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KAIHIYHN BUNALOK NCEBAOI INMOA/IbAOCTEPOHI3MY

O.1. CmisiH, f—p Mef. Hayk, npocecop;

O.K. PomaHI0K, KaHg,. Mef,. HayK, JOLEHT;

T.MN. BuHga, KaHa. mef,. HayK, [OLeHT,;

IM.1. CiuHeHKO, KaHf. Mefl. HayK, AOLEHT;

B.A. 'op6acb, KaHA. Mef. HayK, aCUCTEHT;

B.IM. Caii*, 3aCTYNHMK FON0OBHOO NiKaps

MeauuHuii iIHcTUTYT CyMCbKOro fep>KaBHOro yHiBepcuTeTy, M. Cymu;
*K3 «CymcbKa MicbKa AuTava KniHiyHa nikapHa», M. Cymu

CTaTTs npuCBAYEHA BWBYEHHIO KAiHIYHMX OCO6GAMBOCTEN MCEBAOTiNOanbA0CTEPOHI3MY.
BucsiTneHi faHi npo Knacudikauito, naTOreHeTUYHI MeXaHi3MW, MOLUMPEHICTb CUHAPOMY,
PO3rAAHY TWIA TUNOBMIA KNIHIYHWIA BUNAZOK.

Kntoyosi cnosa: KniHiuHi 0c06/MBOCT I, MCEBLO-TiN0abA0CTEPOHI3M.

CTaTbs NOCBSALLEHA M3YYEHWNIO KAMHUYECKUX OCOGEHHOCTEN MNCEBAOrMNoanbaoCTEPOHU3MA.
MpuBefieHbI AaHHble O Knaccupmkaumy, NaTOreHeTUYECKUX MeXaHu3Max, pPacnpocTpaHeHHOCTU
CYHAPOMA, PACCMOTPEH TUMUYHBIV KTMHUYECKWIA CryYalil.

KntoueBble cnoBa: KIMHNYECKEe OCOGEHHOCTU, MCEBAOMMMOANbAOCTEPOHU3M.

BCTYN

MceBgorinoanbaocTepoHi3M (HVpKoBWUiA COMbOBWUIA Jiaber, peLenTopHUiA
rinoa/lbAOCTEPOHI3M,  MPUPOMKEHWIA  PEeHa/lbHWIA  COMEBTPaYalounii  CUHZPOM,
MCeBAOriNOaApPeHOKOPTMLM3M)  HANeXUTb A0  TETEPOreHHOl  rpynu  MOpYyLUeHb
€1IEKTPONITHOrO OOMIHY i XapakTepusyeTbCsi OCOB/IMBUM CTAHOM HUPKOBUX KaHabLiB,
AKUIA 3yMOBMIEHUIA HELOCTaTHLOKD YYT/UBICTIO EMiTENI0 KaHaNbLiB A0 anbA0CTEPOHY, L0
NpU3BOAUTL [0 3HWKEHHS peabcopbLii HaTpPito, PO3BUTKOM rinNoOHATPIEMIT, MeTaboNiuHOro
aumposy IV Tuny 3 rinepkaniemieto, noniypieto, NOAIAWNCIEID Ta BigCTaBaHHAM AUTUHW Y
(hi3MYHOMY PO3BUTKY.

Mpo6nema nceBAOrinOasbAOCTEPOHI3MY Y HayKOBIVi MegUUHIA NiTepaTypi BUCBIT/EHA
HefloCTaTHLO. TpannaoTbCAd OKpeMi My6nikauil CTOCOBHO €Tionorii Ta natoreHesy.
MuTaHHA NiKyBaHHA L€l XBOPOOWU 3a/MLIAIOTLCA BILKPUTUMU. Y 3B’A3KY 3 LM Mepes
Hamu Byna nocTas/eHa

MeTa — npoaHanisyBaTu niTepaTypHi fJaHi Ta O3HaiOMUTU fikapiB 3 OTPUMaHWUM
B/laCHMM [OCBILOM 3 MPMBOAY O0COG/MBOCTEN KIHIYHOFO Mepediry, AiarHOCTUKM Ta
NiKYBaHHS NCeBAOrinoasbA0CTEPOHI3MY.

MATEPIAIN TA METOAN
BukopucTaHi nitepaTypHi [pkepena, matepiany icTopii 3aXBOPHOBaHHA, K/iHIYHOrO
ornsify, 06CTeXEeHHsI XBOPOro 3 NCEBAOrin0asbAoCTEPOHIZMOM.

PE3YJIbTATU BIACHWX AOCNIOAXKEHb

MaTonoris HanexuTb 40 CMafKOBMX 3aXBOPHOBaHb i TPannseTbCA AyXKe pigko, Lo W
3YMOBJ/IKOE CKMAAHICTb CBOEYACHOI AiarHOCTUKY, a BiAMOBIiAHO, PaHHLOIO Ta eqeKTUBHOIO
NiKyBaHHs. MoLlMpeHicTb XBOPOOY He BMBYeHA. Y niTepatypi onucaHo nuwe 70 BUNajKis,
AKi BIHOCATb A0 peHanbHOI topmm [1]. Yneplle 3axBOprOBaHHS 6yn0 onucaHe $K
NePBUHHMIA MCEBAOTiINOaIbA0CTEPOHI3M Yy 1958 poui [2] i ivwwe misHiwe 6ynu BUaineHi gga
Moro TMnM — nceBporinoabgocTepoHiam | Ta Il Tunie. Jlnwe HegaBHO
MCeBAOriNOabA0CTEPOHI3M | Tuny OyB BM3HAHWIA K TFETEPOreHHW CUHAPOM, SKWiA
BKNHOYAE [ABi KMiHIYHO Pi3HWX dopmu: HUPKOBY Ta cucteMHy (MTOD — Multiple target
organ defect type 1). Iinepkaniemia paHHLOro0 AUTUHCTBA € BapiaHTOM HWPKOBOI (HOpMU
nceBAorinoanbaocTepoHismy | tuny, a6o cuHapomom Cheek i Perry, i npefacrasneHa B
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niTepaTypi AK Halibinblw MowupeHa ¢opma XBopobu ManokoBoro Biky [2,3].
3axBOpIOBaHHA CMOCTEPIracTbCAa Yy AiBYaTOK Ta X/IONYMKIB 3 OHAKOBOK YacTOTOHO.
PeHanbHUWIA NCEBAOriNOanbA0CTEPOHI3M | TNy BMHMKae, BiporigHille 3a Bce, uepes
MOPYLUEHHA [03PiBaHHA PeLenTopiB  anbJOCTEPOHY, L0 3HWKYE 1X KiflbKiCTb Ta
(hyHKLiOHaNbHY aKTMBHICTb. Lleil npouec acouitoeTbcAa 3 MyTalielo reHa OACLKOro
MiHepasoKopTukoigHoro peuentopa (MLR), Wo nepefaeTses 3a CnagKoBiCTHO ab0 BUHUKAE
crnopaguyHo. MepLui BUpaXKeHi CUMMTOMU 3aXBOPIOBaHHA NPOSBAAIOTLCA Bifpasy nicns
HapoMKeHHA abo y nepwi ABa TWKHI XUTTHA, | Nuwe iHoAi XBopo6a MNpoxoavTb
6e3cMMnNTOMHO. Y fiTeil MOXyTb CMOCTepiratucs amatis, BTpata Baru, O/0BaHHS,
3HEBOAHEHHS @K [0 LUOKY Ta PO3BUTKY KOMATO3HOro cTaHy. lpu HeageksaTHiin Tepanii
JiTU 3Ha4YHO BTpavaloTb Y Maci Tina, 3HWKYHTLCS 3araibHuii 06°eM KpOBi Ta KpOB’SHWIA
TUcK. KapTuHa XBOpo6M Harafye ChpaBXHili rinoanbgocTepoHisM. Bigmosa Big,
XapyyBaHHs Ta 3aTpuMka (i3MYHOro pO3BUTKY MOXYTb 6YTU €AVHUMKM O3HAKaMK
3axXBOPHOBaHHSA. pn OGCTEXEHHI TaKUX XBOPUX BUABASAIOTb FiNOHATPIEMIIO Y 3B’A3KY i3
3HVKEHOO peabcopbuieto  HaTpito, rinepkaniemito, MeTaboniyHuiAi aumgo3 Ha QoHi
36epexxeHol PYHKLUIT HagHUPKOBMX 32103, MiJBULLEHOTO PIiBHA afibJOCTEPOHY Ta PEeHiHYy.
IHoAi cnocTepiraloTbC  HePpPOKanbLMHO3 Ta rinepkasbliypia. Take sBulle, 6K
rinoHaTpiemis, AK NPaBusIo, He BUABNAETLCA Yepes 3ryLUeHHs Kposi [4].

CuctemHa ¢opma (MTOD — Multiple target organ defect type |) — ue BapiaHT, konm
iHWI opraHn (NOTOBI Ta C/AWHHI 3a7103K, TOBCTA KMLIKA Ta iH.) BTArHyTI y npouec. Y
niTepartypi onucaHo nuLe AeKinbka BUNagKiB Liel opmm XBopobu. Mpu LbOMY BapiaHTi
3aXBOPIOBaHHA Yepe3 MyTauii e MopyLUeHHs TPaHCMOPTY IOHIB HATPil0 B OpraHax, fiki
MICTATb eniTeNianbHUIA HATPIEBMIA KaHan. Yce Ue Npu3BOAUTbL [0 MOPYLUEHHS GanaHcy
iOHIB HaTpito Ta MO3aKNITUHHOI piguHW. KniHiyHa KapTuHa XBopobwu mnogibHa no
peHasbHOrO BapiaHTa natonorii, ane cumnTomu 6inbll BMpasHi. MaHidecTauis mMoxe
MPOSIBUTACA  pecnipaTopHUMKU  po3fafaMu | 4acTO  pO3BMBAETbCA Yy  Mepiog
HOBOHAPOKEHOCTI, KOMM Halbifbll 4acTO BWHMKalOTL fETanbHi Hacnigku, a6o B
Ma/IlOKOBOMY Billi. Y 3B’A3KY 3 MiJBULLEHOK KOHLEHTpaLiE0 COMi Yy CM30BIA 060/0HL
opraHis ONXaHHA BUHWKAE pu3nK iH(hiKyBaHHA
Ta  BTACHEHHA Y  NATOMOTIYHWIA  MPOLEC  HWXKHIX  AUXaNbHUX  LUAAXIB.
Mepebir XxBopoby Haragye NaToNOrito fereHb 3 ibPo3HO—KICTO3HMMYM TpacopMauismn. Y
JiTeli MOXyYTb 6YTV BUNaAKM 3aAMLLKM, LiiaHO3Y, TMXOMAaHKK, B NIereHsX Npoc/yXoBYHOTbCS
xpunu. JlabopaTopHa fgiarHocTuka uiei (opMn XBopobu nogibHa [0 peHanbHOi, ane npu
LIbOMY BapiaHTi Ciflb MOXe BTpavaTucs Yepes MifBULLEHY KOHLEHTpaLito i B MNOTi, CIUHI
Ta IHLWWX BUSINbHUX CceKkpeTax i pignHax [5].

McesgorinoanbaoctepoHiam I Tuny (B nitepartypi BigoMuii ik cuHapom MopaoHa) — ue
peHanbHa TybynonaTis, fSKa XapaKTepu3yeTbCA TiNepPTOHIEd Ta rinepKaniemicto,
MeTaboNiYHMM  auMA030M Ha (JOHi  3HWXKEHOrO piBHA peHiHy Ta anbLoCTepoHy.
3axBOprOBaHHA TPaNAETLCA HaA3BMYANHO PIAKO | MPOABAAETLCA Y CTapLimx AiTeld abo y
[0pOCANX, KONW BUSBASAETLCA TEHAEHLIA 40 MiABULLEHOrO KPOB AHOrO TUCKY. Bneplue Leii
BapiaHT xBopo6u 6yB onwucaHwit y 1964 p. BueHuMmu Paver i Pauline, y Toil Yac konu
lFopfoH O®iLiiHO 3apeecTpyBaB MOBIJOMIEHHS MPO Le 3axXBOPIOBaHHA 3 O3HaKamu
M’A130BOT CnabocTi Ta nepiognyHmx napanivis y 1970 p. [6]. Cepen TSXKKMX Hacnigkis
MNCeBAOrinoanbA0CTEPOHI3MY CAifl BULINMTA CMePTb B pe3ynbTaTi cepueBol apuTMmil yepes
3HaYHY rinepkaniemito, HethpoKabLIMHO3 Ta HethponiTias.

3a naToreHe3om TaKoX BUZINAOTH nepBYHHUI Ta BTOPUHHWIA
MCeBAOriN0abA0CTEPOHI3M. MepBUHHUIA CNaAKYETLCA 3a @y TOCOMHO—PELLECUBHIM TUMOM,
BTOPMHHWIA PO3BMBAETLCA MNPU  AEAKMX HUPKOBMX 3aXBOPIOBAHHAX — MienoHedpuTi,
NOMiKiCTO31 HMPOK Ta iH. Mpy NepBMHHOMY MCEBAOTiN0anbA0OCTEPOHI3MI MOPHONOriYHMX
3MIH Yy HWPKOBI/A TKaHMHI He BuABAAOTb.  KiHIYHI  MPOsBM  MEPBMHHOIO
MCceBAOrinoOanbA0CTEPOHI3MY  3YMOB/IEHI  Pe(hpaKTepHICTIO AMCTaNbHUX KaHa/bLiB [0
anbAocTepoHy. CMMNTOMM XBOPOOM MOXYTb BifPI3HATUCA HaBiTb Cepep YfeHiB OfHiel
POAVHMW 3 OfHAKOBWMM FeHHUM pgedpekToM. Cepiio3Hi O3HaKW 3axBOPHOBaHHA (aHOPEKCis,
6M10BaHHA Ta iH.) MOXYTb BWHWKATW Bigpasy NiCNA HapOMKEeHHS, Yy nNepLli ABa TWdKHI
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XWTTS abo MPOXOAMTM 30BCiM 6e3 CUMNTOMIB. BTOPMHHWMIA NCeBAOrinoanbA0CTEPOHI3M
MOXE BUHUKHYTW Y Byab-9KOMY BiLi Ha OHI pi3HOT NaTonoriT.

Ha cborogHiWwHiA fAeHb Yy HaykoBiid niTepaTypi [7] ocTaTouHa Knacvikauis
MCceBAorinoanbA0CTEPOHI3MY BUTIALAE TaKUM YNHOM:

1. TlepBuHHWUIA NCEBLOriNO/IbAOCTEPOHI3M:

1.1. MMepworo Tuny:
—  peHasibHa hopma;
—  cucTeMHa opma;
—  rinepkaniemisi paHHbLOro AUTUHCTBA.
1.2. [pyroro tuny:
—  CcuHApom lMopaoHa;
—  MigNiTKOBWIA rinepKanieMiyHWi CUHAPOM;

2. BTOpWHHWUIA NceBLOriNOaNnbLOCTEPOHI3M.

Cepefi OCHOBHWMX MPUHUMNIB Tepanii nceBAorinoansAoCTepoHi3My NoTPibHO BUAINNUTY
HacTynHi MOMeHTW. PekomeHzoBaHO nigsuiieHe BBefeHHA NaCl Ta pignHu. [osa coni
MOXe Jocsrati 3 1 Ha Aoby i 3aneXxxuTsb Bif BTPaTW HATPIto i3 ceyeto. [JoaaTkoBe BBEAEHHS
coni y MantokoBOMY Mepiodi MOXe MOBHICTIO KOpWUryeBaTu rinoHatpiemito  Ta
rinepkaniemito. Yepes 2 — 4 poku noTpeba y J0AATKOBOMY BXMBaHHI HaTpil0 xnopuay
3HUKaE, (i3VYHUIA PO3BUTOK AiTel MokpallyeTbes. Mpu XapuyBaHHI XBOPUX MOTPiIGHO
3BEPHYTM YyBary Ha BWK/OUYEHHS MPOAYKTIB, fKi MicTaTb Kanid (0,6mEg/kg/d) Ta
nifBULLIEHWIA piBeHb HaTpito (10-15mEg/kg/d). MauieHTam 3 BUPaXXEHOHO TiNoBONEMIEID Ta
LLIOKOM MpM3HAYacTbCs iH(y3iiHa Tepanis 3 BMKOPUCTAHHAM i30TOHIYHOrO PO3UMHY 3
po3paxyHkoMm 20 Ma Ha 1kr Barn. Bucokuii piBeHb Kanito noTpebye npu3HayYeHHs
BHYTPILLUHLOBEHHOTO BBefeHHA 10% po3uuHy raokoHaty kanbuito (0,5-1,0 mn Ha Kr),
PO34MHY T/IIOKO3M 3 IHCYNIHOM. MeaukamMeHTO3Hi NpenapaT PpeKoMeHLOBaHO Npu3HavaTu
3 ypaxyBaHHAM TuUMy MCeBAOrinOabA0CTEPOHI3MY. [le30KCUKOPTUKOCTEPOHY aleTar,
[le30KCUKOPTMKOCTEPOHY TpUMeTUnaueTaT, (ToprigpoKOpTN30HY aLeTaT HeeeKTUBHI Npu
MNceBAorinoanb40CTeEPOHI3MI.

AK KNiHIYHUIA NPUKAA, HaBOAMMO BUNaAO0K COCTEPEXeHHS x1onyvka I., 8 mMicAuis.

3 aHamHe3y BifoOMO, WO AWTUHA Hapoaunacs Bif APYroi BariTHOCTI, Aika npoxoguna
HOpMasnbHO, Apyrux isionoriyHnx nonoris. AuTuHa Hapogunacsd B TepMiHi rectauii
39-40 TkHIB, 3 Macoto Tinia 3600 r, JOBXMHOI — 51 cM, 3 OLHKOIO 3a LUKasio Apgar 8-9 Ganis.
Y nepLuy o6y BMABIEHO MiABULLEHHS PiBHA Kanito Ao 7,1 MMOAb/N (KOHTPO/b NPOBOAMBCA
y 3B'A3KY i3 BTPATOH MepLUOl AUTUHM Y CIM'T Ha (OoHi cTabiflbHO BUCOKOIO PiBHA Kasito).
Ha nepLuomy Micaui XXUTTA AUTUHA KOHCYNbTOBaHa B LIeHTPi MeTaboniuHMX 3aXBOpHOBaHb
M. KveBa. MpoBefeHO TaHAeMHy Mac-cnekTpomeTpito (TMC — meTof, 3a [OMOMOroH
SKOT0 MOXHA KifIbKiCHO ouiHUTK 3000 MeTaboniyHMX MapKepiB Pi3HUX rpyn nopyLleHb
OAHOYACHO | [aTW XapaKTepuCTMKY KfiacaM PeyoBWH, Ta X MOJEKYNSpHY Macy, Lo
[03BONSE BUABUTM Ta NIATBEPAUTU 3HAYHY KifbKICTb MOpYyLIeHb O6MiHY PEeYyOBMH) B
nabopatopii MonekynapHoi reHeTnkn PAMH M. MOCKBW: NaTosnorii He BUSB/IEHO.

BnpogoBX neplumnx MicAuiB XWTTA CTaH AUTUHW MopylleHwin 6yB mano. [MpoTe
XI0MYMK NOraHo Habupas macy Tina. 3 LWOCTOro Mo BOCbMUIA MiCALb XUTTA npubaska y
maci Tina 6yno BIACYTHE. 3 ypaxyBaHHAM CTabisibHO MiBWLLEHOTO piBHA Kanito (7,09—
7,11-6,21) npy Heo4HOPA30BOMY KOHTPOJi AWTUHA rocnitanizoBaHa ANnA Bepudikauil
[iarHo3y, BU3HAYeHHSA TaKTUKM NiKyBaHHS.

CTaH OUTWUHW CcepefHboi THKKOCTI. CMNOHTaHHa pPyxoBa aKTUBHICTb 3HWDKEHA. Kpuk
HEronocHWiA, He MOAy/bOBaHMIA. CamOCTiiHO He MNepeBepTaETbCsA, rOMOBY TPUMAEe
HETpMBa/NiA Yac, BeNInKe TIM'AYKO 2 X 2,5 CM, Ha piBHI KICTOK Yepena, He HampyXeHe npu
nasbnauii. Emouii cnabo BUpaxeHi, He MOCMIXaeTbCs, He arykae. Jdegiunt macy Tina —
24%. MigWKIPHO—KMPOBWIA Lap BUTOHYEHWIA Ha Tyny6i, YaCTKOBO Ha KiHUiBKax. LLIKipHi
MOKPMBW 4mnCTi, 6nifi, cyxi Ha f0TMK. CnmM3oBa OOOMOHKA LK, M'AKOr0 MigHE6iHHS,
MUTJa/IMKIB POXKeBa, uncTa. Typrop TKaHWH Ta eflacTUYHICTb 3HWKeHi. 3y6iB Hemae. Y
NereHaAx - MnyepunbHe AuXaHHA. [paHuui cepusa He 3MiHeHi. TOHM cepusa MOMIPHO
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NPUrAyLLUEHi, KOPOTKUIA cUCTONIYHMIA WyM y | Ta V Toukax, 6e3 30HK NpoBeAgHHS. YKMBIT
npy Nanbnauii M'SKWiA, JOCTYNHWIA ANns rAnbokol Nanbnalii. MedviHka HxKYa Bif pebepHoi
ayrn Ha 2,5cMm, cenesiHka He nanbnyeTbcs. BunopoxHeHHs — 3-4 pasu Ha ooy,
CE4OBUMYCKaHHA He nopyLueHe. Po3BeaeHHs KybLLOBMX CYr/106iB He 06MeXeHe.

AHani3 Kposi: eputpouutn — 2,8 T/n, remornobit — 78 r/n, k.n. — 0,8, TpombouUTY —
430 /n, neiakoumth - 83N, e - 8 n - 1, ¢ - 17, n - 5§,
M — 14, petukynoumtn — 13, LLOE - 18 mm/roa. AHania cedyi 6e3 0COGAMBOCTENA.
3aranbHuin 6inoK — 73 r/n, rnoko3a — 4,8 MMOAb/A, 3aranbHWi 6inipy6iH — 13,0 MKMOIL/1,
npamuin — 0,9 mkmonb/n, ANT — 0,58 mmonb/(rog-n), ACT — 0,52 mmonb/(rog-n), ny>Ha
thocthaTasza — 171, KpeaTuHiH — 30 MKMO/b/A, CEHOBUHA — 2,9 MMO/b/N, KasbLiil 3arafbHuii

- 25wmmonb/n, 3ani3o  cupoBaTKM  KpoBi  — 6,4 MKMonb/n.  EnekTtponiTu:
K* - 84-50wmmons/n, Na* - 125-142 mmone/n, ClI -  98-100 Mmosb/n,
Mg - 0,96 mmonb/n.  Jlaktatr - 0,9 MMmonb/n, amiak - 47,9 — HopMma,

TMC - natonorii He BWsABNEHO. PeHiH — >500 Hr/mn (Hopma Ao 46); anbAocTepoH —
25714 nr/mn (Hopma o 1110); kopTu3oH — 97,8 Hr/mn (Hopma 24-240); 17 OMI -
2,14 vr/mn (Hopma); TTI — 2,77 mkO[/mn (Hopma 0,7-6,4); T4 - 1,27 Hr/n (Hopma —
0,8-2,0). KncnoTHo-0CHOBHWIA cknag Kposi: PO, — 22,7 mm/Hg; PCO, - 31,6 MMm/Hg;
BE - 3,8 mmonb/n. AHtutina IgG Ta M [0 xnamigiii, uutomeranosipycy, TOKCONnasmu He
BUsiBNEHI. Konporpama: HeiTpanbHNUiA XXUp Y He3HauHil KiflbKOCTi.

KoHCynbToBaHMi haxiBUAMU, SKi 3p06MAN TaKi BUCHOBKM:

—  TEeHEeTVK: BPaxoBYHUM BUCOKI LUPPN anbaoCTEPOHY Ta PEHIHY Y ANTUHN Ma€E MicLe
MNCceBAorinoanbAoCTePoHi3m | Tuny;

—  €HJOKPWHOMOr: NepBUHHOI eHAOKPUHHOT NaTOsOriT He BUSIB/IEHO;

—  HeBponor: gucmeTabosivyHa eHuedanonaris, CUHAPOM PYXOBUX MOPYLLEHb;

—  OKYNICT: ONTUYHI CepefoBuLLA NPO30pI, O4HE AHO Ge3 NaToNoril;

—  Hedhponor: nceBAorinoabAoCTEPOHI3M .

Pe3ynbTaT y/nbTpa3ByKoOBOI [iarHOCTMKM OpraHiB 4epeBHOI MOPOXHWHW: MeYiHKa
36i/IbllEHa, KOBYHWIA MiXyp, MIALIYHKOBa 3a/103a, HWMPKMW, HagHUPKOBI 3a103n 6e3
EXOCTPYKTYPHUX 3MiH. OOGCTEeXEeHHS TWMMyca: BWIOYKOBA 3an03a 6r, ofHopigHa.
HelipocoHorpama— naTonorii He BUsABMEHO. PibporacTpoayoLeHOCKOMYHE 06CTEXEHHA —
naTosnorii He BWABNEHO. EnekTpokapAiorpamMa — rnepeBaxatoTb 6iOMNOTeHLianM npasoro
lwnyHouka. 3a pesynbTaTamy EXOKI — NOpOXHWHM cepust He 36ifbluUeHi, CTIHKW He
noToBLLeHi, ®B 68 % — cKOpOT/MBICTL MioKapaa 36epexeHa, BiAKpUTUI 0BafbHUIA OTBIp
D 4 Mm.

3 ypaxyBaHHAM BUSAB/EHUX BUCOKMX PIiBHIB a&/Ib0CTEPOHY, PEHIHY, LLO B MOELHAHHI 3
rinepkasniemieto, rinoHaTPiEMIEl0 Ta NOMIPHOIO rinepMarHiemieto, a TakoX MeTabonivyHUm
aumao3oMm, Npu HopMasbHUX PiBHAX KopTusony, 17 ONMI, kny604koBOi QinbTpauii AUTUHI
nocTaBNeHWn [iarHo3 MceBAoOrinoanbAoCTEPOHI3MY | TUNY, ayTOCOMHO-PELECUBHUIA TWN
crnagkysaHHs, opma MTOD (multiple target organ defect). deiuytHa aHemia 3millaHoro
reHesy.

OutuHa  oTpumyBasia  Tepanito 3 MNpu3HadeHHsM  piabany, TpumeTabony,
umTpaTapreHiHy, TiOTpUas3oniHy, KPeoHY, Ka/bLito [/IIOKOHATY, (ONieBOI  KWUCMOTH,
[O[aTKOBO NepopasibHO TINepTOHIYHOIO Po3uMHy Xnopuay Hatpito. [posogunacs
iHG)y3iiiHa Tepanis i3 3acTOCYBaHHAM (hypOCeMidy, KabLiito A/ 3HVDKEHHS PIBHS Kaito,
Lo faBano HecTabisibHWIA edekT. Y LleHTpi meTaboniyHMX NOpyLUeHb NPU HalioHaNbHil
AUTAYiA cneudianizoBaHili KniHiyi «OXMATOET» KoHCUNiymoM 6aTbkam 3anpornoHOBaHO
3aCTOCYBaHHA npenapaty iOHHO—06MiHHOT cMony BUPOBHULTBA ipMun «Sanofi —Adventis»
(PpaHuis). CepefHboTEPANeBTMYHA [03a NpenapaTty Aana MOXIMBICTb OTPMMATK CTiliKy
HOpMasli3auito PiBHIB Kanito Ta HaTpilo. Y [AUTUHM MNOKpallaB aneTut, BOHa novana
Npu6aBnATW y Maci Tina (3a HacTymHi 4 TkHI Maca 36inbwmnacs Ha 700 r). Ha gaHuii yac
OUTUHA OTPUMYE NliKYBaHHA B ambynaTOpHUX YMOBaXx Mif, CNOCTEPEXEHHAM AifIbHUYHOro
nefiaTpa, HEBpO/ora, CreLianicTiB MeTaboMivyHOro LEeHTPY 3 NOCTIHUM KOHTPO/IEM PiBHIB
Kanito, HaTpito, TpaHcaMiHas.

BicHuk CymAY. Cepis MegnumHa, Ne2°2010 161



BVICHOBKU

1. TceBporinoanbAoCTEPOHI3M € MaIO MOLUMPEHOK NATOMOTIED AUTAYOIO BiKY.

2. BigcyTHi cneundgivHi, NaTOrHOMIYHI 03HaKM 3aXBOPIOBaHHA. B'anicTb, BigMOBa Bif
DKi, 3aTpuMKa (i3M4HOro PO3BUTKY MOXYTb OYyTW EAMHWMU MPOSBAMU  XBOPOOW.
[iarHocTuka cuHgpoMy nOTpebye KOMMMEKCHOI OUiHKM  KNiHIYHMX,  6GioXiMiYHMX
NOKa3HYKIB.

3. CBoeyvacHa fjiarHOCTMKA Ta NiKyBaHHS LO3BONAOTL ONTUMI3YBaTU XUTTSA AUTUHK, @
B [eSKUX BUMNAAKAX YHUKHYTUW NeTaNbHOr0 KiHUSA.

MepcnekTUBHUM € nojasbLue BMBYEHHS aTunoBsoro nepeéiry
MCeBLOrinoa/bA0CTEPOHI3MY 3 METOKO YAOCKOHA/IEHHS aITOPUTMY AiarHOCTUYHOTO MOLLIYKY.

SUMMARY
CLINICAL CASE OF PSEUDOHYPOALDOSTERONISM

O.1. Smiyan, O.K. Romanjuk, T.P. Binda, P.I. Sichnenko,V.A. Gorbas, *V.P. Saj
Medical Institute of Sumy State University, Sumy;
*Children’s hospital in Sumy

The article considers the study of clinical features of pseudohypoaldosteronism. Data about pathogenetic
mechanism are cited, typical clinical case is described.
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