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PenanbHbid TyOYnapHbIA aumMnos

(O630p nuTepatypsl)

T.B. BawypuHa, T.B. CepreeBa
HUU nepuaTtpum 'Y HU3 4 PAMH, r. Mockea

Renal tubular acidosis

T.V. Vashourina, T.V. Sergeeva

Kniouesoie cnosa: PTA I muna, PTA Il muna, PTA III muna, PTA IV muna.

Penanbuplil TyOysapHbI anugo3 (PTA) — rpynmna ka-
HAJIBIIEBBIX 3200JIEBAHUI ITOYEK, KOTOPBIE XAPAKTEPU3Y-
I0TCSI HAPYIICHUEM PeadbcopOIHM OMKApOOHATA, CEKPEIUN
BOJIOPOJJHBIX HOHOB WJIN COYETAHUEM OOOUX /IE(PEKTOB U
MIPUBOJIAT K METAOONIMYECKOMY AITU/I03Y IPU COXPAHHON
KITyGOYKOBOH (DUIIBTPALIMHL

B nocneanue roppl 61arojapst JOCTHKEHUAM MOJIE-
KYJIIPHOIN GUOJIOTUH OBl CAE/IAaH OOJIBIION IIPOrpecce
B M3YYECHUU CYOKICTOUHBIX MEXAHU3MOB [TOYEYHOIO
TpaHcnopra 6ukapooHaTHeIX (HCO, ™) mBogopoaHbx (H)
HMOHOB, YTO OTKPBUIO HOBBIE IIEPCIIEKTUBBI B TIOHUMAHUN
aTO(PU3NONOTUHA PEHAIBHOIO TYOYIAPHOIO ALKUL032
(PTA) [1, 15].

TpamunoHHO BeIAEAAIOT: 1) AucTanbHbl PTA, nmmn
PTA I tuna; 2) npokcumanbsbiii PTA) nnu PTA II Tuna;
3) PTAIIl Tma, BOCHOBE KOTOPOI'O JIEKUT KOMOMHUPOBAH-
HBIN IIPOKCUMAIBHBIN U AUCTANbHBIN PTA; 4) runepxanue-
muueckuit PTA, wim PTA IV tuna [14, 22].

[TpOKCHMAabHBIN PEHANIBHBIN TYOYIAPHBIN A111/103
(tur II) 06yC/I0BIEH CHIKEHUEM ITIOYEYHOT'O ITOpora 61-
KapOOHATOB, 4TO BEJET K HAPYLICHUIO UX PeadbCOPOLIUU B
[IPOKCUMAIBHOM KAHAJIBLIE U ITOBBIIICHHOMY BBIBE/ICHHIO
C MOYOH. MEXaHN3MBI AUCTATBHON AIUAN(PUKAIIIN WH-
TAKTHBL

W301MpOBaHHBIN TPOKCUMAIBbHBIN PTA BCTpeuaeTcs
pEXe, UEM COYETAHHOE HAPYLIEHUE (PYHKINHI IIPOKCH-
MaJIBHOI'O OTZENA HE(PPOHA B BUAE CUHAPOMA PAHKOHU.

Cpenu nepBUYHBIX (POPM MPOKCUMAIBHOTO PTA pas-
JIMYAIOT ayTOCOMHO-JOMHUHAHTHBIN THUII, €AUHCTBCHHBIM
KIMHUYECKMM IIPU3HAKOM KOTOPOT'O ABIIACTCA OTCTABAHUE
B pOCTE [7]; ayTOCOMHO-PELCCCUBHBIH THUII C IIATOJIOTUEH
I7143 B COUYETAHUHN C OTCTABAHUEM B YMCTBEHHOM PA3BUTUU
[12]. BeLaeioT TakKe CIIOPAJUYECKUE CIIYYAU C OITUCAHNU-
€M TPAH3UTOPHOI'O MITAICHYECKOIO T!MA [18]. B xinnuke:
32EPKKA POCTA, CHIDKEHHE ANIETUTA C TOIHOTON U
PBOTOH B paHHEM BO3pacTe. Hapsamy ¢ mepBUYHbIM IIPOK-
cuManbHBIM PTA paccTpoORCTBO MOXKET ObITH OGYCIOBIEHO
PAIOM JPYTUX IPUYKH, CPETU HUX LIACTUHO3, IIEPBUYHBIN
U BTOPUYHBIA I'HIEPIAPATUPEOUIU3M, MEAYUIAPHAL
KHACTO3HAs OONE3HDb, UIUOIATHYCCKAA IUIIEPKAIbLIAYPHS
(Tabm. 1).

U3 cxemaTnyeckou Mozienu peabcopbunn 6ukapoo-
HAT4d B IPOKCUMAJILHOM KAHAJbILIE, TIOKA3AHHOM HA PHC.
1, BUHO, 4TO B JAHHOM CETMEHTE MPOLECCHI CEKPELINN
H" u Tpancniopra HCO,;~ OCYIMIECTBIAIOTCS C TTOMOIIBIO
HATPUHI-BOLOPOSHOIO AHTUIIOPTEPA-3 HA IOMUHAIBHOU
MEMOPAHE M HATPUH-OMKAPOOHATHOI'O KOTPaHCIopTepa-1
Ha 6230/1aTEPAIBHON MEMOPAHE.

Adpec onanepenucku: 117963,2.Mocksa,Jlomorocosckuti npocn,, 2,/62, Hayunoui yermp 300posws demeii PAMH, omoenenue negponoeuu

Tenegpon: 134-04-49 (pab.). Cepeeesa Tamapa BacunvesHa
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PeHanbHbIA TyGYRApHbIA auMa03

O630pbl 1 nekuym

Tabruya 1
drronorusa PTA (tun II)
(Barrat, 1999; Rose B.P., Black R.H., 1988)

IMepeyroEoi
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— MEPCHC THP RO (B2 00 AT)
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— AT OC 0MED- A, O AHTEET

— YT OC 0MED- PEILECC HEFED

Bro poprni
LrcTrEos
IManakTozenoat; Tarmoreros: (om 1) ; ERp =TT
Tonep AHTHOCTH K dhpykT o 22 THp 03 HEEMILT
B onezre Braecoma
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— HACAEACTESHERD Hedbpra

— MEOHECTEREFATL W20 Md
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— CHEp oM CEETpeHA
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— TIE p EMME AL THITE P 0K LAYPTLT

—HLHONATHYIeCHFE KaAEIFEEEI: KaMEDL

[Ipy ayrOCOMHO-PELLECCUBHOM THIIE C IVIA3HBIMU
AHOMAIMAMM YCTAHOBJICHA MyTalMsA I'€HA, KOAUPYIOLIETO
HATPUH-OHMKapOOHATHBIN KoTpaHcnmoprep-1 (Na'-CO;-
cotransporter — NBC-1) [11]. CymecTByeT Tpu THIIA Ha-
TpuUii-OMKapOOHATHBIX KOTPpaHCIOpTepoB (NBC-1, -2, -3),
OTHOCAIIMXCA K CYIIEPCEMENCTBY OUKAPOOHATHBIX TPAHC-
noprepos, 1 gse n30¢popmer NBC-1: KNBC-1 (B moukax) u
p(h)NBC-1 (B mofrkemy1ouHOIN JKenese u cepaue) [24, 27).
AxtuBHOCTE KNBC-1 yBETMUYUBAETCS IIPU METAO0IMUECKOM
AIU/03€, TUIIOKAINEMUU U U30BITKE ITIIOKOKOPTHUKOH/IOB,
YMEHBUIAETCSA IIPU HATPY3KE MIEIOYbIO WK META00/IMYE-
CKOM aJIKanose [24, 27].

B ciydae TpaH3UTOPHOIO MIAAEHYECKOTO THUIA
IPEAIIOIATAETCA HE3PENOCTh (PYHKIIMU HATPUHI-BORO-
poxaHoro antunoprepa-3 (Na'-H'-exchanger — NHE-3)
JIIOMUHAJIBHON MEMOPaHBbL. 13 5 n30(hopM HATPHUI-BOJO-
poaHbIX anTUnoprepos uiib NHE-1 1 NHE-3 nenocpen-
CTBEHHO YYACTBYIOT B PEHATILHOM TpaHcnopre (4, 25, 31].
NHE-1 pacpocTpaHeH IOBCEMECTHO Ha 6A301ATEPATIbHBIX

lpoceem MPOKCUMAIbHbIA KAHATIELL Kpoesb

Na*

3HCO,

NHE-3

H,CO4 3Na*

CA IV
H,0

K+
COZ - C02

@ Na*’CI——’_- >
H,0 | @
Puc. 1. CxemaTHaHas Mogexs peabcopouu HCO;™ B IpOK-
CHMaJIbHOM KaHaxb1e. IIponecc cexperpa H' co cropoHsr
JIIOMHHAJIBHOHM MEMOPAaHBI IPOHCXOAUT Yepe3 CrierHmd-
oI Na'-H'-artunoprep (NHE-3); rpanciopt HCO; yepes
6a3oarepaTbHYI0 MEMOpaHy ocymecTsiserca 1Na*-3HCO; -
xorparcroprepom (NBC-1). [InTorurazaMmaTudeckas Kapoo-
anruapasa II (CA IT) 1 MeMOpaHHO-CBA3aHHASA KAPOOAHTH-
apasa IV (CA IV) HeoGxoauMsI [yt peadcopommu HCO;5

meMOpanax. NHE-3 cnenudpudeH i o4ek U JOKIN3Y-
€TC AMKAIBHO B IIPOKCUMAIBHOM KAHAIBLIE.

JIOKYCBI T€HHBIX MyTALUHA IIPU IIEPBUYHOM IIPOKCH-
MmabHOM PTA nipejcrasiens! B Ta0L. 2.

JU1 AarHo3a MPOKCUMAIBHOI'O TYOY/IPHOTO ALU0324
HEOOXOMMO JIOKA3ATENBCTBO HU3KOI'O IOPOra GuKap6o-
HATOB, C O/IHOI CTOPOHBI, U COXPAHEHHO!N CITIOCOOHOCTU
OPraHU3Ma OJKUC/LATE MOYY IIPU YPOBHE OMKapOOHATOB
KPOBHU HIKE IIOPOIOBOI'O — C Apyrou. To ecTs peakuus
MOYH JI0JDKHA ObITb KUCIOM (PH < '5,5), € BBIIEICHUEM J10-
CTaTOYHOTO KOJIMYECTBA AMMOHUS, € YpoBeHb [HCO; ]
B IVIA3M€ CTAHOBUTCA HIWKE IIOPOTOBOTO 3HAYeHUA (15—
20 MMoib/1). HanpoTus, MO4a IPUOOPETAET MIECTOYHYIO
PEAKIIUIO IIPU NPEBBINIECHUN TIOPOIOBOI'O 3HAYCHUS
[HCO;], BcneacTBre 4ero (PpakiroOHHAg IKCKpeLus Ou-
KapOOHATOB COCTABIAET Oonee 15%. JJTMarHOCTUYECKUM
TECTOM SABJIACTCA TUTPOBAHUE LIECTOYbIO — BBEACHUE OU-
KapOOHATA HATPHUA C MOHUTOPUPOBAHUEM GUKApOOHATA
w1a3Mel 1 pH mMoun. Kpome Toro, /11 IPOKCUMaIbHOTO
PTA HE XapaKTepeH HE(PPOKAIbIIMHO3 BCICACTBUE 10CTA-
TOYHOI'O COACPKAHUA [IUTPATA B MOYe (PUC. 2).

Tepanusa HOCUT 3aMECTUTENBHBIN XAPAKTEP € LIEIBIO
BOCIIOJIHEHHA OOJIBIINX ITOTEPh OUKAPOOHATOB. OOBIYHO
HEOOXOAUMO OKOJIO 10—15 MMOJIb KApOOHATA WU LIUTPATA
Ha 1 Kr Maccel Tena B CYTKA [21]. JyinrenbHas noamena-
YMBAIOMIAA Tepanys 3(PPEKTUBHA, 4 IPU TPAHZUTOPHOM
MJIA[ICHYECKOM THUIIE BBI3BIBAET OBICTPOE YBEIIMYCHUE PO-
CTa U C BO3PACTOM MOXKET OBbITh IIPEPBAHA 6€3 OITACHOCTU
penuaBa CHHAPOMA.

JUCTaIbHBIN PEHANBHBIA TYOYIAPHBII A1[U/I03 PA3BU-
BAETCS BCIEACTBAE HAPYIIEHUA SKCKPELHUH BOJOPOJHBIX
HOHOB B JUCTAJILHOM OTAEIE HE(PPOHA, UTO NPUBOIUT K
TSDKEJIOMY META00/INYECKOMY alIUJO3Y.

CumnTaETCA, UTO Y AETEN, TUCTANBHBIN PTA IpakTHUeCcKn
BCEIJd ABIACTCA NEPBUYHBIM, T. €. TCHETUYECKA OOYCIOB-
JieHHbIM. TeM He MeHee HapsA/Ly € «CEMEMHBIMI> (POPMAMU
3TOr'0 3a00/IEBAHUA BCTPEYAIOTCA U CIIOPAJUIECKUE CITy-
yay. YacToTa BCTPEYAEMOCTH CPEAU JETCKOI'O HACE/ICHNS

T.5, N22 2003 Hedponoruan gnanuz 123



O630pbl 1 NekuMH

T.B. Bawypuha, T.B. Cepreesa

Tabauya 2
T'eHeTHKA IEPBUYHOIO PEHATBHOIO TyOYIAPHOTO AIH/I032
Crmppon | M okaArEAIL TerR | CrmEoa aokiyoa | Tp opyT Term
TMepeswroeni mpoxcuroassyeoi PT A (1aon IT)
2T 0C 0MED- 4, DT AFTHET - — -
AFTOC OMED-PEITECCHEHEDL ¢ AHOMAATAL TAT 4yl SLC484 MBC-1
CIIOP AR SCKIE ¥ MALEHIEE — — rErpenocTe M HE-3
Mepescunrni specransneni PTA (xun I)
YT O OME0- 4, O W AETETETH 172122 sLC4a] AF1
3TOC 0 MELO-PEIECCMEREDE © TYIO 00 CTEED Zpld ATPEB1 Bl cybzes. H-AT D-azn
AT O OMED-PRIECCHEHED bez TyToyHocTH 1733-34 — —
Flo rbsovpo Bavnoni mpoucyrraasem w auctasesneri PT A {xon IIT)
LT 00 OMEIO- PRIIACCHERTT € G0Te OTIET 03 0M | By | CAZ | xaphoasrmpaza 11
Iimepuassemorecu i aucTassHED PTA (13m IV)
TICEE, OTFIT 0 3AE LOCTep ORTEL, THI |
25T 00 OMED- ), OMEEIABTHAA PRHANEHAA chopua 49311 MILE. MELHE P AAOK OPTHE . per,.
25T 00 OMEN- PEIECCHEHL WiAE THOPT 3HHAT chopaa Gpla SHCCIE, SCHN1G B, 7 eybren. N 2amm. xazmaoe
25T 00 OWMEN- PEIECCHEHLL WiAE THOPT 3HEAT chopaa 12pl3 SHCC18 ot eybeen. M zamsm. xarmnoE
W AFTEIAA 3@ TOKAD THITE P AAF0en0LT - — MR P AR 0K OpTHK . el
TICEE L OTFIT 0 AAE 400 Tep 0 EFEM, THI 11 1g3142
iermmpom I opaoma) 17p1l-921 B B

MeTabonuuyeckui aumaos

SB = 10-15 mmonb/n

el .

pH moun >6,0 pH moun <5,5

v v

Oxckpeuma NH, 4 Okckpeums NH, T

v v

LunTtpat 4 LiutpaTt N

v v

HedpokanbumHo3 «+» HedpokanbunHo3 «—»

v

OTBeT Ha GukapboHaT
10-15 mmonb/kr/cyT

v

MpokcumanbHbI PTA

OTBeT Ha bGukap6oHaT
1-3 mmonb/kr/cyT

v

AuctanbHbin PTA

Puc. 2. TuddepeHnuanbHbIi JHATHO3 IPOKCHMAIBHOTO
U JUCTATRHOTO PTA

1:40 000 yenoBex.

JaHHBIE TEHETNYECKOTO aHAIN32 CEMENHBIX (POPM I'o-
BOPAT O TOM, YTO IIEPEAAYa Je(HEKTa MOKET IIPOUCXONUTD
10 AQyTOCOMHO-IOMMHAHTHOMY THILY, ayTOCOMHO-PELIEC-
CUBHOMY C HEIPOCEHCOPHOU TYTOYXOCTBIO U AYTOCOM-
HO-PEIECCUBHOMY C HOPMATTLHBIM CITYXOM [6]. Bropuutbie
(mpuobperennrie) GopMbl AUCTAIBHOIO PTA onucanb
IIPY MHOI'UX MATOJOTMYECKUX COCTOSHUAX, CBA3AHHBIX
C AyTOMMMYHHBIMH 3200/1€BAHUAMHY, PACCTPONCTBAMU
META00IM3MA KAIbLUA ¢ HE(PPOKATBIIMHO30M U THUIIED-
KaJIbIINyPUEN, TIEPBUYHBIM TUIIEPIAPATUPEOUTUIMOM,
JIEKAPCTBEHHBIM 1 TOKCUYECKUM OBPEKIACHUEM, IPYTUMU
MIOYCYHBIMU 3260JICBAHMISIMU, B TOM YU CJIE C MEYTISIPHOM
KUCTO3HO¥ OOJIE3HBIO U TYOYATO MOYKON (TAOL. 3).

[Matoduznonorunaecku I Tt PTA MOXeET OBbITh pa3eneH
HA 4 TPYIIIBL «KIACCUYECKUID (MU CEKPETOPHBIN) IPU
NEPBUYHOM JTUCTATbHOM PTA; rpajiueHT-1eOUITUTHBII,
BOJIBT2K-3dBUCHUMBIH U IIPOIIOPLIKA-3aBUCUMBIH IIPU BTO-
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pUYHOM UCTanbHOM PTA.

QYHKIIMOHAIBHON OCHOBOI KJIACCUYECKOTO (WU
CEKPETOPHOI0) BAPUAHTA ABJLACTCA OTCYTCTBUE WIN HA-
pymenue gyHxiuun H-ATdPazpl BO BCTABOYHBIX KIETKAX
HOIY/IALUA A KOPTUKAJIBHBIX COOUPATENBHBIX TPYOOK,
OTBEYAIONTUX 32 CEKPeIyio H' (BCTaBOYHbBIEC KICTKHU TI0-
nyranuy B orsercTseHHbl 32 cexkpenuio HCO;™) (puc. 3).

B ciryuae ayToOCOMHO-IOMUHAHTHOTO TUIIA CYILECTBYET
MYTAIIMs TeHa, KOTUPYIOHIETO XJIOPUAHO-ONKAPOOHATHBIN
anTunoprep-1 (AE1 — anion exchager 1) [29], Bcnencrsue
gero 1 Hapymaercs pynknys H-ATdasst (prc. 3). B mogkax
AE1 (n30popma 1) axcripeccupyercst Ha 6a301aTepaibHbIX
MEMOPAHAX BCTABOYHBIX KJIETOK HMONYIALUU A KOPTU-
Ka/IbHBIX U MEAYULIPHBIX COOMPATENbHBIX TPYOOK, AE2
(nzodopma 2) — B MEAYUIIPHOM TOJICTOM BOCXO/ISIIEM
KoneHe netnu [enne [2, 30].

Myranys rena, HelmoCPEACTBEHHO KOAUPYIOIIETO BOJO-
poanyio AT®azy, konkpeTHo Bl-uzodopmy B cyobeuHu-
11bl, BO3HUKAET B CJIy44€ ayTOCOMHO-PELIECCUBHOTIO TUIIA C

lMpoceem KOPTUK. COBUPAT. TPYBKA Kpoeb
H*-AT®a3za AE1
H+
@ HCO,-
HPO,= cr
4 H,CO; cl-
H2PO4_ NH4+ H+, t.AT®a3a

H+
K* co, ,0

o :

ecmaeo4Hble Kililemku

Puc. 3. CxeMaTHIHAA MOJEIH ceKpenur H' B KOPTHKATBHOM
CcoOHpaTeTHFHOM TPyOKe. IIoMuHATbHAA cekpenpsa H' ocy-
IIECTB/IICTCA BaKyO/SIPHON H'-AT®a30¥1 BO BCTABOYHBIX
KIeTkax nonyyanuu A; HY, K -ATd®a3a Tak:ke CHOCOOCTBYeT
cexperrnu H'. O6pa3oBaHHBIH BHYTpHKIeTOIHO HCO;
TPAHCHOPTUPYETCA Yepe3 6A301ATePATHHYI0 MEMOPAHY
CI'HCO; -arTHIIOpTEpOM (AE1). [IHTOILIa3MAaTHIECKAS Kap-
6oanruapasa I (CA II) HeoGxomuma 11 cexpenpu H'
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O630pb 1 nexuuw

Tabruya 3
rronorusa PTA (tun I)
(Herrin, 1999; Whitworth J.A., 1987)

Hewozmoxvo c1s cexpews H Y (cexpero prrni nedena):
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— 00 OLFHp 0BIHEEDA C TRHETHEECKH TEpe,), AEIEMEDLF
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IHENTLA)
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5= Ak OEEDH TIef) TP Tep )

— MEKAPCTED M TOKCHMEEL (ERAET e 004, amchoTepprarre b,
ATIOHEL, PTYIE)

— 200 LMY OEAHEITA @ APYT MG 1T 0Me MEEIMGL ab oneBarmano:
(e A0HedbpIMT, 0hoTPYHTHEHAA 7 0TIATHA, 0TTOP HeHME
TIOMEHOT 0 Th ARCTLAZHTATE

— MU ETA IYEI‘-IE.TM Iodka

InponponanswEni PTA {obrewrni sedweit):

— IFOIOEQ e LT

— [IFOIOHATPFEMFISCKRIE COCT ORI

ITorrmurewnan obpaman suchdwzua H +
TP axHe HIHEDH sedhel 1)

O ICyICIBME 3AEHIPHYECH T0 TPAAMEHTA AAT CEH Pe1M
womoe H*

Fonbyonposanszne sedhe HIEL B 0 HOMIAABHO H
peabcopbipon [HC O] m cenperpon sonos H +

HEMPOCEHCOPHOM TYrOyXOCThIO [16] (pHC. 3).
JIoKamM3anys IOKyCOB I'€HHBIX MYTAIUH IIPU NIEPBUY-
HOM JincTanbHOM PTA nipesicTapneHa B Tabnurie 2.
Mexanusm pa3BUTUA I'PAJUEHT-AC(PUIUTHOTO Ba-
pUaHTA IIPU BTOPUYHOM AUCTAIbHOM PTA 3aKxmogaercs
B HECIIOCOOHOCTH CO3[aTh 3HAYUTE/IbHBINA IPATUCHT
KOHLEHTPALMHU BOJOPOAHBIX HOHOB MEKY JTIOMUHA/Ib-
HOI MEMOPAHOU M BHYTPUKJIETOYHOU CPEJOU B CBA3U C
YBEJIMYCHHBIM IPOTUBOTOKOM YK€ CEKPETHPOBAHHOI'O
HOHA BOJOPOJA. OH XapAKTEPUIYETCA TEM, UTO IIOUYKA
COXPAHAET CIIOCOOHOCTD YBEIMUUBATD IIAPLHAAILHOE 1AB-
serre CO, MOUH IPY €€ MAKCUMATBHOM AJIKATUHU3AIINN U
HOPMAJIbHO IIOAKUCIATL MOYY B OTBET Ha (hypoceMu. [1pn
BOJIBT2K-3dBCHMOM BAPHUAHTE B PE3Y/IBIATE HAPYIICHMUS
peabcopOIy HATPUSL B KOPTUKAIBHON COOUPATETHHOU
TPpyOKe 06pasyeTcs CyOONTUMAIbHBIA OTPULIATEIbHbIN 32-
AL JIIOMUHAILHON MEMOPAHDL, YTO IIPUBOANT K HAPYIIEHHUIO

CEKPELMH HOHOB BOIOPO/IA U KA B JUCTAILHOM HE(PPOHE
C IIOCTIEYIONIEN TUTIEpKAIUEMUEN [ 5]. [Iporoprina-3aBrucH-
MBIN BAPUAHT OIPEE/LIET HECIIOCOOHOCTD NOICPIKUBATD
JUCTAIBHYIO TPAHCIMUTEUAIBHYIO PA3HOCTD OTEHIINAIOB
C IOCTATOYHO! JIIOMEH-HETATUBHOCTBIO, IIPA 3TOM CYIIE-
CTBYET HE3HAYUTENBHO BBIPAKEHHBIM META00INYECKUN
ALM/I03, YTO OTIIUYAET €TI0 OT JPYIUX BAPUAHTOB.
3abonepanne MaHU(PECTUPYET C MECTU MECALIEB JIO
JIBYX JIET. 71 HErO TUMUYHBI (Ta0J1. 4): 33/IepKKa POCTa,
BBIPAKEHHBIE PAXUTONOJOOHBIE U3MEHEHN CKEJIETA,
HE(PPOKIBITUHO3. OCHOBY TUATHOCTUKH IUCTATBHOTO PTA
COCTABJIICT COYETAHUE PE3KOIIETIOYHON PEAKINNA MOYH
(>6,0) C TSKEBIM META60IMYECKUM ALUA030M U KaJlb-
HA(PUKATAMYA B UHTEPCTULIAN U COOUPATEBHOMN CUCTEME
1oueK (TabiL. 4, puc. 2). IIoBpexieHIE SKCKPELIUKA AMMO-
HUS B 9TOM CJIy9a€ BTOPUYHO. Peabcopbuma 6ukap6onaTa
KOJIMYECTBEHHO HOPMAJIbHA, HO B COOTBETCTBUH C IIOBbI-
MICHHBIMM 3HAYEHUAMH pH MOYM OnIpeesIeHHAsA CTENEHD
OUKAPOOHATYPUH 00A3aTEIBHO IIPUCYTCTBYET (MEHEE 5%
MPOMUIBTPOBAHHOIO KOMNYECTBA) (Tab71. 4). IIporpeccu-
Py, HePPOKAIBIIMHO3 IIPUBOAUT K XPOHUYECKOU I10YEY-
HOH HEIOCTATOYHOCTU. OH ABJIACTCA CJIENCTBUEM CHIDKEH-
HOI 9KCKPELMU LIUTPATA B IPOKCUMATBHOM KAaHAJIBIIC.
LIntpar — OCHOBHOM MHTHOUTOP NPELATUTALIMY KATbLVA B
MOUYE, KOTOPBIA XETATUPYET HOHBI KAJIBLHSA IIPH MOJIIAPHOM
COOTHOMIEHNUH 4:1. B HOPMAIBHBIX YCJIOBUAX LIATPAT (PHIIL-
TPYETCs U PEadCOPOUPYETCA B IPOKCUMATIBHOM KaHAJIBIIE
C IOMOIIBIO HATPUH-LIUTPATHOIO KOTpaHcnoprepa. [Ipu
BBIPAKCHHOM ALHI03€ YBEINYUBACTCSA LIUTPATHLIN BXO/ B
MUTOXOHJIPUH YEPE3 CTUMYJIALIMIO IATPATHOI'O HOCHUTELA
BO BHYTPEHHEIN MUTOXOH/IPHUAILHON MEMOPAHE, YTO BEJIET
K YMEHBIIIEHUIO KOHIIEHTPAIWHU [IUTPATA B LIUTO301€ [19,
206]. TToBbIIIIEHHAST PEaGCOPOIHS [IUTPATA C €I OCIEY-
IOIMIUM JICIOHUPOBAHUEM B MUTOXOHPHUAX IIPUBOAUT K
HEBO3MOKHOCTH €I'0 HOPMAJIbHON 3KCKPELUM.
OCHOBHBIE MEXAHU3MBI (DOPMHUPOBAHUA PEHAIBHOU
OCTEOIATHH ITPH JUCTANBLHOM PTA cocTosT B Cieyomem:
IIPU TSDKEJIOM XPOHUYECKOM META00IMYECKOM aAlUI03€
KOCTb MOXeET 0becneduTs 10 40% O6ypepHOit €EMKOCTH
KPOBY; HEUTPAIU3ALNA UOHOB BOLOPOJA KOCTHBIM Kap-
OOHATOM BBI3BIBACT BEICBOOOKICHUE KAJIBIIMS U3 KOCTH BO
BHEKJIECTOYHYIO KUIKOCTD, 9TO BEAET K HAPYIIECHHIO €€ HOP-
MaJIBHOH CTPYKTYPBI X PA3HOOOPA3ZHBIM KOCTHBIM fIe(hOP-

Tabauya 4
Xapakrepucruka PTA I Tuma
(Herrin J.T., 1999; Whitworth J.A. et al., 1987)

Moxaz aman Tro I (TR
5B (bez acuerom) cpeairdt 1015 pogonsfn
OcobeHHocTH HeT 300 ANYeCK 0T0
ALHA0T A
pH ooz cp. =00 (n. b =55
- Ml
M oweEas skexpeiya FH, 1
Lropar |

Fe brmaphomaTa,

0
mpat [HCO ] = 20 soefa <3

Hedop oxansirpmms wtn
Perrasrrras aoTeomaTra wtn
[PATHOCTIIEIKFE TECTH Hrpyxa MH,
Broiaphomarems kopperimo 3
moLonE kT T

OreeT Ha bracaph ommT (2 wowone fiT) x O OUTHE
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MarusIM. Y HEKOTOPBIX HOJIBHBIX C AUCTATBHBIM PTA 310
YCYIYOIIAETCA YMEHBIIEHHON PEA6COPOIUEI KATIbLA B KU~
MICYHUKE U YBETUYCHHON KCKPELIUEI KAIbLIVA IOUKAMY,
YTO IIPUBOJUT K TUIIOKAIBLIUEMUN, KOTOPAsk CTUMY/IUPYET
TMIOBBIIICHHYIO IIPOAYKIUIO ITAPATTOPMOHA C TaJIbHEHIICH
MOOWIN3ALINMEH KAIBIUS U3 KOCTHOHM TKAHU U rUnodoc-
paremueii [8]. Kpome TOTo, aliu/jo3 MOKET IOBPEXK/AATD
BO3MOKHOCTB K (PU3HOIOTMYECKOMY YBEJIMYEHUIO CTUMY-
JISIITUY TPOAYKINN 1-25-TUTUAPOKCUXONEKATBITUMEPOA.

LlenpIo Tepanuu ABIAETCS BOCCTAHOBIEHUE POCTA,
JIMKBUJALUMA U3MEHEHUH B KOCTAX M NPOPUIAKTUKA
JAJIbHENIIETO OTIOKEHUS KUIbIMA B IOUKAX (TabsL. 4).
O653aTEMBHO JICYCHUE TUAPOKAPOOHATOM WIIN IUTPATOM
HATPUA U KaIUA (TIPU TUIIOKAIUEMHUN) B JO3€ 5—8 MMOJIb/
KI'/CYT JICTSIM MJIJIIIETO BO3PACTA (JIO 2 JIET), 3—4 MMOJb/
KI'/CYT — cTapiie 2 jget, 1-3 MMOJIb/KI'/CYT B3POC/IBIM
[21, 23]. Y mereit 60m€e€ BBICOKAsA MOTPEOHOCTD B IETIOYN
OOBACHACTCA BEICOKOM ITpoAyKiner H' (2 MMonb/Kr/cyT),
CBA3AHHOM C €I'0 OCBOOOXKIEHUEM U3 KOCTEN B IPOLIECCE UX
pocra. BoaMoXHO HazHaUYeHNEe BUTaMuHa /1. IToamenayn-
BAIOIAsA TEPAIMA IIPOBOJUTCS €KETHEBHO U HEIIPEPLIBHO.
Jleuenue OKa3bpIBACT JEUCTBUE HA KOCTHBIC U3MEHEHUA U
pocrt. HedpOoKanbLIMHO3 HE NOAIACTCA Tepanuu. [Iporuos
6IArONPHUATEH, €CJIU JIEYEHUE HAYATO JIO NOSABJIEHNS HE(]-
POKAIBIIMHO3A.

[I'tun PTA xapaKTepusyeTcss KOMOUHAIMEH IPU3HAKOB
MIPOKCUMAIBHOTO U AUCTANbHOrO PTA (Tabn. 2). K Hemy
OTHOCAT ayTOCOMHO-PELIECCUBHBIN CUHIPOM OCTEOIE-
TPO3a C EPEOPATBHOI KAUTBIIU(PUKAIIUEIH 1 OTCTABAHUEM
B YMCTBEHHOM DPa3BUTHHU. BCe KIMHUYECKUE HAXOJKU
OOBSCHAIOTCS KAK BTOPUYHBIE IIO OTHOLIEHUIO K ICPULIUTY
KapOOaHTH/IPa3bl II B pa3muuHbIX OpraHax v cucteMax. [
HET'O XaPaKTEPHBL: HAPYIICHUE IIOYEUHON peadcopoLuu
HCO;™ coTCyTCTBHEM MAKCUMAILHOTI'O CHIKEHUA pH Mouw,
CHIDKCHHAS SKCKPELIMA AMMOHUS; HU3KAA PA3HULIA ITAPLIU-
IbHOTO AaBeHns CO, MEXY KPOBBIO M1 MOYOI IIPU €€ aJT-
KJIMHU3ALIMAY; BBICOKHAN YPOBEHb LIATPATa B Moue [17, 20].

KoMO6uHaIIMsI TPOKCUMATBHOTO U JAUCTAIBHOIO CUH-
JPOMOB OIKCAHA KAK TPAH3UTOPHBIN (DEHOMEH Y MIIA/ICH-
LIEB U JICTEIN PAHHETO BO3PACTA C IEPBUYHBIM JUCTAIbHBIM
PTA [20].

Tunepxanuemuyeckuii PTA (IV tui) oOycioBiaeH Hapy-
HIEHUEM PEHATLHOIO aMMOHKOreHe3a. ClIoCOOHOCTD IO/
KUCJIATh MOUY IIOC/IE HATPY3KU KUCJIOTAMH COXPAHACTCS
HOPMAJILHOH, HO 9KCKPELIUA KACJIOT IOYKAMU CHIDKEHA B
CBSA31 C OUEHDb HU3KOM 3KCKPEEr aMMOHUSA. XOTs CHIDKE-
HUE IPOAYKLINHN AMMOHMA OOYCJIOB/ICHO CAMOH TMIIEPKAJIC-
MUEH, B MEXAHU3ME PA3BUTHA 3TOM (popMbl PTA KIoueBbIMU
CUUTAIOTCA IE(UIUT AIBAOCTEPOHA WK PE3UCTEHTHOCTD
IIOYEYHBIX KAHAJBIIEB K aIbJoCcTePOnyY [9]. IV Tunm PTA
BPOXICHHOI'O XAPAKTEPA HAUOOIEE YACTO HAOIIONACTCA ¥
JETel C IIEPBUYHBIM IICEBAOTUIIOIBIOCTEPOHU3MOM.

[TceBporunoanbIOCTEPOHU3M I THIIA — BPOXKACHHOE
COCTOSIHHME, XAPAKTEPUIYIOIIEECA IIOTEPEN CONH, TUIIEP-
KaIMEMUEN U METAO0IMYECKUM alUJ030M IIPU 3aMETHO
IMOBBIMIEHHON aAKTUBHOCTHU pEHHMHA ¥ KOHLICHTPAIINN
AIbJOCTEPOHA B ITA3ME.

B nacrosmee BpeMs NCEBJOIUIIOANbIOCTEPOHU3M
[ TMIa NpeCTaBIACTCA I€TEPOTCHHBIM CHUHAPOMOM,
KOTOPBIH BKIIOYAET 2 KTMHUYECKU PAZHBIE (POPMBL C pe-
HAJIBHBIMU WX ITOJIMOPIAHHBIMU HAPYIIEHUAMU (TA0JL. 2)
[10, 20]. Han6onee 4acTom CYMTAETCA PEHATIbHAA AyTOCOM-
HO-JOMUHAHTHAA (popMa. KIIMHMKA BAPUAGETIbHA, MOKET
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IIPOTEKATH C YTPO3OU JKU3HU B CBA3U C TKEION NTOTEPEN
COJIM U BBIPKEHHOM runepkanemuei. HecMorps Ha To,
YTO IIEPBUYHBIN 1E(DEKT COXPAHAETCA, B BO3pacTe 1-2 et
MOJKET HACTYIIUTD YIYYIICHUE, KAK IPEIIONIATraIOT, 32 CYET
«JO3PEBAHMSA IPOKCUMAIBHOI'O TYOYIAPHOIO TPAHCIIOPTA,
PA3BUTHA «CONEBOIO» ANIETUTA U YIyIIICHUA PEHATBHO-
IO TYOYJIIPHOI'O OTBETA HA MUHEPAIOKOPTUKOUIDI [20)].
Bropas ¢popma ¢ MHOKECTBEHHO! OPIaHHOU PE3UCTEHT-
HOCTBIO K MUHEPAIOKOPTUKOUAM — HACIE[CTBEHHBIN
4YTOCOMHO-PELECCUBHBIN BAPUAHT, UMEET XYIIINI IIPO-
T'HO3, 4YeM peHaIbHAA (Ta6/. 2). DIU30ALI IOTEPU CONU
OTMEYAIOTCS CPA3y IIOCJIE POKICHMSA M TOI 1A JKE BO3MOKEH
JIETAIBHBIN UCXOZ,. IIOMMOPraHHOCTL OOYCIOBIEHA e (DEK-
TOM TPAHCIOPTA HATPHS BO MHOIMX OPI'dHAX, COACPKAIIIX
SIUTENINANBHBIE HATPUEBLIC KAHAJBL B [IOUKAX, JIEI'KUX,
KUIIEYHNKE, S3K30KPHUHHBIX JKEIe3aX [3].

Kak n npu apyrux ¢opmax PTA, y miajennes onucan
TPAH3UTOPHBIN CHHAPOM I'MIIEPKATMEMUN U META00/IYE-
CKOTO a111/1032 6€3 ToTEpU COMH. DTa hopMa OblIa HA3BAHA
TUNEPKAIMEMUEN PAHHET'O BO3PACTA U PACCMATPUBAETCA
KaK BAPUAHT PEHAILHON (POPMBL IICEBJOTUIIOAIbIOCTE-
ponusma I Tuna [20]. [TonararoT, 9TO B OCHOBE JIECKUT
HAPYLIICHUE CO3PEBAHMA KOJTMYECTBA WK (DYHKIIUN MU-
HEPAIOKOPTUKOW/IHBIX PELEITOPOB, HO 3TO HE OOBACHAET
OTCYTCTBHE ITIOTEPU COJIM.

ITcesgorunoanppocreponusm Il tuna (CUHAPOM
TopoHa), HACKEAYETCA 110 AYTOCOMHO-AOMUHAHTHOMY
TUIY (Tadl. 2), KIMHUYECKU MPOABIETCS APTEPUAIBHON
TUIIEPTEH3UEH, TUIIEPKATMEMHUCH, METAOOINYCCKAM ALIH-
JO30M 1 CHMKEHHOM dKTUBHOCTBIO PEHMHA IUIA3MBI [13)].
ITpu aTOM AT’ OIICAHA TOJIBKO Y HOAPOCTKOB U B3POCIIBIX.
JeTn ¢ OXOXUMU CUMIITOMAMU (TUNIEPKATUEMUEH, Me-
TAOOIMYECKUM ALU/JO30M, CHIDKEHHUEM POCT4), HO 6€3 AT
OIIMCAHBL JPYIUMH aBTOpaMu (Spitzer—Weinstein) [28].
DTOM XKe (POpPME NCEBAOIUIOANBAOCTEPOHU3MA JAHO Ha-
3BAHUE «XJIOPUIHOIO IIYHTA>. [IepBUYHBIN Je(DEKT 3AKITIO-
YaeTCsl B IOBBIIICHHON peabCcoOpPOITNH XIOPHia HATPHS B
TOJICTOM BOCXOZAIIEM KOJIEHE NET/IN [EHIIE, 4TO IPUBOAUT
K NOBPEXKICHUIO CEKPELIUU KK U BOAOPOLA B KOPTH-
KaJIbHBIX COOMPATENBHBIX TPYOOUKAX C TOCIEAYIONNM
BOJIBT K- ITYHTUPYIOINM JE(HEKTOM.

COBPEMEHHDIN AITOPUTM JUATHO32 PEHAIBHOIO TyOy-
JEIPHOT'O ALIU032 IIPEACTABIEH HIDKE. OPUEHTUPOBOYHOE
Pa3/eNICHUE BCEX OOMBHBIX C METAO0INYCCKUM AITU/IO30M
IIPOBOJUTCS IIPU PACUETE MTOKA3ATENA «IIA3MEHHON aHU-
OHHO¥ 1e/n> (pUC. 4). PopMyia «IIA3MEHHON AaHUOHHON
LIE/IN> JACT IPENCTABICHUAE O KOHLECHTPALUHA OCTATOYHBIX
AHMOHOB B I/1a3Me. B HOpme oHa cocTasisier 8—16 Mak-
B/7. [Inst PTA xapakTepHbl €€ HOPMAJIbHBIC 3HAYCHMUS, T. K.
META00NINYECKUH AIU/I03 TIPU 3TOM 3200JIEBAHUH BCCITIA
TUINEPXJIOPEMUYECKUIL. [lasiee ObICTPas IPUOIU3UTENbHAS
OIIEHKA THIA TYOYIIIPHOTO IE(PEKTA MOKET OBITh CECTaHA
IIyTeM pacyeTa «aHUOHHOM e MOo4Yu». ITokaszarenb
«QHUOHHOM menu Moun» (AIIIM) 6bUT IPEAIOKEH KAK
KOCBEHHBIA MHJIEKC SKCKPELIMA AMMOHHMSA Y OOJIbHBIX C
TUNEPXIOPEMAYECKAM METAO0INYECKUM aliiio3oM. [1pu
HeraTuBHOM 3HaueHuu AIIIM (puc. 5) B COYETAHUU C JPY-

Na*— (CI-+ HCO;")

Puc. 4. Ilna3MmeHHad aHHOHHAA 1eab. [Ipu peHaapbHOM Ty-
Oy/LIPHOM anuI03€ IUIA3MEHHASA AHUOHHAS IEJTb OCTACTCA
HOPMAIBHOM — 9-16 M3KB/J1
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AHWOHHas LLenb MOYM OTpULiaTeNbHas

WHTecTuHanbHble MpokcumanbHbI
notepu 6ukap6oHata PTA? Mpuem HCI
I
Harpy3ska kucnoton
pH moun < 5,5
I
Harpyska 6ukap6oHaTtom
Fe (HCO3) > 10-15%
Moya—kpoBb P(CO,) > 20 Mm prT. CT.
I
| MpokcumanbHbIi PTA |

Puc. 5. AHHOHHAA IIEIb MOYH OTPHIIATEIBHAA
(CI'>Na'+K")

| [uctanbHbI TYGYNsSpHbIG AedekT |
I

I 1
| Mnokanuemus | | M'nepkanuemus I

Harpy3ka kucnotoi I Harpy3ka kucnotoi |
pH mouun > 5,5
|pH moun > 5,5 pH moum < 5,5|
Harpy3aka 6ukap6oHaTom : Harpyska 6ukap6oHaTom |
Moya—kpoBb
P(CO,) <20 mm pT. CT. Moua—KpoBb Mova—KpoBb
P(CO,) P(CO,)
<20 MM pT. CT. > 20 MM pT. CT.

I
mnepkanuemunyeckmin
auctanbHbii PTA
(BONbTaX-3aBUCUMBIVA
BapunaHT)

OuctanbHbin PTA
(cexpeTopHbI fedekT)

T
| Tun IV PTA |

Puc. 6. AHHOHHAA 1IE€JIb MOYH ITOJIOKHUTEIAbHAA
(Cl"<Na' +K")

TMMHU KAPJUHAIbHBIMU IPU3HAKAMU IPOKCUMAIBHOTO PTA,
KOTOPBIE OITMCBIBAIMCD BBIIIIE, TOBOPAT O IIPOKCUMAIBHOM
tune PTA [21]. IIpy TOJOXKUTENBHOM — O CYLIECTBOBA-
HUU JACTATIBHOIO PEHANBLHOIO JePeKTa aluaAnUKaLnm
mouu (puc. 6) [21]. B mocieHee Bpems st THarHOCTUKH
PTA npemioxen eme OfuH IOKA3aTeNb — «OCMOJLIbHAS
menb Moun» (OIIM). Hapymenue anuan@uKaig MO4Yn
y MAIUEHTOB € AUCTAIbHBIM PTA, Kak IpaBuiio, aCCOLUHU-
posano ¢ OIIM Huke 100 mmorb/i1. JanpHermas qudde-
peHLMaIbHAS JUArHOCTUKA TUIla PTA IpoBOAUTCA 1OCTE
ompeneneHus Kaaust Kposu 1 pH mouu (puc. 6) [21]. [lpu
TUIIEPKAIMEMUN U KUCION MOYe AUaruno3 IV tuma PTA
MOATBEPIKAACTCA NCCIIEOBAHNEM PEHNHA U AJIbJOCTEPOHA
KpOBH. BO3MOXKHO COYETAHHE I'MIIEPKATMEMUN CO IEI0Y-
HOI MOYOI, YTO OBIBAET B CIy4a€ BOJBTAK-3aBUCUMOIO
BapuanTa JIPTA. [Ipy THNIOKAIMEMHUN U MIEJOYHON MOYe
JUATHOCTUPYIOT KIACCUYECKUH BAPUAHT AUCTAIBLHOIO PTA.
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