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BeepeHume. KoHueHTpauma Na* 1 K* B kneTke 1 BHEKNETOUHON »KMNAKOCTM 06ycnoBnvBaeT PyHAaMeHTanbHble CBOMCTBa OpraHm13ma.
B paboTe ncnonb3osaHo Na*/K* oTHOLLEHE CbIBOPOTKU KPOBYM KaK MaTodU3MONOrMYecKknii KpUTeprin COCTOAHMSA YeNloBeKa npu
CXOZHOW NaTONOMMN NIEFKUX, HO FTEHETUYECKN pa3HbIX opdpaHHbIX 3aboneBaHnAX.

Llenb nccnepoBaHmsa — n3yyeHvie COOTHOLWEHMA KOHLEeHTpauumn noHos Na* n K* B cbIBOpoTKe KPOBY Kak UHTerpanbHOro naro-
dusnonornyeckoro napamerpa 6a3oBor GyHKLUN KNETOK Npu oppaHHbIX 3a60neBaHNAX CONPAMKEHHbIX C MATONOMMEN Nerkunx.
MeTtopuka. O6cnesoBaHbl 99 feTeld, B Tom uncie 50 ¢ 3 popmamm opdaHHoi natonorum nerkmx. Cpenm Hrx 24 pebeHka ¢ MyKo-
Bucymaosom (MB), 15 pgeteir ¢ nepBuyHbIM UMMmyHogeduuutom (MUA), 11 - ¢ nepBryHON unnnapHon guckuHesnen (ML), Kox-
TPOJIbHYIO FPYMMy- COCTaBUIM 15 300POBbIX AETEN, TPYMMNY CPaBHEHWA — 34 NaLyeHTa ¢ BHEO6OIbHUYHON NMHEBMOHVEN, B TOM Yncie
15 ¢ TAXenbiM TeyeHrem. Bo3pacTt o6cnefoBaHHbIX OT 3 Mec Ao 17 neT. KoHueHTpauua noHos Na, K*, Cl, nsmepsanacb noHoce-
NEKTUBHBIMU 371eKTpoAamMm Ha aHanu3aTope Erba XL-200, KpeaTHUHA — KUHETUYECKM MeTOAO0M Mo peakuumn Adde 6e3 genpo-
TenHU3aumm Ha aHanmsatope Erba XL-200.

Pesynbrartbl. KoHueHTpauma Na* u K* B cbiBOPOTKe KPOBM y NaLMEHTOB BCEX Py COOTBETCTBOBaNa CTaHAApPTaM HOPMbI, OAHAKO
pacueT Na*/K* OTHOLIEHWA BbIABWA CTaTUCTUYECKN 3HAUVMble OTINYMA OT MOoKa3aTenein KOHTposibHOM rpynnbl (30.40 + 0.48) y
naumeHTos ¢ MB, NMAA, MU v npy BHE6ONbHUYHOW MHEBMOHU CPefiHeN cTeneHm TskecTn — 32.7+£0.8, 33.2+0.9, 32.83+0.8 1 33+1,
COOTBETCTBEHHO, (p<0.05). Paznununii npu pasHbix BapraHTax opdpaHHbIX 6onesHel He BbiABeHO. Pe3koe yBennyeHne Na*/K*
OTHOLLEHMA HabMOAAN0Ch B OCTPOM Mepuoge NHEBMOHUN C TAXKeNbiM TeyeHnem 38.8+1.1 (p<0.001). MosbiweHne Na*/K* oTHO-
LeHnA 06YCNOBNEHO CHUPKEHEM KOHLeHTpaumm K B cbIBOPOTKe KpoBU. KnmpeHc KpeaTUHVHaA COXPaHAETCA B FpaHULIAX HOPMb,
YTO CBMAETENbCTBYET O COXPAHHOCTI FOMEOCTaTUYECKON, MOHOoperynupytoLen GyHKLUM Noyek.

3aknoueHune. Na*/K* oTHOLLEHVE B CbIBOPOTKE KPOBY MOBBILLEHO Y MALMEHTOB C OpdaHHbIMM 3a6051EBaHNAMU OPraHOB AblXaHUA
1 npu nHeBMOHUK y feTten. Octpoe ysennueHne Na*/K* oTHOLEHMA B CbIBOPOTKE HACTyMnaeT Npu pe3kom yXyALeHU COCTOAHNA
nauveHToB. BbickazaHo npefnonoxeHue, uto yeenndyeHne Na*/K* oTHoLEHWsA B CbIBOPOTKE KPOBU OOYCNOBNIEHO U3MEHEHUEM
GYHKLMOHANbHOr0O COCTOAHMA KNETOK, X obbema.
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Introduction. Concentrations of Na* and K* in the cell and in the extracellular fluid determine fundamental properties of the organ-
ism. The study used the blood serum Na*/K* ratio as a pathophysiological criterion for the state of patients with similar patholo-
gies of the lungs but with genetically different orphan diseases.

The aim of the study was to evaluate the Na*/K* concentration ratio in the blood serum as an integral pathophysiological param-
eter of the basic cell function in orphan diseases associated with lung pathology.

Methods. 99 children were examined, including 24 with cystic fibrosis (CF), 15 with primary immunodeficiency (PIDs), and 11 with
primary ciliary dyskinesia (PCD). The control group consisted of 15 healthy children and the comparison group consisted of 34
patients with community-acquired pneumonia, including 15 with severe disease. The patients aged from 3 mos. to 17 years. Con-
centrations of Na*, K*, and CI-were measured with ion-selective electrodes on an Erba XL-200 analyzer; creatinine was measured
by the kinetic method using the Jaffe reaction without deproteinization on an Erba XL-200 analyzer.

Results. Concentrations of Na* and K* in blood serum in all groups corresponded to normal, standard values. The Na*/K* ratio was
30.4+0.48 in healthy people, 32.7+0.8, 33.2+0.9, 32.83+0.8, and 33+1 in patients with CF, PIDs, PCD, or community-acquired pneu-
monia of moderate severity, respectively (p<0.05). All these values were significantly higher than in the control group (p < 0.05). How-
ever, there were no differences for different orphan diseases. A sharp increase in the Na*/K* ratio was revealed in the acute period of
severe pneumonia (38.8+1.1, p < 0.001). The increase in Na*/K* ratio was due to a decrease in serum K* concentration. The creatinine
clearance remained within the normal range, which indicated preservation of the homeostatic, ion-regulating function of the kidneys.
Conclusion. The Na*/K* ratio is increased in patients with orphan respiratory diseases and in children with pneumonia. A sharp
increase in the Na*/K* ratio is a manifestation of acute deterioration of the patient’s condition. Apparently, the increase in serum
Na*/K* ratio is caused by a change in cell volume.
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BBepgeHne

Kunaccnyeckoit nepcoHubUIMPOBaHHBIN MOIX0 poC-
CUMCKOU MEIUIIMHBI COCTOUT B PEAIU3ALMU KIIOUYEBO-
r0 MOJOXEHHUSI 0 HEOOXOAMMOCTHU JiIeYeHUsI OOJIbHOTO,
a He 0oJie3HU. Y pa3HbIX MALMEHTOB KJIMHUUYECKas Kap-
THUHA JaXe MPU OIHOI (popMe MaTOJOTUU MOXKET OTJIMYATh-
cs1, 100 BTO pe3yJbTaT B3aMMOJCHCTBYS MaTOJOTMYECKOTO
areHTa u opraHusma. B To e BpeMsi, ecTh 0011IMe 3aKOHO-
MEPHOCTU TeueHUs1 00JI€3HU, KOTOPhIE XapaKTepU3YIOTCS
CXOACTBOM CUMITTOMOB. 3aa4ya HacTOsIIIei pabOThI COCTO-

sIJTa B TIOTTBITKE BBISICHUTD, IMECTCSI JIN O0IIIee IPOSIBIICHIE
MTaTOJIOTMYECKOTO MPOoIIecca B PAa3HOPOTHON KIIMHUICCKOM
rpymiie opdaHHBIX Ooyle3Hei Jerkux. B HacTosee Bpe-
M orntcaHo 6oiee 8000 opdaHHBIX 3a001eBaHNI pa3HBIX
OpPraHoOB U CHUCTEM, KOTOPbIE BBISIBIIEHBI ITOYTU Y 8% Ku-
TeJleit 3eMJT, 0bIIIee YMCIIO OOJIBLHBIX JocTUTaeT 350 MITH
yesnoBeK. K opdaHHBIM OTHOCATCS 60JIe3HN, OOHAPYKMBA-
eMEbI¢ He Jale, yeM onnH caydaii Ha 10 000 Hacemerms [1].
EctectBeHHO, Yy KaXn0ro namueHTa 3ta ¢hoopma matoJoruu
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crneurduyHa, YTO HAXOAUT BbIpaXKE€HUE B XapaKTepe reHe-
TAYECKOTO 1e(heKTa U eT0 O0BEKTUBHBIX MPOSIBICHUSAX [2].
I1pu maToyioruu Jerkux B OpraHu3Me NalueHTa Mnpu JIe-
(bexTe omHOTO 1 TOTO K€ TeHa MHAWBUAYaIbHEIC OCOOCH-
HOCTHU peaKkiMM MOTYT OTJIMYAThCS MO XapakKTepy U cujie
KOMITEHCATOPHBIX peakivii, YTO OTpaXaeTcss Ha 0COOEeH-
HOCTSIX TeueHUsI 6osie3Hu. B To ke Bpemst UMeroTcs 001111e
CHMIITOMEBI, B OCHOBE KOTOPHBIX JIEXKAaT OMMHAKOBBIC (PYH-
JaMEeHTaJIbHbIE KITMHUKO-(PU3UOJOTMYECKIE TTPOSIBJICHUS
MpU pa3HbIX TUIIaX op(aHHbIX 3a00JieBaHUii. VIX BbIsIBIIe-
HHE BaXKHO JUIS TJIyOOKOTo MOHUMAaHUS MaToreHesa, 0ob-
€KTUBHOU OLIEHKHU COCTOSIHUS 00CJIeIyeMOTo U MpUMeHe-
HUS aneKBaTHOM Tepanuu. MisMeHeHUsT BOAHO-COJIEBOTO
oOMeHa YacTo COMYTCTBYIOT MHOTMM 3a00j1eBaHuSIM [3-5].

OpnHOI 13 00IINX XapaKTePUCTUK KJIETOK OpraHn3Ma
CIIYXKUT BeJIMYMHA MEMOPAHHOTO MOTeHIIMAJIA, 3aBUCSIIETO
OT OTHOILIEHUSI KOHLIEHTPALlMU KaTUOHOB BO BHEKJIETOU-
Hoit xxugkocty — Na*, m K Kkak 0CHOBHOTO BHYTPHUKJIC-
TOYHOTO KaThoHa. B maTodusnosoruu Kputeprem siisi-
€TCSl KOHLIEHTPALMsI 9TUX KATUOHOB B CHIBOPOTKE KPOBM.
MoXHO MpennoaoXuTh, YTO IJIs1 peaiudauuu GyHKIUN
OpraHu3Ma XKM3HEHHO BaXKHOE 3HaUYE€HUE UMEET He TOJIbKO
abcomoTHOe 3HaueHne KoHreHTpaun Na*™ u K*, Ho u ux
COOTHOILIEHKE B CHIBOPOTKE KPOBU. Jpyrum nmapaMmeTpom,
3aBUCHUMBbIM OT KOHUEHTpAU 3TUX KATUOHOB, CIYXKUT
00BbeM Kaxkmoit KiieTKr. OH 3aBUCHUT, IIPEXKIE BCETO, OT CO-
nepxxanusg K B iuToriazMe 1 OCMOJISUTBHOCTH BHEKIIETOU -
HOW >XXMIKOCTH, OTIpEAE/sIeMO TTPEUMYILIECTBEHHO KOH-
HeHTpanueil B Heil Na*. B oToi1 ¢BSI31 LIEHHOCTD TIpeli-
craBisieT ucciaemoBanre Na*/K* oTHOIIICHNS B CBIBOPOTKE
KpoBu. Takoil moaxon He paccMaTpUBAJICS B IUTEpaType,
HO OH MOT 0Ka3aThCsl MPOIYKTUBHBIM.

Llenb HacToOsIILIETO MCCAENOBAHUS — U3YYEHUE COOTHO-
meHusa KoHueHTpanuu Na*™ 1 K B CBIBOPOTKe KpOBH TIpU
KIMHIYECKHN U TCHETUIECKN BEPUDUIINPOBAHHBIX (hOpMax
op¢aHHBIX 3a00JIEBAaHUI JIETKUX.

MeToguka

HccenoBanuve BHITIOJHEHO B COOTBETCTBUY C 9TUYE-
CKMMU HOpMaMu XeTbCUHKCKOM IeKiapaiu BecemupHoit
MeIuLMHCKOM accouuanuu (1964, 2004) 1 mucbMeHHOTO
JTOOPOBOJIBHOTO MH(MOOPMUPOBAHHOIO COTJIACUST POAUTE-
neii. Pabota omobpeHa stndeckuM KomuteToM @T'BOY
BO CIIGI'TIMY M3 PO. IIporokon Ne5/4 ot 06.05.2019 .

Konuentpamus Na*® 1 K™ B CbBIBOpOTKE KpOBM Y BCex
MalMEHTOB OMPEAEIISIACH C TOMOIIBIO MOHOCEIEKTUBHOTO
0JI0OKa Ha aBTOMaTUYECKOM OMOXUMUYECKOM aHaIU3aTo-
pe «Erba XL-200» (Yexus). KoHlieHTpauust KpeaTUHUHA
B CBIBOPOTKE U3MepsIIach KWHETMUECKUM METOIOM T10 pe-
akumu Adde 6e3 nenporenHU3aMU Ha AaBBTOMAaTUYECKOM
ouoxumMmnueckoM aHanuzatope «Erba XL-200» (Uexus).

ITIpoGBI KPOBH TTOCTIE B3ATHS M CBEPTHIBAHUST HEMEIUICHHO
LeHTpudyrupoBanu npu temriepatype 4 °C Ha ieHTpudyre
«Micro22R Hettich» (I'epmanust). Bce manHbIe ipencraB-
JieHbl B Buae M + m (cpenHee 3HaueHue + omnbKa cpeaHe-
ro). CpaBHEHME MEXIY TPYIIIIaMU IIPOBOIMIIN C UCIIONb-
30BaHUEM OIHO- MJIU ABYX(PAKTOPHOTO TUCIICPCHOHHOTO
aHamm3a u Tecta XonMm-1lnoaka njst momapHOro cpaBHE-
HUS CpeIHNX 3HaUCHU. Pa3mmamst canTanm cTaTuCTUIe-
cku 3HaYnMBbIMU T1pu p<0,05.

Oo6caenoBano 99 mereii, B ToMm uucie 50 ¢ 3 popma-
MU opdaHHOI nmaTonoruu Jerkux. Cpenn HUX 24 pebeHKa
¢ mykoBucummo3oM (MB) B craguit 000CTpeHUS I peMIC-
cuu (meBouku — 11, Mmangbunuku — 13) [6, 7], KIMHUYECKasT
CHMIITOMATHKAa B 3aBUCUMOCTH OT XapaKTepa MyTallHii re-
HOB Impu M B nipencrasieHa B Ta6:1. 1; 15 meTeii ¢ mepBud-
HBIM nMMyHoAedutnToM (ITU) (meBoukw - 4, MaIbun-
ku-11), y 7 marmenTos nuarHo3 [1M]1 monTBep:KmeH mpu
reHeThIecKoM obciemoBanud [8] (Tada. 1); 11 mammeH-
toB ¢ I/ (meBouku — 7, mampunku — 4) [9]. B xaue-
CTBE TPYIIIBI CPAaBHEHMST 00CIIeIOBAHBI TTALIMEHTHI C BHE-
OOJEHUYHOI ITHeBMOHME. B rpymimy Bonum 34 mmamueHTa
C THEBMOHMEI, B ux yucie 19 ¢ TeueHneM cpeaHeit Tsoke-
ctu (ITHep) (meBouku — 9, manmpunku — 10), 15 manueH-
TOB C TSDKETTbIM TeueHreM IMHeBMOHNY ([THTIK) (meBouku
— 8, manmpuuku — 7). KontpoabHas rpymia (KI') Bkiroua-
J1a — 15 3M0pOBBIX IeTei, KOTOPBIE 00CICIOBAINCE MIJIST 3a-
HSTUI B CITOPTUBHOI IIKOJIC, HE UMEJIM XPOHMYECKUX 3a-
0osieBaHUI, y HUX HE ObLIO MHTEPKYPPEHTHOM MH(MEKIIUN.
Bo3spact Bcex ImammeHTOB COCTaBWII OT 3 Mec 10 17 JieT.

PesynbraTtbl 1 06CcyKaeHne

YcranosneHo, yto koHueHTpauus Na*, K* u Cl~B cbI-
BOPOTKE KPOBH Y TMAIIMEHTOB BCEX I'PYII COOTBETCTBYET
CTaHIapTaM BO3paCTHOI HOPMHI y meTeit (Tadu. 2). OmHa-
Ko HaiineHbl otmyus Na*/K* oTHoIIeHUs B CHIBOPOTKE
KPOBMU: B TpyIIie KOHTPOJIsI OHO cocTaniseT 30.4, y manu-
eHtoB ¢ MB, ITHU/I, ITLLI, npu xpoHudyeckoit hopme 60-
JIE3HU OHO CTaTUCTUUYECKM 3HaYMMO Bhite (puc. 1). Y Bcex
TalIMEeHTOB C TSOKEJIBIM TeueHreM THeBMoHuM Nat/K* ot-
HOIIIEHUE CTATUCTUYECKU 3HAYMMO BO3PACTajIo TIPU COTIO-
CTaBJICHUU C OCTATbHBIMU 00CIEIOBAHHBIMYU Y HOPMaJI -
30BaJIoCh nocJe JeuyeHus (puc. 1).

Y yacTu OOJTBHBIX C TSDKETbIM TeYeHUEM ITHEBMOHUM
JieueHre MPOBOAMIIOCH B OTIeIleHUH peaHuMarmu, Na*/K*
OTHOIIEHUE Y ITUX MAIIMEHTOB OBUIO PE3KO MOBBIIIICHHBIM,
Y CHIXAJIOCh TIPY YMEHbBIIIEHUY CUMITTOMOB MHTOKCHKA-
LMY ¥ IbIXaTeJbHOW HEeI0CTaTOUHOCTH, TTOJIOKUTEIBHOMN
PEHTIeHOJIOTUYECKOI IMHAMUKE OPTaHOB TPYIHOM TOJIO-
ctu (puc. 1, Tada. 3).

OueBunHo, uro Na*/K"* oTHOIIEeHE 3aBUCUT OT KOH-
LIEHTPAIMU KaXIO0TO U3 3TUX KATHOHOB B CHIBOPOTKE KPO-
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Bu. J1J1s1 OTBEeTa Ha BOIPOC O TOM, KaKOW M3 KATHOHOB MMe-
eT onpenensiolnee 3HaueHue B ciBure Na*/K* oTHomeHusI,
MocJIeIHee ObLIO COMOCTABICHO C KOHIIEHTpAIuel Kax-
JIOTO KaTMOHA B CBIBOPOTKE KPOBM Y TOTO e 00CIIeIOBaH-
Horo. OKazaioch, 4TO OMPEACIISIONIUM (PaKTOPOM CITYKUT
n3MeHeHue KoHleHTpauu K* (puc. 2), a He Na* B chiBO-
potke KpoBu (puc. 3). OyHKIIMOHAIBHO 3TO, TTO-BUIUMO-
MY, TOBOPHUT O TIepeMellieHre yacT MoHOB K* 13 ChIBOpOT-
KU1 KPOBM B KJICTKU JUTSI TTOJICPXKAHUS UX 00hEMa U MEM -
OpaHHOTO MOTEeHITMAA.

Koneb6aHus KOHIIEHTPAIIMU B CHIBOPOTKE KPOBHU
B HopMe mocturatoT it Na+t 9 mmonb/i (6.4%), s K*
— 1.8 Mmmodb/i1 (41.9%) [10]. [TpoBeneHHBI aHAINU3 TTOKA-
3BIBACT, UTO Y 00CmemoBaHHBIX neteil Na*/K* cooTHomIe-
HMe ObIJIO TeM MEHbIIIe, YeM BBl OblIa Y HUX KOHIICH-
Tpanus noHoB K* B ceiBopoTke kpoBu (puc. 2). M3 atoro
CJIeIyeT, Y4TO JTMOO HEeMPEeCTaHHO MOIIePXKUBACTCS HE00-
XOIUMBI TPATMEHT KOHIIEHTPAIIUY 3TUX KATUOHOB CHIBO-
POTKEe KPOBU M K HEMY YCTaHABIIMBACTCS afleKBaTHAsI KOH-
ueHtparust K*, mu6o nmeercst crieliMaJbHBI MEXaHU3M

Tabnuya 1/Table 1

XapaKTtep nopaeHus Nerkux npu reHeTn4ecknx aedekrax y o6cnefoBaHHbIX AeTen

The lung damage in children with genetic defects

JunarHos N Bospact IMopaxeHue jerkux I'eHeTnyeckuii nedexr
6 6 Xb+Ab (CB+BB) delF508 (rereposurota)
6 6 Xb+1b delF508 (romosurora)
(CB+BB)
2 2 Xb+1b 394 delTT (reteposurota)
(CB+BB)
MB (MV) 1 1 XB+1b 2184 ins A
(CB+BB)
1 1 Xb+1b R344W
(CB+BB)
1 1 Xb+1b Gly480Asp B ak30He 11
(CB+BB)
Cunapom HuiimereH 2 7-12 W3J1 (ILD) NBN 657del5, romo3urora
TKHH (SCID) 1 1 W3 (ILD) JAK3
HWUJ (NID) 1 10 Xb (CB) SAMASEp. Ser703Leu
OBUH (CVID) 1 17 W3J1 (ILD) NCF4- chr22:2.37271875C>T
XI'b (CGD) 1 13 Xb (CB) CYBB: npotsix€HHas nenenusi 7 3K30Ha
CADK (ARCS) 1 5 N3J1 (ILD) PIK3CD ¢.3061G>A p.E1021K

IIpumeyanue. MB — mykoBucuunos TKMH — Tsxenas KoMOMHUpOBaHHAsE UMMYHHast HegoctaTouHocTh; HU — HennddepeHIMpoBaHHbIN UM-
myHonebuut; OBUH — obmias BapuabenbHast UMMyHHast HemoctatouHocTh; XI'b — xpoHndeckast rpaHyieMaTo3Hast 6one3Hb, CAPK — cuHapom
akTUBUpPOBaHHOM (hochonHo3uTua-3-knHaszel O; U3J1 — uHrepcTuMaibHoe 3aboseBanue jerkux, Xb — xpouuueckuit 6pouxur, b — aBycro-
pPOHHUE OPOHXOIKTA3BI.

Note. MV — mucoviscidosis; SCID — severe combined immunodeficiency; NID — undifferentiated immunodeficiency; CVI — common variable im-
munodeficiency; CGD — chronic granulomatous disease, APKS — activated phosphoinositide 3-kinase 0 syndrome; ILD — interstitial lung disease,
CB, — chronic bronchitis; BB, — bilateral bronchiectases.

Tabnuya 2/Table 2
KoHueHTpaLus NOHOB 1 KpeaTMHNHA B CbIBOPOTKe KPOBU Y feTeli ¢ opdpaHHbIMU 3a6oneBaHnsMu
Serum concentrations of ions and creatinine in children with orphan diseases
TTokazarenun Hopma MB, n24 MUAa, n1s MUAa, n 1l KT, n 15
P.."> MMOIB/1T 136-145 139+£1 141£0.8*¢ 141£0.6** 139+0.2
P, ", MmO/ 3.4-4.7 4.310.1% 4.310.1% 4.3+0.1¢ 4.610.1
P, MmMonb/n 98-107 104+1 104+0.4* 106£0.4* 103+0.4
P_*, MKMOIb/1 27-88 50+2* 50+4* 54+5% 80+2

IIpumeuanue. Hopma 1o [10]. *p<0.05 k KT'; £p<0.05 k TTHTsTX.

Note. normal values according to [10]. *p<0.05 as compared to the control group; £p<0.05 as compared to the PNsev. Group. KI" — control group; ITUJ] —

primari immunodeficiency; ITLI — primari ciliari dyskinesia.
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crabuam3anny ypoBHs K* B CBIBOpOTKe, a OCTabHBIC TTa-
paMeTpHI 3aBUCST OT Hee. ['omeocTasz K* ctporo KoHTpo-
JIUPYETCsI, 3aBUCUT OT BIMSTHASI MHOTOUNCIICHHBIX (PU3H-
OJIOTUIECKM aKTUBHBIX BEIIIECTB, HO TIJIOXO KOPPUTHUPYET-
Csl MeIMKAMEHTO3HBIMU cpeacTBamu [11].

Bri6op s nzydennst katrioHoB Na* m K*, pacaer Na*/
K* oTHOIICHNSI, HO HE AHAIOTUIHBIX 3aBUCUMOCTEH IS
noHoB Ca’** 1 Mg?", KoTopble IMEIOT OTPOMHOE 3HAYEHHE
B (OYHKIIMM KJIETOK, 0COOCHHO TP HACJICACTBEHHBIX 3200J1¢-
BaHMSIX, OOYCIIOBJICH TEM, UTO YJacTHe HEOPTaHMIESCKIX HO-

BKIr onna enug sMB @lMHcp @alNMHTsx ©MHp
Na*/K*
40

38

36

34 I
l

32

30

28

Puc. 1. Na*/K* oTHOLIEH/e B CbIBOPOTKe KPOBY MaLueHToB. [1o ocn opan-
HaT — Na*/K* oTHOLIEH/e B CbIBOPOTKE KPOBY. YC/IOBHbIE 0603HaUYeHUA:
MHp — NHeBMOHUA (pPeKOHBaNEeCLEHT), OCTabHble abbpeBUaTypbl CM. B TEK-
cte. *p=0.02; **p=0.002; *** p=0.0001, NS - He [JOCTOBEPHO, paccYNTaHO
no oTHowweHwno K KI.

Fig. 1. The Na*/K* ratio in the blood serum of patients. Bars show the Na*/
K* ratio in the blood serum. PNr, pneumonia (reconvalescence). See the
text for other abbreviations. *p=0.02; **p=0.002; *** p=0.0001, NS - non-sig-
nificant, calculated relative to control group.

HOB B PeTY/ISIINN (DYHKIIMIA 3aBUCHUT OT X HOHM3HPOBAHHBIX
dopm. Y uenoseka 50% Ca** u 25% Mg?* HaxomuTCs B CBIBO-
POTKE KPOBHU B CBSI3aHHOI (hopMe, a OCHOBHOE KOJTMIECTBO
Na* u K* mpeacrasieHo cBoboaHBIMU MoHAMU. KoHIIeHTpa-
uust Ca* B CBIBOPOTKE KPOBM COCTABJISIET 2.5 MMOJIb/JI, B BU-
JIe TOHOB MMeETCsI TOJIbKO 1.15 MMOJIB/JT, OCTaIbHOE KOJIH-
yecTBO Ca’" cBsI3aHO ¢ OeIKaMU MJIM HU3KOMOJIEKYJISIPHBIMU
OpPraHNIEeCKMMUI KUCIIOTAMH. DTO O3HAYACT, YTO (DH3HOIIO-
TMUYECKHU B pEaKIMSIX YIACTBYET YaCTh HOHOB 3THX METAJIIOB,
a He BCE MX KOJIMIECTBO B CBIBOPOTKE KPOBH.

Na*/K* R=0,9; p<0,001
55
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Puc. 2. 3aBucumoctb mexpay Na*/K* oTHoweHem 1 KoHueHTpauven K B
CbIBOPOTKE KPOBM Mpu opdpaHHbIX 3aboneBaHusx y aetei. Mo ocv opau-
HaT — Na*/K* oTHOLeHVe, Mo ocu abcLumcc — KoHUeHTpauus K.

Fig. 2. Dependence between the serum Na*/K* ratio and the serum K*con-
centration in children with orphan diseases Ordinate, Na*/K* ratio; abscis-
sa, Kt concentration.

Tabnuya 3/Table 3
KoHueHTpaLus NOHOB 1 KpeaTMHNHA B CbIBOPOTKE KPOBM Y fieTeli ¢ BHe60IbHUYHOI MHEBMOHMEN
Serum concentrations of ions and creatinine in children with community-acquired pneumonia
TTokazarenu IMHcp, n 19 ITHTsx, n 15 MMHTsx, ney, n 15 KI, n 15

P..*, MMonb/nt 144+1* 138+0.8 13840.6* 139+0.2

P, *, MMosIb/ 11 4.4+0.1 3.6+0.1* 4.7+0.1% 4.610.1

P, Mmonb/n 103£2 105+0.8 102+1.2 103£0.4

P, MKMONB/TT 82+3* 52+5% 45+3* 80+2

IIpumeuanne. [THTK, 1ed — Tskenas mHeBMOHMS Ha (one tedenus. *p<0.05 k KI'; £p<0.05 x [THTsok. 3HaueHre B HOpME KOHIIEHTPALINHN BEIIECTB

CM. TaOI. 2.

Note. Pnsev. treat — severe pneumonia during treatment. *p<0.05 as compared to the control group; £p<0.05 — as compared to the Pnsev group. Nor-
mal values of agent concentrations see in Table 2.
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BaxxHoe 3HaueHME B BOIHO-COJIEBOM TOMEOCTa3e TIPH-
HaIUIeXKUT ouKaM. Bo Bcex ciryuasix oppaHHBIX 3a00J1¢Ba-
HU KOHIIEHTpaIIs KpeaTUHWHA HAXOAMIACh B TIpEIeIIax
HOpPMAaJIbHBIX 3HaUYeHUH (TadJ. 2), YTO CBUIETEIHCTBOBA-
JIO O TOIIeP>KaHNU YPOBHS TJIOMEPYIISIPHOM (PUIIBTpaIInmT
B ITOYKE Ha ajekBaTHOM ypoBHe. Na*/K* oTHomeHue mpu
opaHHBIX 3a00JIEBAHUSX MOXET 3aBUCETh OT CABUTA KOH-
LEHTPALNHI 3TUX KAaTHOHOB B CBIBOPOTKE KPOBU IIPH HAPY-
IICHUN PETYJISIIUA TPpaHCIIOpTa MOHOB B mouke. [1pume-
POM CITY>KUT 0o0cJiefoBaHHbINM MTaneHT ¢ MB B couetanumn
C CMHIPOMOM TiceBmo-bapTrepa, Korma n3aMeHeH TpaHC-
TOPT XJIOPUIOB M KATHOHOB [12], 9TO BEI3BIBACT PE3KUU
cosur Na*/K* otHomreHus. [1pn mocTyIruieHUN B KIIMHU-
Ky y ITalieHTa HabJIromarach MHOTOKpaTHAsI PBOTa, CHU-
JKEHHE aIllleTUTa, BSUIOCTh, BHISIBICH METa00IMICCKIIA
aJKayo3, TUITOHATPUEMMS 1 TUITOKanueMus. JIst Kymu-
POBAHMS OCTPOIT CUTyallnK PeOCHKY OblJIa IIPOBEACHA MH-
(dy3uonnas repanus ¢ 4% KCl, 3aTem ObLT IIPUMEHEH per
os cosieBoii pactBop Humana Electrolit + 4% KCI, koTto-
PBI MALIMEHT XKaaHO I, HECMOTPST Ha OYeHBb TOPHKUIA
BKyc. CTpeMJIeHIEe ITUTh COJICBOI pacTBOP MCUYE3IIO Y pe-
OcHKa IOoCJIe BOCCTAHOBJICHUST KOHIICHTPAII KaTHOHOB
B CBIBOPOTKE KPOBHU.

DT maHHBIE CBUICTEIBCTBYIOT O TOM, UTO y ITAIlCH-
ta ¢ MB octpoe Hapymenne koHueHTpaun Na*n K* Ha-

Na+/K+ R=0,01: p>0,05
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Puc. 3. 3aBucnmoctb mexxay Na*/K* oTHowweHremM 1 KoHueHTpaumein Na*s
CbIBOPOTKE KpOBU Npu opdaHHbIX 3aboneBaHusx. Mo ocn opanHat — Nat/
K*oTHOLWeHwMe, no ocn abcumncc — KoHuyeHTpauymsa Na*

Fig. 3. Dependence between the serum Na*/K* ratio and the serum Na*
concentration in children with orphan diseases. Ordinate — Na+/K+ ratio;
abscissa — Na+ concentration.

XOJIUT OTpakeH!e B U3MEHEHUU COJIEBOTO alTeTUTa, 4TO
MMeeT AMaTHOCTUYeCKoe 3HaueHue. Vcmoab3oBaHme 3To-
TO TOKa3aTessi, Kak CUMITTOMA TIPEIBECTHUKA, TIO3BOJIUT
HauaTh JieueHue Ha Oojiee paHHUX CTAAUSIX Pa3BUTHS 0O-
ne3nu. Takum 0Opa3oM, BEISIBJIEHO HOBOE MATOTEHETUYE-
CKOE€ 3BEHO B (DYHKIIMOHAIBHON OpPTaHU3aIUU CUCTEMBbI
PETYJISIIIAY BOMHO-COJIEBOTO OOMEHa, KOTOPOE BhIPAXKALT-
cs1 B OOOCTPEHHOI YYBCTBUTEILHOCTU CUCTEMbBI PETYJISIIIH
COJIEBOTO aIMeTHTa, 00eCTIeYNBAIOIIETO KOMIUIEKC (hr3K-
OJIOTMYECKUX PEaKIINii TT0 CTaOMIM3aiy 00bemMa KIIeTOK,
MEMOpPaHHOTO MOTeHIAIA TIPU BBEIEHUM COJIEH 3TUX Me-
TaJUTOB JISI HOPMAJIM3AIINY KOHIIEHTPAIIMY NOHOB B OKO-
JIOKJIETOYHOM XXUIKOCTU.

Peskoe yBenmmuenne Na*/K* otHomenust mpu MB
u [THTSK MaToreHeTUYeCK MOTJIO OBITh CBSI3AHO C aK-
TUBHOCTBIO BOCITAIMTENHLHOTO Tipoliecca. ComocTasie-
HUE 9TUX BEJIMYUH ¢ KOHIeHTpauueit C-peakKTUBHO-
ro 6enka (CPB) m COD BBISIBUIO BHICOKO CTaTHCTHU-
YecKU 3HAYMMYI0 3aBUCHMOCTb Na*/K* oTHomeHus
u koHueHTpanuuu CPb B chiBOpOTKe y MaliMeHTOB C TSI -
JKeJIbIM TeueHreM THeBMoHuu (puc. 5). Ha dhone antu-
OakTepUaIbHOU TEPATUU U YIYUIICHUST COCTOSTHUS Ta-
1IMeHTa yMeHblnajzach KoHuenrpanuss CPb u npowuc-
xoausio BocctaHoBineHue Na*/K* orHomenus (puc. 5).
Taxoit kKapTUHBI HE HalIeHO TTPY U3YYEHUN 3aBUCUMO-

K+,
MMOJIb/JI

R=0.99, p<0.05

45 -
4 -

35 -

2 T T T 1
132 134 136 138 140

Na+, MMoJIb/J1

Puc. 4. 3aBncumocTb Mexay KoHueHTpaumen Na* n K+ B cbiBOpoTke Kpo-
BV B AUHAMMKE NIeUeHNsi OCTPO Pa3BMBLIErOCA CUHAPOMa nceepo-baprre-
pa. Mo ocun opamrHaT — KoHueHTpaumsa KB CbIBOPOTKM KPOBWU, MO 0ch abc-
LMcC — KoHueHTpaumsa Na* B CbIBOPOTKE KPOBMU.

Fig. 4. Dependence between serum concentrations of Na* and K* during
the treatment of acute pseudo-Bartter syndrome. Ordinate — serum K* con-
centration; ratio; abscissa — serum Na*concentrationcblBopoTKe KpoBu.
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ctu Na*/K* orHomenust u COD y Tex Xe maiueHToB (7
=0.22,p=0.3).

Takum o6pazom, poct Na*/K*" oTHOIIEeHUST MOXET
OBITH CBSI3aH C moTepeit K 13 opranmama wim mepepac-
npeaeseHreM noHOB K* MeXmy KJIeTKO 1 ChIBOPOTKO#
KpoBH, Korma 9acTb K cMelmaercst B KJIIETKHU IJISI BOCCTa-
HOBJICHUS UX 00beMa. DTO HaOI0maeTCs pu ophaHHBIX
3a00JIeBaHUSIX U COIIPOBOXKIaeTCs ImoBbIeHneM Nat/K*
oTHouieHus 1o cpaBHeHuto ¢ KI'. [Ipu octpom TeyeHun
3a00JIeBaHUSI, HApaCTaHUM OTeKa KJIIETOK IOBBIIIACTCS
Na*/K" oTHOIIIeHE, HATIPUMED, B OCTPOM IIEPUOJIE ITHEB-
MOHUM, OHO KYIIMPYETCS B TIpolIecce JCUCHUS.

[Ipenmonoxenue o mepepacmnpeneaeHun K" mexmy
KJICTKOM M OKOJIOKJICTOYHOM XXUIKOCTBIO B TEHE3E M3ME-
Henus Na*/K* oTHomIeHIs B CBIBOPOTKE KPOBM OCHOBAHO
Ha TOM, 4TO TIPOIIeCC 00OCTPEHUS 3a00JIeBaHNST M BOCCTA-
HOBJICHUSI TIPOMCXOIUT OBICTPO M He 3aTparuBaeT OajaHca
K* B opranmame. [ToryueHHBIC DTaHHBIC O TMHAMUKE M3ME-
HeHnns Nat/K* oTHOIIeHNS B CBIBOPOTKE KPOBHU IIPU TIa-
TOJIOTMYECKOM TIpOIIecce MPEACTABIISIIOT MHTEPEC I 00-
el maTo@u3noaoTun. Pe3yIbTaThl TPOBEICHHBIX UCCIIC-
TMOBaHMIA CYIIICCTBEHHBI VTS 00CYKICHUS OOIIIETO BOIIpOCca
TIaTOJIOTUIECKON (DM3UOJIOTUN — HEOOXOMMMOCTH aHAJIM-
3MPOBATh HE TOJBKO BEJIMIMHBI KOHIICHTPAIINA KATUOHOB
B CBIBOPOTKE KPOBH, HO 1 MX COOTHOIIeHNe. KoHIIeHTpa-

Na+/K+

R=0,62; p<0,001

003

OIH TR

25 T T T T 1
200 300 400
CPB, mr/n

Puc. 5. 3aBucumoctb mexkay Na*/K*n CPB B cbiBOpoTKe KpoBu npu opdaH-
HbIX 3a6oneBaHuax 1 MHTax. Mo ocn opanHaT - KoHueHTpauma Na*/K*, no
ocn abeumcc — KoHueHTpauus C — peakTMBHOTO 6esika. YCnoBHble 0603Ha-
yeHua: O3 - opdaHHble 3a6oneBaHs.

Fig. 5. Dependence between the serum Na*/K* ratio and the serum C-re-
active protein (CRP) concentration in children with orphan diseases and
severe pneumonia. Ordinate — Na*/K* ratio; abscissa — CRP concentration;
03 - orphan diseases (OD).

st oHoB Na* 1 K* B CBIBOPOTKE KPOBU CITYKUT OTpazKe-
HUEM BJIMSTHUSI MHOTMX TOPMOHOB Ha 3(pdeKTopHbIE Op-
raHbl, MepepacnpencyieHus: MOHOB MEXIY XXUIKOCTHBIMU
dazamu opraHu3Ma, MeXX1y HUTOIIa3MOM KJIETOK U OKOJIO-
KJIETOYHOM X1AKOCThIO. MCIIoIb30BaHHBIN KPUTEPUL — OT-
HOIIICHWE MEXITy BHEKJICTOYHBIM Na* 1 BHYTPUKIICTOUHBIM
K*, B CbIBOpOTKE KpOBH, BEPOSITHO, MOKET pacCMaTPUBaTh-
¢Sl KaK OIUH M3 UHTETpaJIbHBIX TApaMeTPOB COCTOSIHUS CH-
CTEMBbI BOAHO-COJIEBOTO TOMEOCTa3a MPU pa3BUTUU MATOJI0-
TMYECKOro npoiiecca U 3(pHeKTUMBHOCTU BOCCTAHOBJIEHUSI.

3aKkn4yeHne

CormocTaBieHre KIMHAYECKON KapTUHbBI Y MallieH-
TOB ¢ ophaHHON MaToJI0Tuell 1 J1abopaTOPHBIX JAHHBIX
CBUIIETEJILCTBYET 00 OMHOTUITHOM M3MEHEHUH KITIOUEBO-
TO MapaMeTpa, BIUSIONIETO Ha MeMOpaHHbBI TTOTeHIIAT
KJIeTOK. B ero ¢poopMrpoBaHuM B KjIeTKax opraHu3Ma ye-
JIOBEKa OCHOBHAsI pOJIb MPUHAIIEKUT KOHIIEHTPAIINY 1O~
HOB Na" Bo BHEKJIETOUHOM KUIKOCTH (CHIBOPOTKA KPOBH )
u K* B iurornasme kinetok. MHTerpanbHbIil mapameTp -
Na*/K" oTHOIIIeHH e B CBIBOPOTKE MOXXHO pacCMaTpUBaTh,
KaK OT/IETbHBIN TToKa3aresib. bosee Toro, mpu MHEBMOHUM
€ro BeJIMYKMHA OTJIMYAeTCs B OCTPOii (pa3e 00JIe3HU U NP
PEKOHBAJIECIIEHIINU, YTO XOPOIIIO COOTHOCUTCS C JIMHA-
mukoit CPB, Ho He ¢ COD. YBeimuenue Na*/K* oTHO-
IIEHUST MOXKET OBITh CBS3aHO C OTEKOM KJIETOK U TIEPEeXO0-
nom yactu K* B kitetku. Octpoe yBenmueHnne Na*/K* mo-
KET CIIY>KUTh TIPEIBECTHUKOM HAYMHAIOIIETOCs] Pe3KOTO
YXYIOIIEHUSI COCTOSTHUSI OPTaHU3Ma.
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