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Peztome. [ixozenos | muny - pidxicne cnadkoae saxeopiosanns, o
AGIAC COBOK 2eNAMOPEHANBHY (OPMY XBOPODU HAKOWUMEHHS 21iK02e-

Hy. B cmammi nasedeni dani aimepamypu npo emionozin, namozenes,
KILIHIYHY KAPIUILY, MONCAUSOCH] OIA2HOCHUKY 1 NIKYSAHHA 3aX80PIO-
eanns. lpedcmasnenc kniniviuii onuc xéopobu Iipke 8 dumunu

PaHHLOZ0 BIKY.

Imikorenos Tuny | (CHHOHIMU: HelOCTaTHICTh
roKko30-6-hocdarasm, xsopoba Cipke, mikorenosa
renaroxseppomeranist) - cnagkosa depmeHTonaris,
3yMOBJIEHa BIICY THICTIO 460 HEZOCTATHICTIO dep-
MEHTA HItoK030-6-hocdarazu, akuii Gepe yuacTs y
PO3LUEIUICHH IENOHOBAHOTO ITHKOI'eHy, BHACHI 0K
YO0 OCTaHHi} HAKOMUYYETHCA B IIEHiHUL H HUpKaX.
Cunapom ynepuie 6yB onucanuii von Gierke B 1929
POLi Ak NOCHAHHA 30LTbIIEHOT NEYINKY | OpyLIeH s
MeTaboniamy rmikoreny. @epMeHTHHI TedeKT
Betanorneruii E.Cori 8 1952 pori. JiarsocTuunimMu
KPUTEPISMH [IATOA0CTT BUCTYIIAIOTH BijCTARAHHS B
POCTI, TemaToMerais, HepoMerais, FinoOrTKeMis,
rinepnakrarmaemis [7].

3aranom 3a Ae(heKTOM TOTO 4 iHWOrO hepmeHTy
BijoMo Binkie 10 TURiR mikoreHoRol XBOPOOU.
I'nikorewos 1 vty TpaniseTses 3 4acToToK | BH-
nanok Ha 100 THe. HOBOHAPOKEHKX, & TTHTOMA Bara
cepen ycix IIKOreHo3iB cTaHOBHTH 25% [3]. OnHak
KIIHIYHUH nepebir came Hiei GpopMu BBaXKacThCS
HalTsOK4uM. Tun yenagkyBaHHs - ayTOCOMHO-
peLecuBHri, red fokamizosanuii a 1721 [4,7].

I'mikorenos [ tumy oSymosnenuit gedexrom
roKo20-6-pocdarasn, ska katanisye poznaj
LII0K030-6-docdaty Ha docdar i mirokozy, Lo €
KiHLIEBHM €TanoM y NpoHecax rIikoreHomisy i
rmokereresy. B Hopmi rmtokoze-6-docdar, skuii
YTBOPIOETBCS B TTpoTIEci MeTaboi3My TikoreHy, B
TICHiHIL M7 i€r0 IMoK030-6-(hocharasu nepeTropro-
€ThCA Y BIAbHY [TIHOKO3Y, AKA HAAXOMMTL y KpOB. ¥
M'A3aX, SKi He MICTATHL rMoKo30-6-docdarasy,
IITI0K030-6-hochar BAKOPUCTOBYETLCS TS BIACHUX
CHEPIETUYHHMX NOTPED, OKUCHIOIOMUCH aepobHIUM Ta
anHaepoGHMM IIAXOM 1o JiakTaty [1,6].

Iipu rixoreHoRi# XxBOpo6i Neuinka He 34aTHa
BUKOHYBATH (QYHKLIIO KIHOKO30-rOMEOCTATHYHOO
opraua. [lIBuaxe mazinHs piBHg MIOKO3U B KPOBI, 11O
QisionoriyHo BinGysacThea B Mepmi AeKiNbKA rogHH
HICAS HAPOMKEHHA (PEQIIEKTOPHE CTIOKHBARHS
MarepHHCBKOI [JIIOKO3H), HE MOXE KOMIICHCYBATHCS

3BUUAHHMMU OMEOCTATUUHUMM MEXAHI3MaMHu.
Taxum yunom, sedinuT mioko3y spoctae. Hacin-
KOM TSOKKOT MTTOrTiikeMil MOy Th GYTH CYIOMM, amTHOE,
LiaHo3, yuikomiernn L{HC [3,10]. Jlediunt rmokoszo-
6-docdarazu 3yMOBIIOE YTBOPEHHA 3 LIIHOKO30-6-
docary naxrary. Jlakraremis npamo mponopuitina
CTYNEHIO CTHMYJTALL T po3Tay miikoreHy. AKyMyIsis
MOJIOYHOT KUCJIOTH B KPOBi CIIPHYHHSIE auuI03 3
BE/IMKOIO aHIOHHOIO Pi3HHIIEro (anion gap):

Anion gap=[NaJ-([CITH[HCO, ])=12+4 mexs/n

'V HOpMIi KOHLEHTPALis aHIOHIB B KPOBi 10piRHIOE
KOHTIEHTpAIiT KATIOHIR, 3SMEHITIEHHS B raami GikapOo-
HaTiB 30a1aHCOBAHO MiABHIIEHHIM KOHUEHTpaLil
iHmKX aHioHiB. 361nblueHHs BeMunHA "anion gap"
CBITYMTE MPO TIABHILCHIS B KPOBi HEBHMIPIOBaLIHX

CTHUMYJIIOE CeKPELIio FOPMOHIB MO3KOBOT PEUOBMHH
Ha/IHUPHUKOBUX 32703, 1K1 AKTHBYKOTh JI0NPOTEiHII-
na3y i 3BiTbHAIOTE KiABKICTEL KUPHHX KHCAOT.
OcraHHi ® CBOW 4epry TpaHCMOPTYIOTHECT A0
NEeYiHKH, 1€ BUKOPUCTOBYIOTECS JITIsSl CHHTE3Y TPHITi-
UEPUILB | BUBOAATLCA 3 TICYIHKH AK MMONpoTeiny
HU3bKOI rycTvny. HapiTh npu 3Hauniii rinomikemii y
nauicuris 3 | THIOM rikorenosy He posBHMBaETbLCA
3HAYHHUH KETO3, OCKUTEKH HA/UTHITIOK ATIETHIT-KOCH3H-
My A (CoA), axuii BUHUKAE BHACTITOK MAiKOMi3Y,
aKkTUBy¢ aueTHi CoAkapboxciiasy, WO CTUMYIOE
yTBOpeHHs ManoHiT COA Ha TepUIOMy €Tarti CUHTE3Y
MKUPHHX KMCJIOT. MasIoHLN NPUrHivYe TPaHCIOPT JUp-
HHX KHCIIOT Y MITOXOH/IPISX, TOMY TX 7-OKUCHEHIH i
BUILTENHA €HePril 711 MITPUMKH KITITUII [ BUHHKAC,
Lli nprunhy nornubao0 s 3MEHILEHHS PiBHS MTHOKO-
3M 1 IOACHIOKOTD BiZICY THICTb KeToHOBMX Tit [9,11].
JliTH Biapazy Mmicsis HAPOIKEHHSA BHUIIAJAIOTH
3K0POBHMH, APOTE XBOpoha MaHidecTye BiKe 3
nepuiMx AHIB XKUTTA Y BHLIAAI rematomeranii.
Ilewinka BIIPOJOB:K HEPINOrO POKY KUTTS M'KA IPH
pansnauil, moTim ¢rae WiibLHOK BHACAI0K PO3BUTKY
AMCTPO(il renaTouuMTIB Ta iX 3aMilueHHA ClOLyYHOIO
TKAHWHOK. XapaKTepHuii 30BHIIHIN BUIIA XBOPOTO:
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lMNpakTnyiHomy nikapio

MaJleHbKMH 3pICT - NocTiHHA O3HaKa xBopobu [ipke,
TOBHI 1OKHM, KPYINIE ASTKONOAIOHE 00IMYYsI, KCaHTO-
MH, BEJTUKHI JKHBIT, 00yMOB/ICHNH renatoMeranieio
Ta TiNOTOHICI0 M'A3iB YEPEBHOTO TIpecy, TOHKI
KinmBky. Ha mkipi MOy b criocTepiraTies yncieHHi
eKXiMO3H, TypOYIOTH HOCOBI KPOBOTEUI, LIO € HAcIiA-
KoM uedyHkuii TpomboLmTie [3]. M'asu arpodosani,
IX TOHYC 3HIKCHUH. 3 BOKY CyIT100iB # HUPOK MOAUIMBE
O3HAKH TIOJIarpH BHACTIIOK FIOPYIEHHS My PHHOBOTO
0OMIHY 3 NOABOIO rinepypukemii [7,10],

Bracnizok Biniazeniis niikoreny HUPKH TaKoyK
30LILIYIOTLESA B po3Mipax. MatridecTaltia mMpkosyx
YCKIIAHEHE TTOUHHAETHECS 3 IPUXOBAHOT KIYOOUKOBOT
rinepdinbrpatiii, sKa nepeaye po3BUTKY npoTeiHypil,

G MOKS NONONOOTU B HLIRIEATY [Hakanma o
Lo MOKC HCPEPOCTH B HHPKOBY HCHCCTATIICTD.

Takox MOKYTE CIIOCTEpPIraTHCS TinepKanbuiltypis,
HedPOKANBLIMHOS | YTBOPEHHS KAMERIB Y CCUOBHBI-
HHEX uuisxax [7]. [owkomkeHa QYHKLA HUPOK y
DESKIX XBOPHX € IPHYMHOKC BHHHKHCHHS apreniamsHol
rinepreusii. BeaxkacTbes, o auciiniaemin moxe
CTaTH NPHYKHOIO BHHUKUCHHS DAHKPEATHTY, ATEpO-
CKJIEPO3Y Ta CEPLERO-CYAUHHHX YCKIIaAHEHS. Jlere-
HEBa Mneprensis - piakicHe yCRIaIHEHHS | ITPOTHO3
HAOro BUHHKHEHHS HaIA3BUYAHHO HECOPUSTIUBKA.
Cepen ycknagueHp BUALISIOTh TAKOXK IEYIHKOBY
4/ICHOMY 3 PU3UKOM MAJTirHI3aLLT, aHEMIIO, OCTEOTHIIO
3 nepenomamu [1].

HiarnocTuka xeopodu [ipke Brmouae naGoparop-
Hi, PYHKUIOHANBRI TA [HCTPYMEHTAILHI METOAM
AOCIKEHHS. Y 3araibHOMY aHasi31 KPOBI BUABJIA-
IOTbCS aHeMist, HelTponenis, TpomMBoUUTONEH S,
Jocmipxenss (yHKIIA NSYiHKY | HUPOK BKIFOYAE
KibKiCTh CEUOBOT KMCIOTH B KPOBI, CEHOBUHM,
KNIPEHC KpeatHHiHy, pisens GinipyGiny Ta TpaHca-
MiHa3. DYHKUiOHAMEH] TpOOH IEYiHKH B YACTHHH
XBOPHX NOPYLUCH], BAABAAETLCH NOMIPHHH LIMTONITHY-
Hu# cuHapoM. Koarynorpama Moske BUSABIATH
sMeHuelns GibpuHoretty Ta iHmx dakropis scigau-
Ha kpori. OGoB'13K0BUM € rporeerns Y 3] nupok,
nedinku [2,3]. "3000TMM" CTAHAAPTOM IArHOCTHKH
€ MOP(OIOriHHE HOCILpKEHHS BIONCIHOIO MaTepiany
38 AOMOMOT OO TicToepMeHTaTHBHUX MeTouiB. [Tpu
LICTOOrIMHOMY JIOCITPKEHH] BUSBIISHHOTHCA BEJIHKI
FENAaToUHTH, UI0 MICTATB FITIKOTeH 1 XHUPOB] Kparuii,
HaKOMHYEHHS IUIiKoreHy B ix sapax. ¥ Gionrari
IEYIHKH BH3HAYaloTh 3HWDKEHHA abo BiacyTHIcTh
aKTHBHOCTI Ioko30-6-thocarasu [8].

Mo cnenudiunux ¢yuxuionansuux meToais
AIArHOCTHKM TITIKOTEHO3Y BIHOCATHCS Npoda 3
ruiokaroHom (1 Mr/m® nosepxHi Tina), npu aKii
TIMONTiKEMist HE 3MEHILYETBCH, TIPOTE 30UIBILIYETHCA
KilIbKIiCTh JIAKTATY B KPOBI, Ta aApeHaliHOBa 1poda,
3acHOBana 11a JOCTUKe T IHNTeHCHBHOCTI IIKOTEHO-
3y B HeWiHUI nicns mimmkiphoro yeeaenns 0,1%
po3unHy aapenanivy (3 pospaxyHky 0,03 ma/kr airam

210 2 pokiB). BMicT m110ko3u B KPOBi BM3HAUAKOTh
acpen in'ekuicro aapenaniny Ta koxni 20 aGo 30
XBUJTWH TTic/s Hel BOPOLOBK TPHOX FOIVH. Ipu
riKorenoBiit xsopobi pisens MigAHOMY rOKO3H
He3HauHKi 460 He BiaMivacTees. Y yacTHHH XBOPHX
MOXE CrIocTepiraTHes TiloNlikeMis y BiANoBias Ha
NO/IPa3HEeHHS aAPEHANHOM iHCYIPHOTO anapary [5].

Tepanis xBopodu [Mipke 6a3yerbes Ha nonepes-
HEHHI MNOTiKeMiT ULITXOM TPHBANOro NOCTIHHOTO Ha-
30racTpasbHOrO FOAYBaHHA 200 PH3HAYEHHSA [TiETH,
30aradeHol Ha By[JIeBOIM. ¥ JIIKYBAHHI BAsKIAHBE Mic-
1e nociac OicTa, CHpAMOBalia Ha YHUKIIE MeTabo-
MIMHUX PO3NaiB, 3aM06iraHHs YCKIaHe b 3 GOKY HU-
POK | NEYiHKHM, JOCATHEHHA 3pOCTY 3TIHO BiKOBOT HOpP-
sa. JlikyBaiig ciuajactses 3 Hactoro rojdynaiiis
Oe3nepepBHOTO HIUHOTD EHTEPANTEHOTO KUBIEHHS,
BKMBAHHS By ITIEBOMIB, 110 TTOBIJIBHO BCMOKTYIOTECS,
i oOMeseHHs PPYKTO3H | FATIAKTO3H, IKi MOXKYT O-

CHIIFOBATH TiNIEPIaKTaTeMily T8 CIPUATH HApoC-

k)

cpi o Lapraiid Hapol

TauHto auMnosy [8]. Kanopiitnicrs gobosoro paniony
Mac OyTH CYBOPO KOHTPONLOBAHA, TOMY LIO LIE10C-
TaTHE XapUuyBaHHA He Koperye MeTabomiuri nopy-
IEHHA (TiNOITIKEMItO, FiMeprakTareMiio, rinepypHxe-
Mil0), 4 HAZTHLUIKOBE - 301IbillY€ HAKOIMYEHHS [31iKO-
reHy, refaToMeTalito. FinepImiaemito, Cpuse pos-
BHTKY OXMPIHHA, JlieTa NOBHHHA MICTHTH BEJIUKY
KiNbKICTh CKIaAHNX By IeBO/IB (60-65% KKkan Bia 10-
Gosoi kanopiiiHocti) i Many kinbkicTs nininis (20-25%
Big nobosol karopitinocti) [10]. [na HeMoBAST ko-
PHUCHI UACTI TOLYBAHHS | YBEACHHA Oe3nepepBHO Ue-
pe3 HA3OracTPAIbHKHA 30H7 1K1, 3a0e3reuyiouy cno-
uarky 8-10 MT ITFoko3u/KI/XB, HOTIM 5-7 MI/KT/XR.

Jonatkosa Teparis BKIH0YAE BITAMIHH, KaIbLiil
JUISE NOMEPEAKEHHS OCTEONIEHIT i aJTONyPUHOM A5
HOPMani3auil piBHA CeHOBOT KUCIOTH B Kpobi. [
KOPEKI{iT aHeMIT 3aCTOCOBYIOTE TIpEnapaTH 3anisa.

EdexTuBHiCTS TIKyBaHHA OLIHIOETHCA 32 TOMOMO-
TOIO IMIAMIKK HACTYIHUX MOKA3HHKIB: KPHBA POCTY,
CTYMiAK FeflaTOMEraii, aprepiaabHuil THCK, piReHb
IIOKO3K B KPOBI Olakiie 3,5 MMonb/a, nakrar ceui
meHuie 0,6 MMOnB/1 B HIYKIH 1 ieHHI ceul, Tpumine-
pHIRMisl, XONIGCTEePUHEMIs, YPUKeMIst, MpoTelypid |
3araJbHUI aHATTI3 KpoRi.

Sxmo gieTorepanis BUABASETHCS HE eeKTHB-
HOK, HRHOINBII Pa/IUKANBHUM METOIOM JIIKY BAHHS
VCKIAHEHD € TPaHCIUIaHTallid nedinku. TpaHennan-
Tallis [e4iHKH KOPErye MriormikeMito Ta isini 6ioxiMiy-
Hi MOKA3LMKY, aTe He HOpManizye KUlbKicTs HeiiTpo-
{binie Ta He 3anobirae ypaxeHH0 HUpokK. [Mikemis mae
niarpuMyBarucs nepbysismn 10% posunHy tiiokosm
B MIEpeoNEpaliiitHOMY NepioAi Ta BIPOAOBXk Onepa-
THBHOTO BTPY4aHHs. 3a60pOHEHO 3aCTOCOBYBATH
PO3YMHHU, IO MICTATE NAKTAT (HAPUKIA/l, PO3UHI
Piarepa naxrar). Mavientw, gxi npoilinsy repanio 1
NOCATHEHHAM KAIHIYHOro M nadopatopHoro oay-
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KaHHA, NIAArA0Th JUCNAHCEPHOMY HATISAY 3
NOBHUM MEAU4HNM OTTIAA0M KOKHI 6 micsiuis [7].

Hubeperttitinit giarros MpoBoauTECS 3 IHILHMA
THITAMH TTIKOTCHO3IB, TENATOMETATICIO PizNol eTiono-
rii. Iporros npu x8opo6i Iipke 3aexuts Bia cyBo-
POTro NOTPUMAHHSA TIETH, PEXUMY XapuyBaHH, 3aI10-
BiranHa ycKnaaHe b, OIHAK OO 0Ly KAHHS i JKKT-
TS BiH 3aAMUIACTHCS CyMHiBHMM. TpMBANICTh KUTTS
00YMOBIIOETHES (JYHKUIOHANEHHM CTAHOM Ta THOH-
HOK MeTabo IMHHX MOPYILEHb CEPLIEBONO M'3a.

Hapoanmo npuxian xiiniunoi kapTyuu Ta aiar-
TIOCTHHIOrO Mdepeliiiinoro notyky xsopo6u Iipke
¥ AMTUHU paHHBOTO Biky. Xnonuuk H., Bikom 1pik 3
MiICsLlL, NOCTYIMB Y FaCTPOEHTEPOIOriHHE BiaAiIeHH S

Aot ko stikapiii 31 ckaprami 3 6oky marepi
Ha BEJIMKI PO3MIpPH JKUBOTA B JAHTHHY, HECTIHKI
BUITOPOKHEHHS, 3araibHy clnadKiCcTh, 8'amicTh,
aJlHHaMII0, BUIIA/IIHHS BOJIOCCS HA M'OJIOBI.

Apamnes 39XBOPIOBaREY T2 KATTE. Xn0omauk
Hapozauses Bia Il aonowwenof BaritHocTi, Wwo nepeGi-
rana 3 3arposol0 nepepusatiu B 1 1a 1l ipumectpax,
811 [ nonorie uaxom kecapoBoro po3ruHy 3 Macoro
tina 3800 r. Bracsigox rimoraakrii B marepi
1epeOy BAB Bill HAPODKEHHSI HA LLITYHHOMY BMIO/I0BY-
BaHHi, 10 5 MICALIB KOpeKii XapuyBaHHs He IpOBOIH-
JH, IPUKOPM He BBOMMITH. [TeUXoMOTOpHHIT po3BHTOK
BUPOAOBK 1-ro miBpivus *MITH BiANOBiAaB Biky.
Hanani cnocrepiranucs nesui Tpyasowi B osonoaiumi
€NiKPU3OBMX MOTOPHHX HABMYOK (CAMOCTIHHE CTOSH-
HA, XORIHHS, 3MiHA NIONOKEHHAS B JTHKKY 3 IEXKAIOr0
Ha cuague). 3 nepeHeceHUX xBopob - uacTi I'PBI,
YPOJUKCHHI CTPUAOP, HECTiliKi BUIIOPOXKHEHHS Bin
Hapobienus. Iepioanuno npuiimas kypeu ocnamox-
¢y, Hihypoxcasnay, xinaky-(opre, cumGirepy, aycana-
Ky, KpeoHy.

Mpu obcrexxenHi THTHAM y Bini 4 micauin Jikap-
fefiatp ynepuie BHABHB renaToMeraniio, npu
GioXiMiTHOMY A0CNIDKCHIT CHPOBATKH KPOB] BU3HA-
qeHo piseHb AJIAT - 2,2 mxmonw/roa.mn, ACAT -
1,2 mxMonb/ron.ma, TUMOIOBOT npodu - 6,0 ox.,
YIOKO3H - 4,5 MMoib/n. ¥V BijaiieHni KUWKOBUX

i

indexuii O/{KJI Nel nposeseno koMmniekcHe kiiHiu-
HO-MIAPAKIIiHiuHe OGCTEHEHHSI, 30Kpema; GakTepians-
HUl MOCIB Kaly - NaToreHHOT KULIKOBOT TPYITH He
BHIIIEHO, MAPKEPY BIPYCHUX reNaTHTIR B KPOBI He
BU3HauYcHi, Y3]] opradis yepeBHOT OPOKHAHY i
HUPOK - 301IBIICHHA PO3MIpIB NEYiHKH, EXOreHHICTh
MeYiHKY ILABMUIEHA, PEAKTHBHI 3MiHM HUPOK.

Hicns koncynbraviii By3bKix cneuianicris (xipypr,
HEPPONOL, Ypoior) s 3'IcyRaHHA €TioNoriT renaro-
Meranii fuThHa y siui 5,5 micauis yrnepure Gyna
HaIpasJjela B TacTpOEHTEPOaoriune BigaineHus
MJKJL. CepeannoTsokkuit cTan npu noctymnieii
O0YMORJIEHWH KWITKOBOWO JIHCMIENCIEI0, 3HWKEHUM
aneTuToM, B'AICTIO, HECMIOKIMHMM CHOM. Ipu ornaai
OApasy seeprany ua cefe ypary Gaiaicrs wuxipliux
TIOKpUEBIB, MapaTpodis (Maca Tisa 9 kr), 36inslennii
B PO3MipaX XHBIT, AEUIO ACHMETPUUHUH 33 PAXYHOK
TIPABOI TIOIOBUHH, NPH MATBMALT MU, He Gooumii.
Teuinxa no npasilt cepenusoxmounauit niunii pus-
HAYAJIACA HA 3 CM HIDKYE NyTIKa, NO CepeaHil aiuii -
Ha PiBHI NyMiKa, NOMIPHO yiliibHEHa, Kpai rOCTpHIL.
¥ zaranbHoMy aHanisi Kposi - HOPMOXPOMHA aHeMis
TeTkoro cryrens. bioximiare oGeTexenns cuporar-
Ki KPOBI: [HOKO34 - 4,6 MMOSIL/J1, 3arailbHuii Ginipy-
Gin - 15,2 MxMosts/, 3aransuuii 6in0k - 75,5 r/n, B-
minenporeimy - 100 ont.. AJIAT - 1,11 Mxmons/ron.mn,
ACAT - 0,88 MKkMOIBL/TOA.MI1, THMOJIOBA npoba - 1,9
on. Y3/[-kaptuna: 36inbiueHHs posMipis npaeoi if
JIiBOY HACTOK NEUiHKH, EXOreHHICTD Iemo MABAINEHA,
KOHTYP PiBHWH, Kpaii rocTpuii, exocTpyKTypa ApiGHO-
3EPHHCTA, O3HAK CIUIEHOMeEraii Ta mopTasbHOi
rineprensii He susiBeHo. Ha nizcrasi nposeneroro
00CTeMeHHS XAOMYHKY BUCTABICHHUH KITiHiuHMii
MiarHo3: NepuHaTaibHUi renaTuT Hes' icoBaHol
ctionoril, nonizedinuTRa anemis | cr. Xnomyux
OTPHMAB JTiKy BAHHA: TAJICTEHA, KPEOH, MpoTednasua,
Bitamin E, Bitamin A+J13, kapcin, ¢uamiu.

J1s yTouHenH s iarHo3y i1 BH3HAYEHNHS [101a]Th-
10T TAKTHKM JTiKY BaHHs! JIMTHHA OyJ1a HANpaBIiena 10
IncTutyTy neaiatpii, akyweperea ra rinekoaorii
m.KueBa, jie Ha 1incTaBi KOMILIEKCHOIO KiliHIMHO-na-

Puc.1. XsopoGa Tipke. quruna sikom | pik 3 mic
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Puc. 2. 36i1b10en1H JKURIT y TUTHHM 3
xBopoboto |'ipke

PaKIIHIYHOrO 0OCTEIKEHHS 3 BUKOPHCTAHHAM aJIpeHa-
AIHOBOTO TECTY BUCTAB/ICHO KHHIYHMMH Aiars03: miko-
renos | tuny (xsopoba Iipie). Hasomumo pesynnrar
aaperaniHororo Tecry (0,1% posunn agpenaniny
0.25 ma n/ur): proko3a Harwe - 0,44 Mmonb/ot, uepes
20 xB uicist i'exuii anpenatiny - 0,25 mmoiw/i1, yepes
40 xB - 0.12 mmonb/it, yepes 60 xB - 0,10 Mmoab/.
BMPO/IOB K HACTYTHUX 2 TO/IMH - HE BH3HAYAIAC.
O6'exTupHe odcreskenns, CTaH XJIOMUHKA Ha
MOMCHT ﬂOCTyﬂJ'ICH HY THXKKH l\;l,' ?_}/’NI()BJ’IGHWI‘:{ OCHORB-
HAM 3aXBOPIOBAHHAM, KHIKOBHMH PO3Ia1aMHu,
B'AUTICTHO, HECTIOKiFHWM cHom. LTkipHi niokposu 651ino-
POKEBL, YHCTI, TACTO3HICTb M'AKHX TKAHWUH, BHIALHHS
BOMIOCCA Ha FOJOBI, KpyTie obmiaus, 30 UTbIieHHs
MiALIKIPHO-KMPOBOrO 1HAPY B AiNsHUI 00auuus,
Tynyba. [Tokaznuku GizM4HOrO po3BUTKY: Maca
Tisia - 13 KU (MTOKA3HUK BHIIE 3a CepeHiil 3a
PEriOHATbHUM BIKO-CTATEBHM TEPUEHTHIBHUM
CTaHAAPTOM), IOBKHHA TiIA - 76 M (BKpaii HM3bKKi
NOKa3HUK), 00B1A royioBH - 50 cM (BHCOKHH 1TOKA3HUK),
OOBiA FpyAHOT KAITKNM - 50 oM (cepenHili mOka3zHUK),
O6Bix xxuBOTa cTaHOBHB 60 CM Ta MaB TeHAENUIIO
Jlo 36inniueHnd 3a paxyHok remaroMeranii (Pac.1).
VY nosxuHi Tina nicns poxy NO3MTHBHOL MHAMIKK HE
cnocrepirasnocs. DizuuHuil pO3BUTOK XJIONUUKA
PO3UIHEHO K HU3BKHI, Pi3k0o AucTpoTiopuidHuil 3
HAATUIIKOM MAcH TI14, LWO € D4TOrHOMOHIYHWM 11
rikorenosy I rurmy. JIutuHa camocTiiido He cuabia,
HE XO/IH/Ia, BUABIATAcA TUGY3HA M's30Ba MNITOTOHIS.
Hapn nerenamu nyepunsHe anxaHHsa. ToHU cepus
put™miyni, 3eyuni. UCC - 120 ya. 3a xg. Kusit npn
OrISTi 30UTHINCHNI B PO3MIPAX, NPH NATBNALT 3y THH,
#e Goarunii (Puc. 2). Tleuwinka nansnyerscs no
MpaBiii cepeaHpOKIIOYMYHIN NiHIT HA PiBHI MynKa,

MOMIPHO YUIUIbHeHa, Kpaii 3a0kpy rnenuil. Bunoposx-
HEHHS pO3pi/LKeHi, 5-7 pa3ie HA ACHb, CBITI0-SKOBTOIO
KONbOPY. 3 HelepeTparieHUMH JOMILIKaMHU, BKPan-
JICHHSIMH KPOXMAITy.

Honarkosi MeToau o0crexenns. VY 3araipHo-
My aHaJjli3i KpoBi: epuTpoLTH - 3,7 T/, remMornobin -
101 r/n, KT1-0,87, nefixoupty - 9,8 /11, ecosunoding -
8%, nanouxosaaepni - 6%, cermedrosanepui - 43%,
simMhorgaTy - 39%, MoHoruTH - 4%, TTTOF, - 4 mm/rot.
¥ 3araneHomy ananisi cedi: pH=6,0, 6inok, wykop He
BHSBJICH], CRiTENH - 2-4 B /2, nelikouuTy - 4-7 B 1/3,
okcanaty ++. Konporpama: M'sa30B1 Bojokia +,
HEATPaTLHUAY JKHp ++H, JKUPHI KUCIOTH ++, Herniepesa-
peHa KiTKOBMHA ++, MU +, NelkouuTH - 5-7 B 1/3,
o Je BN .-;/n al Ty
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1, 3aradeHA 6inipy0in - 16,2 Mmemonu/n, AJIAT -

2,90 mxmonab/rom.mn, ACAT - 1,30 Mxmons/rom.mi,

THMONORA Mpeda - 8,0 o, ceuormua - 2, 7mp

LyIMOSOB4 LY

MOUIB/TI,
KpeaTuHiH - 56,8 MkMomb/n, 3aransHuii 6inok - 72,0
r/n, Kanbuit - 2,55 mmonbs/n, xaop - 99 mmow/i.
Jlinizorpama: - ainonporeian - 175 oa. (nopma - 35-
55 oA.), 3arafbHAi XONecTepuH - 6,2 MMOJTB/JT (BepXHS
MEKA HOPME), TPHITILIEPHIM - 7 MMOSIB/IT (HOPMA 110
2.2 moss/n). "Permorpobu": C-peaxTHpHui npoTei -
HEraTHBHUH, CIANOB] KUCJOTH - 135 071, CepoMyKQin -
3,6 on. llporeiHorpama: 3aransbuuii 6iok - 72 r/a,
anbOyMiH - 59%, mobyniuu - 41% (al-7%, 02-15%,
B-9%, y-10%). Koarynorpama: nporpomBinosuii
yac - 18 ¢, mporpoMGinoBuii iHaekc - 83,3%, yac pe-
kasbiwddixari - 115 ¢, gibpunoren A - 2,88 /11, hibpu-
HoreH B- HeratusHuil.

JocaiaxeHHs ropMOHiB LIMTONOAIOHOT 3an0341:
TTT - 5,4 mxmosie/sin (Hopma - 0,23-3,4 MKMOb/M).
THpOKcHH - 40 HMOoAR/ (Hopma - 53-158 HMos/n),
AT no Tiporno0ystiny - 21 Ox/min (Hopma - 1o 65 O/
mi). V31 wimutononibHo] 3a031: po3MipH He 3MIHEHI.
CTPYKTYPHHX 3MiH He BUSIBIEHO.

Y3]1 opranis uepeBHOI NOPOKHUHU T4 HUPOK: Tie-
yiHKa - npasa yactka - 129/92 mm, nisa vacrka - 117/
86 MM, eXOreHHICTh MiABULIEHA, KOHTYP PiBHUIA, Kpait
3a0KpY NIEHUH, €XOCTPYKTYpa OAHODIAHS ApiGHO3ep-
HHCTA, CYAMHHAN MantoHOK 301 AHCHWH, JiaMeTp
BOPITHOT BeHH - 7 MM, MEUIHKOBHX BeH - 3 MM,
AOBUHMIH MIXYp - hopmMa npogoeryeacta, 78*21 mwm,
TOBLUMHA CTIHKH 40 | MM, KINBKICTb OCay HE3HAYHA,
MIALITYHKOBA 3351034 - KOHTYpP YiTKHH, piBHHM,
CTPYKTYpa oaHopiaHa, po3mipy - 10-9-9 mm, koutyp
CEJIC3IHKU YiTKMH, piBHUMH, 93/33 MM, cTpyKkTypa
OAHOPI/HA, EXOTEHHICTH HE IMIHEHA; HUPKU 301TRITIEH]
B PO3Mipax, KOHTYPH 4iTKi, piBHI, €XOTE€HHICThH
NAPeHXIMH OiABKLICHA, EXOCTPYKTYPa HCOAHOPIAHA.

Exo-kapaiorpadis: cepie posraiiopane BEpPTH-
Ka/bHO, PO3MIPH IOPOKHUH He 30UIbLIEHI, THMOMCTa-
J1ist, NapeHxiMa THMYCa MOMIPHO yLiIbHeHA.
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Koncynbrauis HeBposniora: BTOpMHHA MioNarTis Ha
(poni ocHOBHOTO 3axBOpioBaHHs. EnekTponeiipomio-
rpagis: WBWAKICTE NPOBEAEHAS 3GYKEHHS N0
HEPBAX HIKHIX KiHLUIBOK PEECTPYETbCH HAa MEXKi
HOPMH; CHJla CKOPOUECHHS JUCTAILHAX M'A31B 3HIDKe-
Ha Ha 35-40%; nucTanbHA NATEHINA NiABMILEHA;
PEECTPYETLCA 3HWKCHHS aMILLTY AW M-gianosiai no
m.deltoideus, m.biceps brachii - 3nuxenns cunu
CKOPOYEHHS M'43iB MnedoBoro noscy Ha 30-40%:
byHxutis cepeHHOro Hepsa He nopymena. Heifpoco-
Horpadis: JaHuX 33 BHYTPILUHEOUCPEIIHY [iNEpTEH3ito
1IeMac.

Kniniunuii giareos: Iiikorenos [ tuny (xsopo6a
I'ipke). Bropuuua mionaria. [oainediunrha aemis
I cryneus. Uinorupeos. Tumomeranin. Cungpom
MOPYUIEHOrO KHUTKOBOTO BCMOKTY BAHHS.

Jlikysanna. JlikygauHs [uTHHM Mepiu 3a Bce
GazyBanocs Ha AieTi 3 OOMEKECHHIAM JKHPIB, MUICHIE-
HUM BYIJI€BO/IHHM XapuyBaHHAM (QONaBaHHY 10
PaLiOHY MIIOKO3M, KyKYDPYA3SHOTO Kpoxmany) 3
[pOBE/IEHHAM J000BOr0 MOHITOPHHIY PiBHS [TLOKO3H
KpOBI 32 1ONIOMOTO LitokoMeTpa. [MaToreHeTHHOo
BHKOPUCTORY BAJTACS TOPMOHOTEPAITIS: TIPEAHI30N0H B
Masix A03ax (0,5 Mi/Kr B /iBa fIpHiioMu 3 NOCTYOBMM
3MCHLICHHAM 1000B0T 1031 710 5 Mr), L-Tpokcun y
A031 12,5 mr onopasoso nin koutTpoaem YCC,
CHUMITOMAaTHHA Tepanist (NCHUTHH, Xeneb, BiTaMiH
E, "Myasrurabe A+ +C", AT®-51our, fioaomapun,
ecenciane, Noesa KHCNOTa, KPeoH, ramit).

Pesynbratom JikyBaHHA, BpaxoByrOu# renes Ta
HPOrHO3 3aXBOPIOBAHHA, CTANI0 THMYACOBE MOKpa-
WAHHA 3aradbHOIO CTAHY, alleTHTY, AMTUHA CTaja
OiibLU XKBABOIO, AKTMBHOIO, 301ILLUKIUCH NEpepBH
MDK rO/ly BaHHAMM, TPUBAJICTb HIYHOTO CHY, PiBEHb
TTOKO3H YTPUMYBABCS B Mexkax 3,3-4,0 Mmosnb/i.

Omxe, npencrapennii BiTIa10k Xx80po6u Tipke y
AHTHHY PAHHBOTO BiKy HAOYHO BinoGpaskae nosioprau-
HICTD ypaskeHs, CRIaIHICTS pAHHLOT AJarHOCTHKH T2
HEAOCKOHATICTE ICHYIOUOTO JLIKY BaHHS, 110 BU3HAYAE
AKTYaILHICTL NAaToNoril B Kilikiuniil npakTuui neaiar-
PiB Ta BUMArae ACTAILHOIO O3HAHOMIIEHHS 3 HEIO
JIKapiB Pi3HUX CTIEMIATBHOCTEH.
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CAYYAN BOJE3HH THPKE ¥ PEBEHKA PAIIHETO
BO3PACTA

B.C. Xunavuescxan, M. H. IToruyx, H.K. bozyyxas,
J.B. Konwéaxuna

Peswme. Tivikorenos [ Tuna - PEAKOE HACTCACTREHHOE
3ab0ieBaHNe, NPLACTABASIOMmEE COGOM IeNATOPCHANLLY IO
Gopmy Go1e3HN HAKOILICHUS MHKorena. B crarse uaiokenss
JaHHEIE JTUTEPATypbl 00 ITUOIOTHH, 1ATOTCHE3E, KTMHAYCCKON
KAPTUILE, BOIMOKIIOCTAX JIMANIIOCTHKY H JeHelins 3a001enaus.
llpesicrasieno KIMHHYCCKOE ONMCanWe miMkorcHosa | Tuia y
peOEHKA PAHHETO BO3PACTA.

KisoueBble caoBa: jeTH, HIMKOICHY3, 0601e3HD [ HPKE.

CASE OF GIERKE'S DISEASE INA CHILD OF EARLY
AGE

V.S. Khilchevska, M.1 Polishchuk, N.K. Bogutska,
L.V, Colyubakina

Abstraet. Glycogenosis type [ is a rare hereditary discase
representing the hepatorenal form of the discase of glycogen
accumulation, Literary data about etiology. pathogenesis, clinical
presentation, diagnostics opportunities and treatment of the
discase are adduced. The clinical description of glycogenosis
type L in the child of early age is presented.

Key words: children, glycogenosis, Gierke's discase.
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