH K Pa3BUTHIO XPO-
HUYECKOHN MOYEYHON HEOCTaTOYHOCTH [7, 8].

IIpoxcumansueiit [ITA (tun II) oOGycnoBnen cHuxe-
HHEeM peadcopOIy OMKapOoHaTa B MPOKCHMATIbHOM Ka-
Haublle Ha (poHe coxpaHHOU cekperny H B auctanbHOM.
[orepn OGukapOoHaTa ¢ MOYOH NPHUBOIAT K CHIIKEHHUIO
coneprkanus OnkapOoHara B KpoBH. 3a00JIeBaHME JaIle
BCEr0 HOCHT BTOPHYHBIH XapakTep IO OTHOIICHHIO K
cuaapoMy DaHKOHU, NMPU KOTOPOM HAOIIOMACTCSI TeHEe-
pasinzoBaHHas AUCHYHKIUSA TPOKCUMAIILHOTO KaHAaJIbIIa,
XapaKTepH3yroInasics TIIoKo3ypuei, hocdarypuei, amu-
HOAIUAYpHUEH U MOYeUHBIM anuao30oM [9]. OnucaHbl Tak-
ke ciydau nepsuaHoro [ITA 11 tuna ¢ ayrocomHo-10MHu-
HAaHTHBIM, ayTOCOMHO-PEIECCUBHBIM U CIOPAINICCKUM
TUTIAMU HACICNOBAaHUS W BTOPUYHBIC JICKAPCTBEHHBIC
(dbopMbI (Ha (poHE Tepanuu areTa3’oiaMuIoM, THIPOXIIOP-
THA3UA0M, TorMpamarom u nip.) [10, 11].

Iumeprkamemnaecknit [ITA (IV Tum) pasBuBaercs
BCIICICTBHE HApyIIEHHs PEHAIFHOI0 aMMOHHOTEHE3a.
CHmKeHe TPOAYKIIUA aMMOHHS OTMEYAETCs TIOJ BIUS-
HUEM TUICPKATUEMHH, IIPHU 3TOM KITFOUEBBIMU MOMEHTAMHU
B MEXaHMU3ME Pa3BUTHS 3TOU (POPMBI CUNTAIOTCS ACPUIIAT
aJbJIOCTEPOHA UJIM PE3UCTEHTHOCTh K HEMY TIOUEUHBIX Ka-
HabIEB [2, 12]. JlaHHbIH THIT 9acTo HAOMIOMACTCS Yy JeTekH
C IEPBUYHBIM TICEBIOTUITIOATIBOCTEPOHUIMOM [2].

IITA I Tnna — cunapom pedurura kapOoanruapa-
361 11 (CA1I), pepmenTa, HEOOXOMMMOTO /17151 aIeKBaTHOTO
(YHKIIMOHMPOBAHUS KIIETOK KaK IPOKCUMAIILHOTO, TaK
JIACTAIBHOTO KaHaliblia. 3a00eBaHre CBS3aHO C MyTaluen
rena CA2, Hacienyercs 1O ayTOCOMHO-PELECCHBHOMY
THUITY, TIPOSIBISICTCS] TPHUAJIOH CHMIITOMOB: KaHAJBIICBBIM
aIM030M, OCTEOTIETPO30M U KaJbI[MHATAMHU B BEIIECTBE
ronoBHOTO Mo3ra [13, 14]. OT™MeuaroTes TakxKe 3aaepiKKa
(U3UUECKOro pa3BUTHS, YMCTBEHHAsl OTCTAJIOCTb, HAPY-
IIEHUE POCTOBBIX TMOKazaTeJel, JUIEeBOH aucMopdusm,
HENPABWILHBIA MPUKYC, OKKIIO3US UYEPEITHO-MO3TOBBIX
HEpBOB ¢ (POPMHUPOBAHUEM TYTOYXOCTH M HapyIIeHHEM
3peHus, He(hpoKanpInHO3, yporuTuas [13—17].

V manwmentos ¢ IITA III tuma maOmromaeTcss KoMOMHA-
1Ml TIPU3HAKOB MPOKCUMAIBHOTO W jucTanbHoro I1TA:
nedurmt CA 1l B IpOKCMMANBHBIX KaHAIIbIIAX BbHI3BIBACT
HapyIlieHne peadcopimy OukapOoHara, MESHUIUT B JTUC-
TaJbHBIX KaHAJbIAX MPUBOAUT K CHIDKCHUIO BBIBEICHHUS

Kucnot B popme nonos ammonust (NH;). Ilpu aTom crmka-
ercsl ypoBeHb OMKapOOHarTa B TIa3Me KPOBH, YTO PHBOAUT
K XpOHHYECKOMY MeTa0O0IMYecKoMy aIuI03y, He COMPOBO-
xraroremycs cumkenreM pH moun [18]. CA 11 skemnpec-
CHpOBaHa MPENMYILECTBEHHO B OCTEOKIIACTAX U SIBIIACTCS
HEOThEMJIEMbIM (PEpPMEHTOM KOCTHOW pe3opoumu. Ilpu
HapylmeHnn (YHKIUHA OCTEOKJIACTOB, KOTOpblE HaOIoa-
IOTCS TIPU OCTEOIIETPO3€e, MPOUCXOIUT W30BITOYHOE HAKO-
IUICHHE HEOpPTraHMYeCcKOH YacTH KOCTH H3-3a HapYIICHUS
pe3opOrmm, 9TO MPUBOIANT K MX M30BITOYHON TUIOTHOCTH 1
noMKocTH [19]. Y OONBHBIX BBISBISIOTCS MHOKECTBCHHBIC
TIepeIOMbI JJIMHHBIX KOCTEH, KOCTHBIE Je(opmariiu, remna-
TOCIUICHOMET AN, IOTEPSI CITyXa U 3pEHUsL, apaiy MBI
nMIa, TURpotedanys, yMCTBEHHAs! OTCTaJIOCTh, OCTEOMHe-
JIUT, TUITOKAIBIIMEMUs ¥ mannuToreHus [12, 20, 21].
Hedurur m3odepmenta 11 kapOoanruapassl, MpuBOas-
e K pa3BUTHIO OCTEOIETPO3a, BbI3BAH MyTalUel I'eHa
CA2, pacnionoxkeHHoro B q22 8-it xpomocomsl [11, 22].
Ornucanbl 36 MyTalui, pacliolIOKEHHBIX B 5 U3 7 9K30HOB
U B MIPWJIETAIOIIMX HHTPOHHBIX 30HaxX [23]. OHu BapbUpy-
IOT B 3aBHCHMOCTH OT Teorpa(puieckoro pacrojoKeHus
O0MbHBIX. MyTanyu ONMUCAaHBl y OCNBIUICKUX, NTAJbSH-
CKHUX, HEMEIIKHX, (PPAHITY3CKUX, SITOHCKHX, JJATHHOAMEPH-
KaHCKUX 1 ahpoaMepruKaHCKUX MalueHToB, HO Ooiee 70%
CIIly4aeB MPHUXOIUTCS Ha KUTeJed ApaBHUHCKOTO MOIyo-
ctpoBa [24, 25]. [laumeHTs! apaOCKOTO TPOUCXOXKICHUS
MMEIOT YHUKAJIBHYIO MYyTaIlMio B 30HE CIUIaiicuHra 2 —
uaTpoHa rera CA2 (c. 232 + 1 G>A), y HUX OTMEJaeTCs
HaJIMYUE YMCTBEHHOM OTCTAJIOCTH M OTHOCUTENBEHO PEIKO
BCTpEYaroIIMecs MepesoMbl KocTei [25, 26].

Onucanue KIUHUYECKO20 caydasn

Mausurk B. mocTynui B oTeneH1e naTtoiorud HoBOpo-
JKJICHHBIX JIETel B Bo3pacTe 5 MeC ¢ HaIlpaBIIAIOIIUM Ji1ar-
Ho3oM «llocnencTBust nepunaranbHoro nopaxenus LIHC,
CHHIIPOM JBHTATCIHGHBIX HAPYIICHUH, TICEBIO0YITHOApHBII
CHHIPOM, 3aIepKKa ICHXOMOTOPHOTO pa3BUTHs. BpoxxaeH-
Has auuaeMus. AHEMUsI CMEIIAaHHOTO T'eHe3a JIETKOH cTere-
uu. [loctrunokcudeckas kapauonarus. OTKPBITOE OBab-
HOE OKHO, HEJJOCTaTOYHOCTh KpoBooOparenus 0. YcraHo-
BOYHAs JICBOCTOPOHHSIS KprBoIes. [ umporierney.

[Ipu mocTymIeHNN 0OTMEYaINCh KaT00Bl Ha BBIPAsKEH-
HBIA neUIUT Macchl Tena, 30HAOBOC MHUTaHUE, Aucda-
THIO (CPBITMBAHUS), yCYTYOISIIOIIYIOCS TPU CHUKCHUU
pH kposu.

W3 anamHe3a M3BECTHO, 4TO pedeHOK oT 1-i Oepe-
MEHHOCTH, TIPOTEKABIICH C MCTMHUKO-IIEPBUKAIBHON He-
JIOCTAaTOYHOCTRIO Ha 15-# m 21-i Hemensx recranu U
XPOHMYECKOH (PEeTOMIAEHTapHON HEeI0CTaTOYHOCTHIO
Ha BCEM MPOTSHKCHUU OepeMeHHOCTH. MalbuuK poaui-
Csl y MarepH, CTpajaroIiel AMUICHICUeH U XPOHUYECKOM
HUKOTHMHOBOM 3aBUCUMOCTBIO. B HacTosIIuil MOMEHT Ha-
XONIUTCS TIOJT OTIeKo O0a0ykw. JJaHHBIX 32 OTU3KOPOICT-
BeHHBI Opak HeT. Pomer 1-e, Ha cpoke 37 Hem myTem
oTIepaIiy YKCTPEHHOTO KecapeBa CEUCHHUS B CBS3H C BHY-
TPUYTPOOHOH 3a7epxkKoit pazButus mwiona Il crenenu.

Macca nipu poxkaeHun 1900 1, poct 42 cM, OKpY>KHOCTb
rosioBbl 31 cM, OKpy)HOCTB Tpyau 29 cm. OrieHka 1o mika-
ne Anrap 7/8 GamroB. CocTosiHAE TIPH POKIACHUH TsDKe-
70e, oOyCIIOBIIEHHOE TIPOSIBJICHHEM [BIXaTeIbHOH Hemo-
ctarouHoctu. [lepBudnas peaHuManus B pOAMIHHOM 3alie.

C poxaenus y peOeHKa BBISIBICH METa0OIMUECKHIA
aIMI03 NPU COXPAHHOH (YHKIMH TOYEK MO KIyOOUYKO-
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BOM (PHIIBTpAIIMM M HEMOCTOSHHON THUITOKAJIMEMHUCH 10
2,8 mmone/11. [1o marasiM KOC: pH xpoBu 6,43—7,28; 6u-
kap6onar 15,9-17,0 mmons/n. B ananmuzax Moun — eiu-
HUYHBIC YH306I TpoTenHypun 110 0,25 /11, TII0KO3y pusl.
Jannsle o pH mMoun 1o Hauana Tepanuu OMkapOOHATOM
OTCYTCTBOBaIM. Ha MOMEHT MOCTYIJICHHS B KJIWHUKY
MaJIBYHK ToTy4an 4% pacTBop ruipokapOOHaTa HaTpus
per os B 103¢ 10 MMOJIB/KT B CYTKH.

o rocnimranmu3anuu pebeHKy Obla MPOBEICHA TaH-
JIEMHasi MaCC-CIIEKTPOMETPHUS — JAHHBIX 32 HAJTMIWE Ha-
CIIEICTBEHHBIX aMUHOALUAONATUN, OPTaHUYECCKUX alld-
Jypuid W HApyLICHUH MHTOXOHJIPHAIBHOTO OeTa-OKHC-
JICHUsI HE BBISIBJICHO. AHAJIN3 HA OPraHUYECKUE KUCITOTHI
METOJIOM Ta30BOH XpoMaTorpaduu BBIIBUI CYIIECTBEH-
HOE TOBBIIICHNE CyOSpUHOBOW U aJUITMHOBOH KHCIIOT.

[Ipu MOBTOPHOM HCCICTOBAHUN: YPOBCHD aTUITIHO-
BOH KHcIOTHI BeIpOC B 10 pa3, cybeprHOBOIf — B 2 pasa;
ypoBeHb anbaocTepona 229,37 nr/ma (Hopma); comep-
JKaHWE IIUCTUHA B JIMMQOIUTAX TeprUPEepHUecKOil KPOBU
0,15 aMomp EcTHHA/MT Oelka (TT0Ka3aTeNid B HOPME).

[Ipu mocTymieHNH B OTAETICHHE COCTOSHUE peOeHKA
pacCIIeHHBANIOCh KaK TsDKeJIoe, 0O0yCIOBICHHOE MeTabo-
JTUYECKUMH HAPYUICHUSIMH, HEBPOJIOTHUECKOW CHUMIITO-
MaTHKOH (CHHKCHHE MBIILIEYHOTO TOHYCA, CYXOKHIIbHBIX
U (QHU3HOIIOTHYECKNX PedIIeKcoB, B TOM YHCIE IJIOTOY-
HBIX) ¥ THrioTpodueit. Macca tena 5323 1, neduur mac-
cel Tena 577 1 (10%). Poct 64 cm. KoyxHble TOKpOBHI Yn-
CTBIE, Cyxue, O1emHo-po3oBoro meera. [lo BHyTpeHHUM
opranam 6e3 ocoOeHHOCTEiA.

OO0t aHaM3 KPOBHU: TIOKA3aTel ! B IIpeaesiax
BO3pacTHOM HOpMbI. OOIIWI aHaIN3 MOYH: TUIOT-

CASE REPORT

W TUIepMeTponus cinaboii creneHn ¢ odenx ctopoH. [lo
naHabpM Y3U nmouek narojioruu He BbISIBICHO. C 1enbio
WCKITIOYEHUS TIaTOJIOTHH KETYJOYHO-KHUIIIEYHOTO TpaK-
Ta MPOBEICHA PEHTTeHOTrpad s MUIICBONA U JKETYyIKa C
BOIHO-CH(OHHON Tpo0oil: ompenensercs 3a0poc KOH-
TpacTa U3 JKeIyaKa 10 HIDKHEH TPeTH NHIeBoaa (HE BbI-
1Ie Kyroja guadparmsl).

Pemaroree 3Hauenne B Bepu(uKaIuy AHarno3a nMe-
T TaHHBIE MOJIEKYJIIPHO-TEHETHYECKOTO aHaJIM3a METO-
JIOM TIPSIMOTO aBTOMATHUECKOTO CEKBEHUPOBAHUS. BBIsB-
JIeH HyKJICOTUHBIN BapuaHT g.86389413G>A B romo3u-
TOTHOM cOCTOsTHUH B TeHe CA2, uto coorBeTcTBYeT [1TA
C OCTEONETPO30M.

BrictaBnen nuarnos: HenocrarouHocth CA II (IITA ¢
OCTEOIETPO30OM).

Jlis xoppeknnu MeTaOOJIMYecKuX HapyIIeHWHd Ha-
3HaueH npueM 4% pacTBOpa TMApOKapOOHaTa HATPUS
per os B no3ze 12 mmonb/kr B cyTku. Ha ¢one mpucoe-
JIMHEHUS PECIMPATOPHOI BUPYCHON MH(MEKIUHN B MEpH-
o]l IpeObIBaHUS B CTalMOHape y peOeHKa OTMEedanoch
OJIHOKpATHOE IMOBBIILIEHUE TeMIleparypbl Tena 10 38,5°C,
COTIPOBOXKIIAIOIIICECS Pa3KIKEHHUEM CTyla (Ha 2-if I1eHb)
Y U3MEHEHUSAMH B O0IIEM aHaln3e KPOBU: aOCOMIOTHBIN
ueirrpodunes (5,79 x 10°%1), numdponenus (3,82 x 10°%1)
1 MoHouuTo3 (2,57 x 10°1m1), COD B mpenenax HOPMBI.
[To nanabM ananm3a KOC BBISBICHBI BRIPA)KCHHBIC Me-
TaboIIMYeCKHe W DIIEKTPOJMTHBIE HapylleHus. B Owmo-
XUMHYECKOM aHAIHM3¢ KPOBU YPOBEHb KIS COCTABHII

W3menenus noka3sareseii KOC y nanuenra B.
Changes in the indices of the acid-base state in the child

HocTth MouM 1014, peakuusi MOYM PE3KO MIEIIOU- Ha g -
Hast (pH 9), ypoBeHb JIEHKOLUTOB, SPUTPOLIUTOB, — p:cni’;;%flfg; Hoce
IVIFOKO3B, Oelika B HOpME, 6aKTepHH 744 Ha 1 MKIL IMoxa3arens ITpu KOPPEKINH BUPYCHOH MH(EKIMN | nedeHus
B GnoxuMmYecKOM aHali3e KPOBH: YPOBEHB Kpe- Index e After Against the back- After
arHUHA 12 MKMOIIB/J, Kasmus 3,66 MMOJIb/J1, Kallb- correction | ground of acute respi- | treatment
1w 2,21 Mvons/n, Harpus 139 MMomb/. ratory virus infection
IMpu ouenxke KOC BbisiBieH Merabonuue- PH 7.29 7.34 7.27 7.37
ckuit anunos: pH 7,279, pCO, 41,2 mm pr. cT.,  pCO,, 41.2 40.5 50.0 44.6
pO, 70,9 MM pT. CT., Kanui 5,3 MMOJIB/JI, HaT- MM PT. CT.
puit 139 MMOJB/JI, HOHU3UPOBAHHBIN KaJBITHIA pCO,, mm Hg
1,42 mmons/m, xj0p 113 Mmonw/im, miokoza PO, MM pL. CcT. 70.9 72.8 39.9 65.6
6,3 MMOITB/1, aktar 2,1 mvons/n, BE 6,8 mmons/n, PO mm Hg
HCO, 18,5 mmonb/n, niasveHHas aHuoHHas K, mmonb/n 5.3 4.4 27 4.3
pasHuna 7,5 M3KB/11 (Ta0aMNIA). K, mmol/liter
Ilo JMaHHEIM TaHIEMHOM Macc-CHeKTpome- — Na, mmoms/x 139 142 144 141
TPHU KPOBHU IOKa3aresel, CBUIETENbCTBYOMIMX Ijl?n * Uliter
O pa3sBUTHU HACJEACTBEHHBIX AMHHOAIMIO- .
natuii, ne)eKTOB MHTOXOHJPHAIBHOrO OeTa- gz ﬁ“rg’(ﬁ‘;/ T 1.42 1.37 1.29 1.28
OKHCIICHUS] ¥ OPTaHMYeCKUX allUTypUil HE BBI-  [jror
SIBICHO. AHAJIN3 MOYH Ha CIISKTP OPTaHNYECKHX Cl vviots/ 3 " "7 14
KHCJIOT METOZIOM Ta30BOH XpOMarorpaduu — ¢ mmolliter
6es maronoruu. Naxrar, 2.1 1.8 13 1.7
ITpu Y3 ronoBHOro Mo3ra BbIABIEHBI IPU-  yvons/n
3HAKU DPACIIMPEHUS TPABOr0 OOKOBOTO KENY-  Lactate,
JI0YKa ¥ YMEPEHHOIO DPACIIUPEHUS MEXKIOomy-  mmol/liter
mapHoi menu. [pu D3I'-BUICOMOHUTOPUHTE B ¢Base (Ecf), 6.8 36 35 1.0
CTaJIMU CHA 3aPETHCTPUPOBAHBI TIEPHOUUECKAE ~ MMOIB/II
Me/IJIEHHOBOITHOBBIE aKIIEHTYallud B BUJE M30-  CBase (Ecf),
JUPOBAHHBIX U CTPYIIIUPOBAHHBIX 0- U O-BOJIH mmobliter
B JIEBOH 3aJIHEBUCOYHOMN 0ONACTH. cHCO, (Pst), 18.5 213 20.5 25.0

MMOJIB/JT
OCMOTp O(l)TaJ'H)MOJ'IOFaZ cxoadamuieeca JeBO-

CTOPOHHEE KOCOIIa3We€, aHruomnarusd CETYaTKU

cHCO; (P;st),
mmol/liter
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2,92 mmosbw/it, HaTpus — 132 MMOJIB/JI, 94TO MOTpeboBa-
JI0, TIOMHMO Koppekiuu 4% pacTBOPOM THIPOKapOOHa-
Ta Harpus, HasHaueHusa 4% pactBopa KCl per os B no3e
2 MMOJIB/KT B CYTKH.

IIpoBoanMOE NeUeHne CIOCOOCTBOBAIIO YMEHBIIIEHHIO
00beMa M KPaTHOCTH CPBITMBAHHM, OCCIIOKOMCTBA MpHU
KOpMJIeHHH He HaOmonanock. OTMeueHa IOJIOKHUTENb-
Hasl TUHAMHKA B HEBPOJIOTHICCKOM CTATyCE: YITyUIIIHIICS
MBIIICYHBIH TOHYC, PEOCHOK CTaJ aKTUBHO TIEPEBOpPAUN-
BaThCsI CO CITMHBI HA JKUBOT W C XXUBOTA Ha CIuHY. Be-
COBasi KpHUBas MOJIOKUTENbHAS. B yIOBIETBOPUTEIHLHOM
COCTOSIHMH PEOCHOK MEPEBEACH B LIEHTPAJIBHYIO pailoH-
HYI0 OOJIBHHMILY IO MECTY JKUTEIbCTBA C TOCIEAYIOMIEH
BBITIICKOHM JIOMOW TI0/ HAONIOJCHHE YIacTKOBOTO Bpaua
n "Hedporora.

PexomennoBano npogomkenue tepanuu 4% wiu 5%
pacTBOpoM ruapokapboHaTa HaTpus per os 6 pa3 B A€Hb
nox koHTposieM KOC, anuTenbHo, ¢ KOPPEKIMEH 10361 U3
pacueta 12—13 MMonb/kr B cyTku. [IpomgomkeHue Tepa-
run 4% pactBopom KCI 6 pa3 B geHb (2 MMOJIB/KT B CyT-
KH) per 0s TIOJ KOHTPOJIEM YPOBHS KaJHsI B KPOBH.

IIpu mmanoBom ocmotpe B Bo3pacte 10 mec: KOC
komnencuposano (pH 7,344, HCO, 26,1 mmons/n1, BB
46,9 mmonw/i, BE —0,1 MMons/i, Hatpuit 137,5 Mmmons/1,
kamuit 4,19 Mmmob/i1, kKanabiwid 1,362 MMonb/i). Pebenok
aKTUBCH, B Bece MPHOABISICT, CAMOCTOSITEIILHO BHICACHI-
BaeT 2/3 oObema KOpMIICHHS (IOKapMIIMBACTCS depe3
30H). B HEBPOIOTHYECKOM CTaTyce: MEIIMICYHBIA TOHYC
JTUCTOHNYEH, peOEHOK aKTUBHO MepeBOpaYnBaeTcs B 00e
CTOPOHBI CO CIIMHBI Ha KMBOT U C )KUBOTA HA CIIUHY, CU-
AT ¢ ToJaep>XKoi. HapyiieHuit B CEHCOpHOUN U AMOIHU-
oHaJBHBIX cepax HeT. Ha OGOkOBOI KpaHHOTpamMMe CO
CTOPOHKI CBOJIa U OCHOBAHUS Yepera KOCTHO-CTPYKTYp-
HBIX U3MEHEHUH He BRISIBIICHO. Typenkoe cenio 0OBIIHOH
(opmbl, TepeHe-3aaHNI pa3Mep 10 6 MM, ITyOnHA 6 MM,
OoTKpBITOTO THTIA. COZIepIKUMOE OTHOPOHOE, €3 MaTo0-
THYECKHUX BKIIOUCHUH.

ObcyxacHHEC

Heoumur CA 11 — penxoe 3aboiieBaHHE, KOTOPOE
MPEACTABICHO TTaTOJIOTUYECKON TPHAJON: OCTEOIeTpo3,
MTOYCYHBIA KaHAJBIEBBIA aIliI03 W KaJbIIMHATHI B Be-
mectse ronoBHoro mosra [13, 27]. CA Il BcTpeuaercs
B Pa3NMUYHBIX OpPTraHaX M TKAHSIX: KOCTAX, MOYKax (IIPOK-
CHMAaJIbHbIC KaHAIBIBI, HUCXOIAIAs U BOCXOIIAS TIET-
mu T'enne, coOuparenbHbie TPYOOYKH), IPUTPOLUTAX H
[IHAJIBHBIX KIIETKaX, MPHYEM OCTEOKIIACTHI OCOOEHHO
6orarer CA II. lepumur CA Il yxyamaer mpomyKIHiO
H" ocreoxactamu u, OIOKUPYS pe30pOITHI0 KOCTH, TIPU-
BOIIUT K Pa3BUTHIO ocTeomeTposa [28, 29]. lanHoe 3a-
0oyeBaHUE HACIEIYETCS MO AyTOCOMHO-PELECCUBHOMY
TUIY, XOTS BCTpPEUAeTCs U ayTOCOMHO-JIOMHUHAHTHBIN
tun Hacneaoanus [30]. [lpu pokaeHUU KalblIMHATHI HE
BEPUPHUIMPYIOTCS U OOBIYHO PAa3BUBAIOTCS K 2—5 Tomam
[31]. Yame oHM BCTpedaroTcsl B 00IACTH Oa3aabHBIX TaH-
IJIMEB, a TAKXKE B O€JI0M BEIIECTBE TOJIOBHOTO MO3Ta, pac-
MOJIarasch MEPUBEHTPHUKYISIPHO I CYOKOPTUKATIHHO.

Kimmanuecku nedunmt CA 11 nposiBrisieTcst pa3BUTHEM
YepEIHO-JIMIIEBbIX aHOMAIHH (JIMCTIIPOIIOPIIHS JIMIIA C BbI-
CTYIIAIONTUM JIOOM, MQJICHBKHI POT, MUKPOTHATHS, TOJI-
cTasi HIKHSS Ty0a), MOTYT HAOMIOMaThCss MHOKECTBEH-
HBIC MMApaInIH YEePEITHO-MO3TOBEIX HEPBOB (B TOM UHCIIE
MOBPEXACHUS 3PUTEIBHOTO W MPEIABEPHO-YITUTKOBOTO

HepBa) BCJIEJCTBHE UX CHABJICHUS, arpousi CeTYaTKH.
B 3aBucumocTH OT BHIa MyTalUd BO3MOXHBI TeMaTo-
JIOTHYECKHUE HapyIICHUs (aHEeMUs, TPOMOOIIMTOIICHUS,
TeHKOTICHST), OOBIIHO XapaKTEPHEIE IS TSHKENBIX (hopM
3a0o0meBaHus (ayTOCOMHO-PEIIECCUBHBIN THIT HACIE0BA-
Hus) [32]. B penkux ciydasx BCTpEYarOTCs IbIXaTeIbHbIC
HapyuieHus [21]. OnucaHbl ciydau THIOKAJIbIIMEMHUH C
pa3BUTHEM BTOPUYHOIO rumnepnaparupeosa [33].

PazHooOpa3ue KIMHUISCKUX MPOSBICHHUNA 3aBUCHT OT
pacmpocTpaHeHus1 KapOoaHTHUIPa3kl B OpraHu3Me, a CTe-
[I€Hb BOBJICUEHUS TOH WU HHON CHCTEMBI — OT CTETICHU
JKcrpeccuu (pepMeHTa B TKaHSIX opraHoB. J{narHos cra-
HOBHTCS oueBUIHBIM, ecnu [ITA cBa3aH ¢ ocTeomneTpo-
30M [34].

Cunnpom nepunmra CA Il nmeer qo6pokadecTBeHHOE
TEUCHHUE W XaPaAKTEPU3yeTCs JOATOCPOIHON BEIKHBACMO-
cThi0. TuiarenpHas oLieHKa KIIMHUYECKUX MPOSBICHUN U
HEBPOJIOTMUECKUX HapyIIEHUH KpaiiHe HeoOXoauma JIjist
pPaHHETO BBISBICHUS U JICUCHUS OTCHIIMAIBHBIX CEPhE3-
HBIX OCJIOKHEHHH [35].

Bepudmukarus muarao3a MpoBOAUTCS Ha OCHOBaHHH
MOJICKYJISIPHO-TCHETHIECKOTO aHalin3a (CEKBEHUPOBAHUE
sKk30Ma). Bo3mMorkHa IpeHarasibHas [uarHocTrka 3a0oe-
BaHus [13].

Huddepernmansuyto muaroctuky IITA  crenyer
MIPOBOJIUTH C TAKUMH 3a00JICBAaHUSAMU, Kak (IIFO0pPO3, OT-
paBiieHusI OSpHIDIHEM, CBHHIIOM W BUCMYTOM; a TaKXe C
muenodudpos3om, 6onesnnio [lemxera (crirepo3upyromas
(hopma) 1 370KaUECTBEHHBIMU HOBOOOpazoBanusmiu [30].

Anroput™m auddepeHIaIbHON TUarHOCTUKNA THUIIOB
IITA cnenyromuii. Pa3znenenue Bcex MalMeHTOB ¢ MeTa-
OOJIMYECKUM aITUI030M Ha TPYIIIBI TPOBOIUTCS B 3aBU-
CUMOCTH OT JAaHHBIX pacuéra IMoKa3areisl «IIa3MEHHOMN
anuonHOM pasuunpd Na™—(ClI+HCO;), koTopeii moxa-
3BIBACT KOHIIEHTPALUIO OCTATOUYHBIX AaHHOHOB B IIJIa3Me
(Hopma 8-16 moaks/n). Ilpu IITA mokasarenu ykiaibl-
BAIOTCA B HOPMY, T.K. METaOOJIMYECKHH aIu03 — TH-
nepxyopeMudeckui. Jlamee mpoBoAUTCS OlEHKa THTIA Ka-
HAJIBIIEBOTO Je(EeKTa IMyTeM MOoACUETa «aHHOHHOH TN
MOYH». DTOT MOKA3aTellb SBISIETCS KOCBCHHBIM HHICK-
COM DKCKPEIIMH aMMOHUS Y OOJBHBIX C THIIEPXIIOPEMIYe-
CKUM METa0OJIMYeCKUM aruno3oM. [Ipu orpunarensHoM
snagenuu (ClI” > Na* + K*) B coueTaHuu ¢ IpyruMu IpH-
3HakamMu TpokcumansHoro I[ITA MoxHO mpearmoaratsh
npoxkcuManbhbIil T [ITA, ipu monoxkutensaoM (Cl <
Na*+ K%) 3HaueHUN «aHWMOHHOW eI MOYH» — JHUC-
TaJIbHBIN THII [2].

Crenn(puyecKol Tepamuu moka He cyiiecTByer. Jle-
yenue [ITA 3axioyaercs B KOPPEKIMU AIEKTPOIUTHBIX
HapyIICHUH U B MPO(HUIAKTHKE MPOTPECCHPOBAHUS HE-
poxanbiuHo3a [36]. Jorauus ocHOBaHUI MPOU3BOJIUTCSA
B (hopme OmkapOonara wiu nurpara. KonmaecTBo BBOIH-
MO IeJI0YH TOKHO KOMIIEHCHPOBATH MOTEPIO0 B MOUE
THIIpOKapOOHAaTa U KOJIMYEeCTBO KHCIIOThI, 00pa3yroIiencs
B pe3yJibTare Karabomusma OenKkoB 1 pocta ckenera [20].

PanHss muarHocTHKa W JieueHue, 0oprda ¢ mpucoe-
TUHCHUEM WHQEKINH, a TaKXKe, B HEKOTOPBIX CIydasX,
TPAHCIUIAHTANHS TEMOIMOITUICCKUX KJIETOK TOMOTAIOT
MPEIOTBPATUTh PA3BUTUE NANBHEHIINX CEPhE3HBIX OC-
noxHeHui [19].

Takum 00pa3oM, NPEACTABICHHBINA CIIy4ald ITOKa3bl-
BaeT, 4to [ITA MOXeT MMeTh KIMHHYECKYI0 MaHHU(e-
CTalMIO y JieTell yxe Ha 1-M romy >KU3HH, 4TO TpeldyeT
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ONPENEIIEHHON HACTOPOKEHHOCTH Yy TeauarpoB. Tpyxa-
"ocTh BeisiBiieHUs IITA III Tuna ctaHOBUTCS OMHUM W3
(hakTOpOB, OTIPENEIISIONINX CIOKHOCTH M HECBOCBPEMCH-
HOCTb €0 IMarHOCTUKH, YTO NMPUBOAUT K paHHEH MHBa-
JMUN3alUNA U BEICOKOMY PHUCKY Pa3BUTHUS YTPOXKAIOIIUX
JKU3HU COCTOSIHUH, TAaKUX KaK OOCTPYKTHBHAS yPOIIATHs,
MOBPEXKJCHUE 3PUTENBHOTO U TPENJIBEPHO-YIUTKOBOIO
HEPBOB C MOCJIEAYOIINM PAa3BUTHEM CIIETIOTHI U [ITYXOTHI.
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