CITAAKOBI XBOPOBU OBMIHY
3aeopoonini M.I1., ooyenm
Kadgheopa nediampii 3 kypcom meouunoi eenemuxu, Cym/Jy

CriaikoBi XBOpoOH 0OMiHY aMiHOKHCIIOT MICIIs OI7IBII 9M MEHII TPUBAJIOro OE3CHMIITOMHOrO Mepiofy Maibke 3aBXIHU BEIYTh
JI0 TOPYIIEHHSI ICHXOMOTOPHOT'0, @ HEPIJIKO, 1 (hi3MIHOT0 PO3BUTKY MiTeH. Y KIIHIUHINA KapTHHI Ha MEPIINi IUTaH BUCTYNAIOTh HACTYITHI
KOMOiHaMii KITiHIYHUX CHHIIPOMIB!

- PO3yMOBa BIZICTAJICTh 3 TIATOJIOTI€I0 30Dy,

- PO3yMOBa BIACTAJICTh Ta CyAOMHHN CHHIPOM,

- HasIBHICTH PO3yMOBOI BiJICTAJIOCTI Ta Ypa>keHHSI IIKipH.

- HasIBHICTB 3MiHEHOT0 3amaxy Ta KOJbopy cedi,

- ypaXXeHHs IIEYiHKU Ta HEPBOBOI CUCTEMU,
Buninisiiots 4 TUIH aHOMAJTi OOMiHY aMiHOKHCIIOT:

1. [NopymieHHs, SKi CyNpOBOMKYIOTHCS IiJIBHIIEHHSIM KOHIEHTpamii B KpoBi 1 cedi ((eHUIKETOHYpis, TiNepTUPO3UHEMIs,
ricTUIUHEMIs, TpUNTohaHypis, TiepIi3nHeMis TOIIO).

2. [NopymienHs, ski CYHNpPOBOIKYIOTHCS MIiJBHINEHHSIM BHIUICHHS i3 cedelo 0e3 3MiH BMICTY B KpOBi (TOMOIMCTHHYPpI,
LUCTaTiIOHIHYPisl TOIIO).

3. CriaIkoBi TIOPYIIEHHS TPAHCHIOPTY aMIHOKUCIIOT (IUCTHHYPIS, TIeprIliHYpis TOIIO).

4. BropunHi rinepamiHoanuaypii SK pe3yabTaT BTOPHHHNX TYOYISIPHHUX MOPYIICHE.

[NopymeHnst 0OMiHY aMiHOKHCIIOT TIPHBOIMTH JI0 OPTaHIYHHUX 3MiH B TOJIOBHOMY MO3KY. PaHHS JTOKITiHIYHA JiarHOCTHKA MOXKIIUBA Y
BHIIAJIKY BpaXyBaHHS TaKUX O3HAK SIK YEPEITHO-TUIBOBHI TMMOp(]i3M, BpOKEeHa Y1 MPOSIBIICHA M’ sS130Ba TIIIOTOHIS, CYJJOMHUH CHHIPOM,
He3BHYAWHWH 3amax cedi, BiJICTaBaHHS MOTOPHOT'O PO3BUTKY, aHTi10€KTas3il, IIrMEHTHI TUISIMH, 3MiHA IIKipH.

3HaHHs 1epediry IuX NopymeHb 0OMIHYy aMiHOKHCIIOT J]a€ 3MOTY 3a0€3IIeUHTH CBOEYACHY JIarHOCTHKY Ta a/IeKBaTHY Teparilo.

DeHinKeTORYpist

DEHUIKETOHYPisS HAJIEXKUTh 10 ayTOCOMHO-PELICCHBHOIO 3aXBOPIOBAHHS AaMiHOKHCIOTHOrO OOMiHY, SIKe JOCHTb H00pe
BHBYeHe. Po3po0iteHi 3aX0/¢ 1I0JJ0 CBOEYaCHOT0 BUSIBJICHHS IIi€] MATONOTii Ta Mpo@iNakTHKX iHBaJiHOCTI.

®@eHiKeTOHYpiN 5K camocTiiiHa Ho3ororiss BuaiteHa Pemirrom y 1934 pomi. [IposBu 3axBOpIOBaHHS MOB’si3aHi 3
HEJJOCTATHICTIO NeviHKoBoro gepmenTy deninananinrinapokcunasu. J{obposkicHi Ta crepti Gopmu 00yMOBIEH] MyTallisMU 1HILIHUX T'€HiB,
K MOpYIIYIoTh 00MiH (eHinananiHy. [Ipu ¢eHinakeroHypii B pe3ynbpTaTi HecTadi pepMEeHTY HOPYLIYETHCS MPOLEC I'iIPOKCUITIpyBaHHS
¢eHimanaHiHy B THPO3WH, M0 3YMOBIIOE HakonwdeHHs ¢eHitananiny (DPA) B KpoBi, BHAIJICHHS BEIMKOi KIIBKOCTI
(eHTIPOBUHOrPAIHOI KHUCIOTH 3 Cedelo 1, HopyumeHHs (opMyBaHHS MieaiHOBoi oOomonku akconiB B I[HC (B Hopmi BMmicT
¢eninananiny kposi 6,05-12,1 mxmons/n, a npu @KV nimsumyetses B 20-60 paziB). Jlokyc @KV 3naxomurecs B 12 Xxpomocomi.
Yacrora ®KYVY y 6inbuiocti eBporeiicbkux nepkas ckinanae 1:10000, xoua B aeskux nepxkaBax vacrimre (Typeuunna 1:2600). B Ykpaini
yactora ckiagae 1:7000-8000. [lyist GiibIIOCTi CiMel MOXXIHMBA MOJIEKYISIPHO-TEHETHYHA IPEHATAbHA iarHOCTHKA JUIS BHSBJICHHS
rerepo3uror (1% mnomynswuii HaceneHHs ckiIanaTh rereposuroty). ditu 3 @KY HapomkyloThes 3110pOBUMH, ajie B HEpIi THXKHI ITicis
HapOKEHHS, B 3B’SI3KY 3 HaIXOMKEHHsIM (DeHijanaHiHy 3 MOJIOKOM Marepi, PO3BHBAIOTHCS KIIIHIYHI TPOSIBU: MiJBHUIICHA 30yIUINBICTS,
rineppeduiekcis, MiIBHUILICHNI TOHYC M’s31B, TpeMOp, CyIOMHI eminentudopmHi Hamamy (y MOJOBHHH JITEH), XapaKTepHUH M HIIa4ui
3amax. Y Mepily 4epry IiTH IMOYMHAIOTh BTPAayaTH HEPBOBO-TIICHUXIYHI HABHYKW, IO yxke chopmyBamucs. Hanami BigMidaerbes
BiJICTaBaHHs B PO3BHUTKY. PO3BHBa€ThCS pO3yMOBa BiJcTallicTh, Mikporedanis. [liTh 3 1erkoro (GopMoOI rOBOPUTH MOYUHAIOTH JIKIIE B 3
— 4 poku. Maibke 3aBXKIM CIIOCTEPIraeTbCs IICMXOMOTOpHE 30YIDKEHHS 3 IPUIAJKaMU HEaJeKBATHOIO BUKPHKYBAHHS, CMIXY,
CTePEOTHUITHUX PYXiB, IMITYIbCUBHHX Jil, 1HOII arpecHBHOrO Xapakrtepy. Y TPETHUHHU [iTeil CIIOCTEpIraeThes MiJBHUILICHHS M’S30BOTO
TOHYCY, aTeT03 Ta TilepKiHe3n. Y NesKHX JAiTei BiIMiuaroThes LepeOpaibHi napaitidi. [Ticis BBeeHHs IPUKOPMY y AiTei pO3BUBAETHCS
ek3eMa. YacTo HasBHI BPODKEHI BaJM PO3BUTKY (Baaul ceplysl, MOPYLICHHs (OpMYyBaHHs CKENIETy, HE3pOIIECHHS M’SIKOro ITiJHEeOIHHs,
IpiOHi mucreHesii (nedopmanii BYIIHMX PpaKOBHH, BHCTYyIaro4ya BIEpel HIDKHS IIejerna, AucIuiazist obmuyusi) Ta iH. OCKUIbKU
MopyILIeHHs: 00MiHy (eHisIaTaHiHy NPUBOAUTD O 3HIDKSHHS TUPO3UHY, TO oqHUM i3 nposiBiB @KV € nopyiieHHs yTBOpEHHSI MellaHiHy,
depes3 1€ BiAMIYaeThCsl 3MEHIIIEHA MIrMEHTAIlisl IIKIpU Ta Bojoccs, paayxku oueil. [Ipy BiICYTHOCTI JiKyBaHHSI pO3yMOBa BiJCTalliCTh
JOCSATa€ CTYNEeHs 1110Til.
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JlucrancepHe CIIOCTePEKESHHS Ta JTIKYBaHHS

MI'L] — MeuKO-TeHETUYHHHA EHTP.

Hiarmo3 @KV BucTaBIse€Tbcsl Ha OCHOBI KJIIHIYHOI KapTHHH 1 pe3yabTaTiB  O0iOXIMIYHOTO OOCTEXEHHS ceui
(dpeninmipoBHHOTpagHA KUCIOTA) YK KpoBi ((peHiTaIaHiHeMis).

[Iporpama AWCIIAHCEPHOTO CIIOCTEPEKEHHS BKIIOYAE PETYISIpHUH KOHTpoib piBHI DA B KpoBi, CHCTEMAaTH4HY OIIHKY
COMAaTHYHOT0, HEBPOJIOTIYHOTO Ta MCUXIYHOTO CTaTYCy, YABTPa3ByKOBE CIIOCTEPEKEHHS 32 CTAHOM BHYTPIIIHIX OpraHiB, JJabopaTOpHUI
KOHTPOJIb TIOKa3HUKIB KpoBi, JIHK-iarHocTrKy 11t BU3HaUEHHS XapaKkTepy MyTarlii, eleKTpodi3ionoriadi MeTOAN TOCIiUKEHHS TOIIIO.

CxeMma o0cTeKeHHs1 JUTHHH, XBOpoi Ha DKY:

Bik qutuaun
3axin _ _
10 1-ro poky 1-3 3-5 Binmemre 5 poki
POKH POKiB
Koncynprariis reneTika Koxwi 3 micsi Koxxanx 4 micsmi Koxxanx 6 micsmis 1 pa3 Ha pik
KoHcynbraris pieronora 2 pa3u Ha THK/EHb 2 pasu Ha THXJIEHb 2 pa3u Ha Micslb 1 pa3 Ha pik
Amnani3 kpoBi Ha A 1 pa3 Ha 2 pa3u Ha MicsIpb 1 pa3 Ha micsib 1 pa3 Ha
IIBa THKHI MicsA1LiB
) Koxnux 3 micsi Koxnux 3 micsii [opoky [opoky
Koncynpranis ncuxonora
Kniniuauii aHaJ3 1 pa3 Ha HiBPOKY 1 pa3 Ha HiBPOKY opoky opoky
KPOBI, KJIiHIYHHUI aHaJi3 cevl

BioxiMiunnii aHai3
KpOBI 3 JOCIHIIKCHHSIM
(GyHKLIT TeYiHKH, HUPOK

opoxy

Enexrpoennedanorpama opoxy

VYnbTpa3BykoBe
JOCII/DKEHHST  BHYTPIMIHIX
oprasiB

[opoky

Panns piarnocruka ®KVY (1o 2-micsiuHoro Biky) Ta mpodinakTuuHe JiKyBaHHs (XapuyBaHHs Oe3()eHiIaIaHiHOBOIO I€TOIO,
Hanpukiazn, cymimamu: “bBepnoden”, “®enin-Opi”, “Adeninax”, “Jlopenanax”, “Terpaden”, “Ananor-XP” “Maxcamym-XP”,
“Makcamain-XP”’) monepemkyoTh PO3BUTOK KIIiHIYHOT KapTHHH XBOpoOu. be3deninananiHoBi cyMillli XBOPUM BUIAIOTHCsI OE3KOILITOBHO
4epe3 o0JIacHi yIpaBIliHHSA OXOPOHH 3/10poB’s. bisok B parioni niteit cranoButb 20-22% Bix BikoBoi ¢izionoriynoi Hopmu. HenocraThs
KiJIbKiCTh MOTMIOBHIOETHCS 32 PAXYHOK BHIIE 3a3HaueHUX cymileit. [Ipu 1poMy HE0OXiTHO BpaxoByBaTH i ()eHiTaNaHiH, SKA MiCTUTHCS B
cyMii. 3arajibHa KiJbKICTh BYIVIEBOJIHIB y pallioHi XBOpPOI JUTHHM NMOBUHHA MoKpuBatu 50-60% 3aranpHoi KanopiiHocTi Dxi (oBoui,
GpyKTH, COKH, LyKOp, Kpoxmanb). Cymiml aMiHOKHCIOT Ta rifponi3até Oiika BBOAATH 10 PAaIiOHYy MOCTYIMOBO. [loyaTkoBi mo3u
cranoBisATh 1/3-1/5 moGoBoi kinbkocti mpenapary. Jlo 1000Boi HOPMH Iii CyMillli JOBOJSTH MPOTSArOM THXKHs. BomHouac B pamioHi
3MEHIIYIOTh KiJIbKiCTh OiKa TMPUPOIHUX HPOAYKTIB. JliTSAM MEPILIOro POKY JKUTTS Tigpoi3aT OlIKa JA€ThCs MPH KOXKHOMY HpHMaHHI
TKi, a CTaplIUM OXHOTO POKY — IBiui Ha JeHb. [Ipu 3axXBOPIOBaHHIX MiTeH 103a TigpONi3aTy 3MEHIIYEThCS a00 HABITH MOBHICTIO
BUKIIIOYAETHCS Ha 1-3 mui. [impomizar GiKiB, 1110 Aa€ThCS AIiTSAM, PO3BOAUTHCS KHUIT SIMEHOIO BOZOK. Y XapuyBaHHI AiTel CTapIIOro BiKy
BHUKOPUCTOBYIOTh CHELialibHi 0e301IKOBI MPOMYKTH, CTBOPEHI HAa OCHOBI MIIEHHMYHOrO YH KYKYPYA3SHOrO Kpoxmanio (0e30iiaKoBi
MaKapoHH, caro, 0e301IkoBHi XJi0 Ta KoHIUTEpChKi BUpoOH). KinbkicTb sxupy AiTsaM 30umburytors Ha 10%. JIns mieTHyHOT KOpekiii
xBopux Ha OKY nmiteit Ta mOpocniux BHKOPHCTOBYIOTH TabieTku ABpHiny (mpemapar mictuth 500 Mr amiHOKHCIOT, 30aradeHuit
BiTaMiHaMU Ta MikpoeneMmeHTamu). [IpenapaT BUKOPUCTOBYIOThCS 10 | TabneTI 3a Tpu uu Oijblire MpUHOMIB TiJ] Yac TxKi.

VY 6-8 pokiB XBOpi yxe He MOTPeOYIOTh crerianbHoi mieTu. s miteil crapiine 7 pokiB BHKOPUCTOBYIOTHCS UISi KOPEKIIii
xapuyBanHst Tabnerku npekyHiny (PreKUnil), siki ckiamaroThes i3 BCiX He3aMiHHMX aMiHOKHCIOT. BHKoOpHCTOBYrOThCs 1o 1 TabmeTii
Tpu 4u Oinblie pasiB mix wac Dki. Jitam crapumiM 8 poKiB BHKOPHUCTOBYIOThCS uisi aieTudHOl Kopekiii Heo®E (amiHokucmoTHa
nobaBKa, sika CKIIaJaeThes 13 He3aMiHHUX aMiHOKUCIOT). OnHa Tabnerka MictuTh S00 M aMiHOKHCITOT.

JlitH 3 BeHIIKETOHYpi€I0 3HAXOIATHCS Ha AUCIIAHCEPHOMY OOJIKY Yy CIMEHHOrO JliKapsl 4u meAiaTpa, JUTSAY0ro HeBPOJIora.

Tictuaunemiss — crmajkoBe TMOPYIICHHS OOMIHY TiCTUAWHY, OOYMOBJIEHE BiJCYTHICTIO UM HEIOCTATHHOIO AKTHBHICTIO
ricrumasu. Tun coagkyBaHHS ayTOCOMHO — pEIeCHBHHU. Y pe3ynbTari 070Ky (epMeHTy B OpraHi3mi 3/iHCHIOETHCS HAKOMHMYCHHS
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ricrunuHy (HopMma 10 2,12 mr/100mi) Ta Horo moximHux (iMiZa3oimipoOBHHOTPAIHOI, 1Mia30JI0ITOBOI 1 iMia30IMOIOYHOI KHCIIOT) Ta
3HIDKCHHS KOHIIGHTpAIlil YpOKaHIHOBOI, TIIOTaMiHOBOI Ta IHINMX KHUCJIOT. 3aXBOPIOBAHHS 3YCTpidaeThcs NOCHTH piako (1:10000 mo
1:11000).

Jlnsg XBOpHX TICTHAMHEMIEIO XapaKTepHE CBITIIE BOJIOCCS, Tomydi odi. Y KIIHINI Ha IepIie Miclle BUCTYMAIOTh YPaKEHHS
HEpBOBOI CHCTEMH y BHUIUIAAL 3HIKeHHs iHTenekTy (IQ 22-59 onm), mopymieHHS MOBH, 3MiHH OiO€HEPreTHYHOI aKTUBHOCTI MO3KY Ta
cynomu. IHKomM BusBIsETHCS Timporedaiis, 3MiHH M’S30BOr0 TOHYCYy (TiMEpTOHIS UM TIiIOTOHIS), CIMACTHYHI Mape3d Ta Iapatidi,
MO3XXEUKOBa aTakcisd, TpeMop. B pszi BUMaaKiB 3aXBOPIOBAHHS CYNPOBOKYETHCS aHEMIEIO, MMATOJOTIEI0 HUPOK Ta KiCTKOBOI CHCTEMH,
aHOMaisIMH PO3BUTKY. JliTH 3 TICTUAMHEMI€IO NPH HOPMAJIBHOMY ICHXIYHOMY PO3BHUTKY BiJpi3HSIOTHCS €MOLIHHOIO Ja0UIBHICTIO,
arpecUBHICTIO Ta IHIIMMH (OpMaMH MOpYIIEHHS MOBeXiHKH. Po3ymMoBa BiacTamicTs mpH TicTuanMHEMIi He Taka rpyda, sk mpu OKVY.
[TaronoroanaromiuHa KapTHHA MpH TicTHAMHEMI] Xapakrepu3yeTbes aunataniero Il noryHouka MO3Ky BHACHiZOK aTpodiuyHKMX 3MiH Y
JUISHI TaJlamyca, HassBHICTIO JieMi€NTiHi3alii, 3MiHaMH OYJIOBH MITOXOHPiH, BUPAKECHUM aCTPOTIIIO30M.

JliarHoCTHKa TicTHAMHEMIl IPOBOJUTHCS HA OCHOBI KIIIHIKM Ta BH3HAYEHHS PiBHS TicTUAWHY B KpoBi (B 3-10 pasiB BuIue Bix
HOpMH) Ta iHIKX OloNoriyHuX piguHax (B JikBopi). BinqmideHo, mo Maibke y MOJOBHHM XBOPHX HA TICTUIMHEMI€IO MO3UTHBHA Ipoda
®derntiara, X04a pizko mo3utuBHI npodu Ha KV 3ycrpivarorbes pinko. [linTBeprkyeThes qiarHo3 BU3HAYCHHSIM aKTHBHOCTI TiCTHIIA3H
B poroBoMy mapi mkipu 9 nedinni. KpiM Toro, y mux aitei migBHIIeHHI piBeHb B KPOBI Ta cedi ajlaHiHy, HU3bKHH PiBeHb B KPOBI
CEepOTOHIHY. BHKOpPHCTOBYIOTH 1JIs iarHOCTUKY MPo0Y 3 IepopaibHIM HaBaHTaXeHHsAM rictunuaoM (100 mr xmopuny L-rictuauny Ha
1 Xr Macu ITUTHHHU B CyMiIli 3 pyKTOBIM COKOM 3 BU3HAYEHHSM DPIBHS B cedi 10 HAaBaHTaXXEHHs Ta 4epe3 1, 2, 4, 6, 24 roxuHN micis
HABaHTa)XCHHS).

JlikyBanHs: 6iHa Ha OUTOK Ji€Ta 13 HU3HKUM piBHEM rictuauHy (16-34 mr/xr).

Cnajkosi 1edpexTn 00MiHYy BYI/IeBOHIB

B opranizmi JoquHM Jucaxapuad 1 TIONiCaxapuad IiUIATAloTh PO3IICIUICHHIO B IIUTYHKOBO-KHIIKOBOMY TpakTi JI0
MoOHOcaxapuiB. ['anakro3a nepeTBOPIOETHCA B TIIOKO3Y B MEdiHII i epuTponuTax. HacTKoBO ranakros3a BUKOPHCTOBYETHCS OPraHi3MOM
JUIst TOOYIOBHM 11epoOpo3uiB. 3 pOCTOM JUTHHU B Xap4yBaHHI JIAKTO3a IOCTYIAETHCS MicCIleM KpOXMAaJlo Ta caxapo3i. Merabomizm
JIAKTO3M Ta TaJaKTO3H 3HMKYETHCA, OCOOIMBO Y JOPOCIMX. Y perynsuii BYrJICeBOJHOrO OOMiHY BaXJIMBE MicCLe 3aliMalOTh iHCYIiH,
TJIIOKAroH, aJpeHaliH, THUPOKCHH, TIJIOKOKOPTHKOIAM, COMAaTOTPONHHMH TOpPMOH. Y 0araTboX HOBOHAPOIXKEHHX, OCOOIUBO Y
HEJJOHOIICHHX B TIEPILi THKHI JKUTTS, criocTepiraerscs Qizionoriuna ranaxrosypis. [Ipy HaBaHTa)XeHHI rajlakTO30i0 y HUX PO3BUBAET bCS
rinepririkemist (y 1OpOCIHMX — TiMOMIIIKEMis).

Jast oyiHKu cmaHy 8y2n1e800H020 06MIHY 8 KAIHIYT WUPOKO BUKOPUCMOBYEMbCS 00CAI0HCEHHS 2AiKeMiuHOT kKpusoi nicas
Hae8aHmasceHHs 2110k03010. [Ipu ybomy 6axcaHo 00HO4ACHO aHalizysamu no200uHHi nopyii ceyi Ha yykop.
HecBoeuacHa JiarHOCTHKA CHAJKOBHX TOPYIICHb BYIJIEBOIHOIO OOMiHY Y IiTei MPU3BOIUTH 0 3HAYHMX MOPYIICHb y HUX
00MiHYy pe4OBHUH, IPH3HAUCHHS HEaeKBaTHOTO JIIKyBaHHS 1 HABITh CMEPTI.
OCHOBHUM METOJIOM JIiKyBaHHs HOPYILIEHb BYIJIEBOAHOrO OOMiHY € nierorepamis. BoHa Biodae B ceOe SIK 3MEHIICHHS
BBEZICHHS B PalliOH MPOAYKTIB, OOMiH SIKHX HOPYIICHUH, TaK i BBEJCHHS JIOAATKOBO JSSKUX MPOAYKTIB, SKi HOKPAIYIOTh OOMiH.
IlopyiieHHs1 BYIJIeBOAHOr0 00MiHYy y miTei
l'anakro3emisi ycraakoBYeThCS 32 ayTOCOMHO-PELIECHBHUM THIIOM (SIK KJIacuMyHa, Tak i JlroapTe Ta HErPUTAHCHKMI THII).
Omnucana Reus B 1908 powi, a cam gedexr depmenty BcraHoBinenuid B 1956 poui Kalkar ta Jessebaher. Yacrora ramakrosemii
konuBaetbes Bifg 1:18000 mo 1:187000. OcranHi aHi DOCHIIPKEHHS CBIAYaTh, IO TajlaKTO3eMisl 3yCTPIYa€eThCsl HE PiAle CIIaJKOBUX
aHOMaJTiii aMiHOKHCIIOTHOrO OOMiHY. 3a 4acTOTOIO TalakTo3eMis 3aiiMae pyre Micue micis (eHiIKkeToHypii. Yactora rerepo3uroTHoro
HOCI}iCTBa reHa KJIACHYHOI TajlakroseMil ckianae Onusbko 1%, Bapianta [{roapre 10%. Y XBOpHX Ha rajgakToO3eMil0 BiIMiYaeThCs
BiJICYTHICTh 200 3Ha4YHE 3HIDKEHHS (EepMEHTy ranakro3o-l-¢ocdar-ypuninrpancdepasy, Mo NPUBOJUTH 0 HAKONMUYEHHS B KPOBi Ta
TKaHMHAX TrajlakKTO31 Ta TOKCUYHOrO rajakTro3o-1-¢ocdary. 30iblIeHHs KiIbKOCTI T'aJaKTO3H CIHOCTEPIraeThCs TAKOXK B CITAHOMO3KOBI i
piauHi, ceui. Bimmiyaerbcst ypaxkeHHsS NEYiHKH, MO3KY, HHUPOK, PO3BHUBA€TBhCS KAaTapakTa, YKOBTSHHILI, T€NaTOMerajis, JUCIETCis,
MOXKJIMBE BiJICTAaBaHHS PO3YMOBOI'O PO3BUTKY. B ycix momepnux aiTeil i3 rajjakre3eMiero B opraHax BUSIBICHO BiJK/IaJeHHS rajakro3o-1-
¢docdary, B neviHmi — xupoBa qucTpodisi, HEKPO3, UPO3.
V nepiy 100y micisi HApOMKEHHs AUTHHA BUTIISIAE 310POBOK0. 3a3BUUail KIIiHIKa 3aXBOPIOBAHHSI MIPOSIBIISIOTHCS Yepe3 KiJibKa AHIB
(2-3 m06a >kuTTS) MiCis BKMBAHHS FPYIHOTO MOJIOKA (OJIFOBaHHS, IPOHOC, CXYAHCHHS, JUTHHA BiIMOBJISETHCS B rpy/i,
3’sIBIISIETHCS JKOBTsHUL). HapocTae aqunamis, apeduiekcis, 3racaroTh pediekcH nepiony HOBOHApOKEHOCTi. PaHo 3’aBisierTbes Ta
JIOBT'O TPUBAE KOBTSHHIIS Pi3HOrO CTYIEHs BaXKKOCTI. [IIBUIIKO pO3BUBA€ETHCS remnaroMeraltisi, HUpo3 MeYiHKHU, 301IbLIYEThCS KUBIT
(acruT). st Baxkkoi OpMHU XapaKTepHa TiMoriiKeMisi, TiOKaIieMis, alu103 Ta MOPYLICHHS BCix QyHKIiN nediHku. Jucnencuyni
SIBUILA BEAYTh 0 QUCTPOQil, MOPYIISHHS ICHXOMOTOPHOIO PO3BUTKY i MOXKYTh OYTH MPUYUHOIO CMEPTi. Y BHMAIKY raJakTo3eMiit
CepeIHbOr0 CTYIEHsI BAXKKOCTI BiJIMIYa€ThCs JKOBTSIHULISL, OJIIOBAHHS, BiJICTaBaHHA Y (Pi3MIHOMY Ta MCHXIYHOMY PO3BUTKY,
remnaToMeraitisi, pPO3BUBA€EThCs aCLUT, Karapakra, Auctpodis. Jlerki popmu BUNAIKOBO BUSBIISIOTHCS Y CiM’sIX, 1€ € XBOPI Ha
rajakro3eMiero (TaJlakro3ypisi, NpoTeiHypis, rinepanuaypis, CTYIiHb SKHX 3a1€KUTh BiJ KIiHIYHOI GOPMHU 3aXBOPIOBAHHS).

JliarHo3 3axBOPIOBaHHsI HE 3aBXKAU BHCTABISETHCS CBOEYACHO. J{iTH JKYIOThCS y BIAIICHHSIX 3 TOMUJIKOBUMU JiarHO3aMU:
CeTICHC, MITTIapHHIA [IUPO3 MEUYiHKK, TOCTPI PO3JIaan XapuyBaHHs, 3aTsDKHA JKOBTSHULSL HOBOHAPOLKEHUX. JJudepeHianbHy AiarHOCTUKY
rajakro3eMiii HEOOXiMHO MPOBOAMTH TAKOK 3 TEMOJITHYHOIO XBOPOOOI HOBOHAPO/DKCHUX, LHUTOMETANIEI0, BPOHKEHUM
TOKCOIUIA3MO30M, CMaJAKOBUMH TinepOinipydinemismu (Hanpukian Kpirnepa-Haiisipa), ranriosugamu.

JUist IiarHOCTHKH TajlakKTo3eMill BAKOPHCTOBYIOTh BU3HAYCHHS TJIOKO3H KPOBi (PEPMEHTATUBHMM METOIOM 3 BHKOPHCTaHHIM
TJIFOKO300KCHIa31 YH 32 JOIMTOMOIO0 PEeakiii OPTOTOIYIIHHOM ab0 aHTPOHOM. JIJIsl yTOYHEHHs BHKOPHUCTOBYEThCs Ipoba benenukra Ha
penymrorodi cybcraHiii B cedi, MiKpOOIOIOTiYHMIA TECT 3 JIOMOMOrOK MYyTaHTa KHIIKOBOI manndkd J[['-73. PiBeHb rajakTo3u KpoBi
nepeuirye 10 mr/m, a B ceui 20 mMr/m.

Ha npyromy erami BHKOPHUCTOBYETBCS XpoMaTorpadisi BYTrJIeBOJHIB HA TOHKOMY Iapi CHJIiKareir, BU3HAYEHHS aKTUBHOCTI
ranakto3o-1-dochar-ypunmnrpanchepasu (3a Bensrumesum FO.€.), BU3HaYeHHsI yTHi3aLi] TalakTO3H €PUTPOLIUTAME TUTHHU (METOL
Tada i3 cmiBaB.).

JlikyBanHst TpebGa po3mounHaTH sikoMora paimie. J{iTu moBuHHI 10 3 poKiB ofepiKyBaTu 1Ky 6e3 TakTo3u (MUTJATIbHE YK COEBE
MOJIOKO), 3r0/IOM iM J00aBIISIFOTH €KCTPAKTH OBOYIB Ta M’sica, OUTKOBI TiPOITi3aTH, sIKi HE MICTATH JaKT03U. PaHO BBOASATHCS IIPHKOPMH,



SIKI MICTATH OBOYi, M’sICO, SIMISL, pi3HOMaHITHI Kpymu. HasBHI BiZOMOCTI IpO CIPUATIMBUI BIUIMB OpOTOBOI KUCIOTH. OIHOYacHO
MIPOBOJUTECS CHMIITOMATHYHE JIIKYBaHHS Ta NMIPU3HAYEHHS BEJIMKUX JI03 BiTaMiHIB.

JlucriaHcepu3anist [iTell i3 ragakTo3eMi€lo BKIIOYAE: IOJCHHE 3Ba)XKyBAaHHS Ta IIOMICSYHE BH3HAYEHHS 3pOCTy (10 6 Mic),
IIOMICSIYHE KOHCYJIBTYBaHHS HEBPOJIOra, SIKIIO0 HEMa MPUBOLY JUIS CIIEI[iaJJbHOrO HEBPOJOTIYHOTO CIIOCTEPEKEHHS, IIOKBapTalbHE
KOHCYIIBTYBAaHHS OKYJIICTOM, IIOTH)KHEBE IIPOBEICHHS Npodu beHenykra, BU3HAYEHHS BMICTY rajlakTO3H B KpoBi (2 pa3u B MicsIp, a 3 3
MICSIIIB — MIOMICSIHO, IPOTSITOM TIEPIINX 6 MICALIB JKUTTS — KIIHIYHIH aHaJi3 KPOBi Ta cedi, MIOMIiCSYHE BH3HAUCHHS PiBHA OiipyOiHy
KPOBI Ta IIOKBapTaJIbHE MPOBEACHHS 010XIMIYHNX 00CTeXeHb (OUIOK Ta Horo ¢pakiii, akTUBHICTh TpaHCaMiHa3, eleKkTporitH). KiriHiky
rajakTo3eMii BHKIIMKA€ TaKOXK HEJOCTATHICTh IaJaKTOKIHA3HM, IO YCIIAJKOBYETHCS 33 ayTOCOMHO-PEECHBHUM THIIOM. JIiKyBaHHS —
BUKIIFOYEHHS 13 MEHIO MOJIOKA.

®pykTo3eMisi (HENEPEeHOCUMICTh (DPYKTO3M) — 3aXBOPIOBAHHS, IPH SIKOMY OpraHi3M He B 3MO31 ITOBHOLIHHO 3aCBOIOBATH
¢pykTo3y i neBHa 1i kinbKicTh (10-20%) BunIstIOTECS 13 ceuero (Pppykro3ypis). Yacrora 3axBoproBanus 1:130000, Tum ycrnagKyBaHHS —
ayTOCOMHO-PELIECUBHUM.

B ocHOBI 3aXBOpIOBaHHSI JIKUTH HEJOCTATHICTh (PpyKkT030-1-Pocdaranpaonasy, mo IpHU3BOIUTE 10 HAKOIMYECHHS (GPYKTO3U B
KpOBi Ta BUAUIEHHS 11 i3 cedero. Yacrime XBopitoTh xyomyuky. KitiHika 3aXBOpIOBaHHS 3yMOBJICHAa HAKOITMUEHHSM B KPOBi (pyKT030-1-
¢dochary npu HemocTaTHOCTI PepMeHTy ppykrokiHazu. [Ipu BkMBaHHI (PYKTO3M Yy IMX XBOPUX HACTAE TiMoOriikemis (OJOKyBaHHS
(hochorinokoMyTa3t Ta MOPYIICHHS TITIKOMi3Y).

3axBOpIOBaHHS NPOSIBIISIETHCS 3 MOMEHTY BXXMBAHHS JIITEMH COKIB, (DPYKTiB, MOIOUHHX cyMmimei. [Ipu oMy 3’ siBisieThest
OJIIOBAaHHSI, aHOPEKCIsl, PO3BUBAETHCS TSDKKA TIITOTPOQist, YHOBUIBHIOETECS picT. BinMidaeTsest 651i1icTh, KBONICTD, 301TBIICHHS
TIEYiHKH, a 3pijKa 1 CeJIe31HKH, IHKOJIM PO3BUBAETHCS JKOBTSIHUI. Y cedl XBOPHX - albOyMiHYpis, rinepamMiHoaaypis. Y aiteit
CTapIIOro BiKy MOXIIMBI TiMOTJIIKEMIYHI CTaHH MicJIsl BXKUBaHHS (QpyKTiB (pi3ka OnificTh, KBOJICTh, M TJIMBICTB, apTepiajbHa
rinorensis, OJIIOBaHHS, BTpaTa CBIJOMOCTI, Cy[JOMH, BHpaxkeHa rinormikemist). Karapaxrn npu ¢gpykrozemii He OyBae, po3yMoBHiA
PO3BUTOK HE CTpax/Jae. 3 BIKOM CTaH JITeH MOKPAILYeTbCS 1 BOHM MOXKYTh BXKUBAaTH HE3HAUHY KiIbKICTh QPYKTIiB Oe3 MposiBiB
HerrepeHocuMocTi. [Iporao3 3anexurs BiJ BasKKocTi TposiBiB. [Ipn nerkux popmax — CIpUSTINBHIL.

JlikyBaHHSI CKITagaeThes 13 mieToreparii (BUKIIOYEHHS IPOAYKTIB, SIKi MICTATh PpYKTO3Y). B DKy BUKOPHCTOBYIOTH MOJIOKO Ta
MOJIOYHI IPOJLYKTH, SHIIS, XKUPH, 3TaKH.

HenepeHocumicTh JIaKTO3M — CIIaJKOBa IATOJNOrist OOMiHY pEYOBHMH, OOYMOBIICHA HENOCTaTHICTIO JaKTa3W, NpH sKii
OpraHi3M He MO)K€ ITOBHOI[IHHO 3aCBOIOBATH JIAKTO3y. Po3maj 1akTo3u npy AediuuTi JaKTa3u IpU3BOAUTS JIO ITiIBUIIEHHS OCMOTHYHOTO
THCKY B KHIIIEYHHUKY Ta IMOSIBI POHOCY.

CUMNTOMH 3aXBOPIOBAHHS MPOSBISIOTECA 3 HEPUIMX AHIB JKMTTS HPH BXXKMBaHHI MOJNOKA. Y JUTHHM 3’ SBJISIOTHCS PiKi
BUIIOPOKHEHHS, METEOPH3M, PO3BUBAETHCS €KCUKO3, rinorpodis. Jucrercis, ska BUHUKAE, HE MiJJAEThCA CTaHIAPTHOMY JIKYBaHHIO.
Ipuennyerbcs iHTEpKypeHTHa iHGpeKUis. Y cedi TakuX AiTell BU3HAYAETHCS JIAKTO3Ypis, rimepamMiHOanMIypis. 3aXBOPIOBAHHS Mae
Ba)XXKMI mepebir i MpHU3BOAMTH 10 TimoTpodii, M0 He MiJNaeThcsl CTaHAAPTHOMY JIIKyBaHHIO, a moTiM i cmepti. Ilpu cBoewacHo
BCTAQHOBJICHOMY J1iarHO31 — MPOTHO3 CIPUSTIUBHIL.

JlikyBaHHS - BHUKIIOYEHHs JAKTO3W 3 XapuyBaHHS AUTHHH (0e3makTo3Hi cymimii). MOJOKO 3aMiHIOETBCS MUTAICBUM YH
coeBHM. ["aJ1aKTO3y Ta IIIIOKO3Y TAKOXX BKIFOYAEMO B MEHIO — BOHH NIEPEHOCATHCS 100pe.

HenepenocumicTs caxapo3u - BpOMKEHA NATOJIOris, sIKA XapaKTEPU3YEThCA HEJOCTATHICTIO Y BiACYTHICTIO caxaposu, B
PE3yNbTaTi 4Oro B KUIUEYHHKY 3pPOCTAE KOHIEHTpaulis caxapo3u. [Ipy 1boMy BHHMKae OpOAIHHS, NMOCHIIIOETHCS MEPUCTAIbTHKA Ta
CIIMHOYTBOPEHHS. 3aXBOPIOBAaHHS MNPOSBIAEThCA NPU HEPEXOJi Ha ILITy4HE Y 3MilllaHe BUIOOBYBAaHHS (BXKMBaHHS caxapo3H) i3
MOJIOYHMMH CyMIIlIaMH YK COKaMHU. PO3BUBA€THCS IPOHOC, SIKUH HE MiNAETHC CTAaHAAPTHOMY JIIKYBAaHHIO.

BunopoxHeHHsT THIIOBI [UIsi AMCIIETCii, PO3BUBAETHCS TiNOTpodis, aHeMis, rinoBiramino3u. [lpy mnpu3HaueHHI HieTH 3
BUKJIIOUEHHSIM Caxapo3u Ta JAEKCTPUHOMAJIbTO3U HACTyIae Buny:xaHHs Ha 10-12 neHs.

Inikoreno3 abo riikoreHHa XBOpoOa JOCHTH TONIMPEHa Ta CKJIAJHA 3a XapakTepoM (EpMEHTHHX IOPYILIeHb Trpyna
3axBopioBaHb. Yacrora 3axBoproBanHs 1:40000. 3a KIiHIYHMMH O3HAKAMH BUIUIIOTH TE4iHKOBY, M’S30BY, T'€HepajiizoBaHy (OpMHU.
XapakTepHUM CUMIITOMOM JUIs BCiX ()OpM XBOpOOH € HAKOIMYEHHS IUIIKOTeHY B Pi3HUX OpraHax i TKaHHHax (IediHKa, M’SI3d, HUPKH,
miokapy Ta iH). [Ipu neskux ¢opMax MOpylIeHHH CHHTE3 DIIIKOreHy, a IpH IHIIUX BpO[pKeHui nedinurt ¢epmeHTiB (TIIIOK030-6-
¢docdarasu, amino-1,6 riroko3unasu, miodochapuiasu ta iH.), ski 6epyTh ydacTh B yTHIIi3allii MIiKoreHy. Y KIIiHILI 3aXBOPIOBaHHS Ha
Mepile MiClle BUCTYNAIOTh MOPYLICHHS THX OPraHiB, B SKUX MEPEBaYKHO HAKOIMYYETHCS TJIIKOreH. XapakTepHuM i BCix Gopm €
BiJICTaBaHHs B 3pOCTI 3 MEPLIMX MiCsLiB KUTTS. s mediHKoBOi (OpPMH XapaKTEepHH MOYAaTOK 3aXBOPIOBAHHI y 8-9 MicsuiB 3
MPUCTYMIB TiMNOITiKeMii, BTpaTH CBiIOMOCTi, KJIOHIYHUMH CyqOoMamy KiHLiBOK. [Ipu mpomy pi3ko 30iiblieHa mediHka. TunoBuit
30BHIIIHII BUTJISIT XBOPHX: MAJICHBKUI 3pIiCT, BEMUKUI KUBIT, JIsuibKkoBe 00muyusi. KitiHiuni mposiBu M’s130B0i opmu 3’ BISIIOTHCS B 7-
10 pokiB. M’si30Ba KBOJiCTh MpH LBOMY mporpecye. [IporHo3 3axBOproBaHHSI IOCHUTH crpusTiuBuid. [ reHepanizoBaHoi (opmu
xapakrepHuii nedinut anpda-riokozunasu. [Ipu xBopobi [Nipke, Xepca 4acTo BiAMIYa€ThCs OXKUPIHHS, 30UIBIICHHS XKHUBOTA, HAHI3M.
IHTenexkT, po3BUTOK MOBH, MOTOPHO-CTATHYHI ()YHKIIi HE MOPYIIYIOThCs. Xodua MPU HAKOMWUYEHHI TIIIKOTeHY Y M’s3aX Ta HEepBOBIid
CHCTeMi MOXKE CIIOCTepiraTtucs BiJICTABaHHsS B MOTODHII Ta mopyiueHHs iHtenekry. [Ipu xBopobi [ipke, Xepca BigMidaeTbcs 3HAYHE
30inbIneHHsT mediHkd. [Ipu 1boMy (YHKIIS MEYiHKH He TMOpYyIIeHa, Cele3iHKa He 30iIblIeHa, 10 BaXIMBO Uil AU(PEpPEeHLIHHOT
JiarHOCTHKHU 3 LUPO30M MeuiHKU. SIK MPaBUIIO, CIIOCTEPIracThesl aHeMisl, 30iIbIlIeHa KUTbKICTh JereHepaTuBHUX (opM TpoMOOHUTIB. Y
0araThbOX XBOPHX CIOCTepira€Tbcs OJIOBaHHS 3 pPAHHBOTO BiKYy, Aall€TOHYpis Oe3 TioKo3ypii, rimormikemiuni kpusu.  [lpu
reHepai3oBaHOMY TUiKoreHo3i (xBopoba Ilomme) xapakTepHi 3MiHM B Cepli — PpO3LIMPEHHS MeEX, TaxikKap[is, TIyXiCTh TOHIB,
HETOCTIHHUN CHCTOMIYHUI 1yM. YacTo MPHUETHYIOTHCS aTeNeKTa3d JereHb, MHEeBMOHis. B 3amexHocti Bix mediuuty depmeHrtis,
BuAistoTh 10 TumiB roikoreHosiB (1-xBopoba ['ipke, 2-ITomme, 3-Kopu, IY-Aunepcena, Y-Maxk-Apmis, YI-Xepca, VII-Tomcona, YIII-
Tapyi, IX-Xara, X-nediuur nporeinkinasu). JliarHo3 miaTBepIKyeThCs MPOBEACHHAM Oi0MCii pi3HUX OpraHiB Ta TKAHWH 3 BU3HAYCHHSIM
y HHUX TJIIKOTeHY Ta aKTHBHOCTI (epMeHTiB. BakiuBe 3HaueHHs B JiarHOCTHINI Ma€: BU3HAYSHHS TIMOIIIiKeMii HaTIIe, aleToHypii 06e3
TJIFOKO3Ypil Ta BUBYEHHS TITIKEMIYHMX KPUBHX (TJIIKEMIi4HI KPHUBI MicCis HABaHTA)XXKEHHS [IFOKO30I0 HE MAlOTh BiIXWICHb BiJl HOPMH, a
TiCIIsl HABaHTaXKSHHsI a[JpeHAIiHOM BOHU IU1acki). ['ikoreHo3 HeoOXiaHO qud)epeHIiloBaTH 3 BPOPKSCHUM CHU(ITICOM, TOKCOILIA3MO30M,
muToMeranieto, xBopoooro [Nomre, Himana-ITika, myXIuHaMu MeYiHKM.

[IporHo3 mpu riKoreno3i cepiioznuii. [IpuanHOI0 cMEpPTi XBOPHX € IHTEPKYPEHTHI 3aXBOPIOBaHHS, CEpLICBa Ta HUPKOBA
HEJIOCTATHICTb.



JlikyBaHHS: BUKOPHCTOBYIOTH aHA0OJIUHI CTEPOiIH, CAMITOMATHIHY TEPATIifo.

CnaaxoBi nirMeHTHi renarosu

VY mpaxtumi JTiKaps BaXJIMBE 3HAUEHHS MAIOTh CIIAAKOBI 3aXBOPIOBAHHS 3 MOPYLIEHHSM IITMEHTHOro oOMiHy. Y mepioni
HOBOHAPOJ/KEHOCTI IIepe]] JIiKapeM CTOITh 3aBJaHHs MIPOBEACHHS MU()EPeHIIIITHOTO TiarHo3y 3aXBOPIOBaHb, OCHOBHHM CHMIITOMOM SIKHX
€ JKOBTSIHUI. Bif MpaBUIIbHO BCTAaHOBIICHOTO JIIarHO3Y 3aJISKUTh aIeKBAaTHICTh MPU3HAYEHOTro JiKyBaHHA. Cepel X XBOPOO BaXIIMBE
Miclie 3aiiMaroTh MrMEHTHI TelaTo3u.

Cungpom Kpirnepa-Haiisipa — ne cnamkoBa depMeHTOne]IinUTHA JKOBTSHHILI 3 BHCOKMM pIBHEM HEKOH IOTOBAHOTO
Oinipy0iny 1 yactum ypakenssM [{THC. 3axBoproBaHHS 3ycTpidaerbest pinko. B ocHOBI rinepOinipyOiHeMil JIEKUTh OBHA BiJCYTHICTH
(meprmit BapiaHT, yCIAaAKOBYETHCS 32 ayTOCOMHO - PEIIECHBHHM THIIOM) UM 3HA9Ha HEJOCTAaTHICTH INIIOKYpOHUITpaHchepa3u (Ipyrui
BHJI, YCHAIKOBYETHCS 3a ayTOCOMHO-IOMIHaHTHUM THHOM (Tum Apiaca). IIpm meprmmomy BapianTi BBeneHHS (eHoOapOitary He
e(eKTUBHE, a TIPH IPYroMy — HacTyIa€ 3HAUHe 3HWDKeHHs OurtipyOinemii. IIpu 1iboMy 3aXBOpIOBaHHI B pe3yNbTaTi HecTadi GpepMeHTy
TIFOKOPOHUITpaHcepa3y HACTYIIAE HE3aTHICTh MeMaTOINTIB KOH FOTYBATH BiIbHUHN OLTIpYOiH 13 MITFOKYPOHOBUMHU KHACIOTAMH.

VY KIiHIYHIA KapTHHI 3aXBOPIOBAHHS JOMIHY€ YKOBTSHHII 1 BayKKI HEBPOJIOTiYHI OPYIIEHHS, IO HIPOSBIISIOTECS CUMIITOMAMH
TaK 3BAaHOI SIEPHOI KOBTSHHUII (TOHIYHI i KIIOHIKO - TOHIYHI CYJJOMH, OIiCTOTOHYC, OKOPYXOBi po3iaau). JKOBTSHULS MPOSBISIETHCS B
TIepIi TOIMHYU YU JHI MiCNIsT HAPOIDKEHHS 1 30epiraeThes MPOTSATOM BCHOTO JKUTTS, 3pOCTa€ B iHTEHCHBHOCTI. Cedya CIOYaTKy CBIiTIA,
BHIIOPOKHEHHSI Jiemo 3HeOapieHi. [leuinka Ta cenesinka He 30umbieHi. O3HaKM aHeMil i IIJBHIIEHOTO TeMONi3y BiACyTHi. PiBeHb
OinmipyOiHy KonmBaeThcssi B Mexkax 371-513 MkMon/m 1 mpeacTaBieHWH BHHSTKOBO HEKOH IOTOBaHOWO (pakimieto. JndepeHmianbHa
JIarHOCTHKA TPOBOJUTHCS 13 TEMOJITHIHUMH JKOBTSHHIUIMH, CHHIApoMoM JKmisOepa, 3 TpaH3UTOpPHOO Tinepoinipydinemieto Jlrormis-
Apiaca (TTicist IpUITHHEHHS Ha 3 IHI IPYIHOTO BUTOJOBYBAHHS HACTYIA€ 3HIKEHHS PIBHS OLTIpyOiHy).

JliarHOCTHYHUI alTrOpUTM CITaIKOBUX TinepOiTipyOiHeMiil CKITagaeThCs 3 BUPIMIEHHS TPhOX OCHOBHUX 3aBJIaHb!

1) Bu3HauCHHS THIY rinepOinipybiHeMii — KOH oropaHa abo HeKOH FOroBaHa,

2) TIpY HEKOH I0T0BaHii rinepOiipydiHeMii BU3HAaYaIach €TiONOris 3aXBOPIOBAHHS;
3) TIpY KOH IOTOBaHii TinepOinipydiHeMii mpoBomuBest AndepeHIiiHui aiarHo3 MiXK XoJecTa3oM abo IediHKOBO-KIiTHHHOIO
MIATOJIOTIEXO.

V BupillleHHi [[UX 3aBJjaHb BUKOPHUCTOBYIOTHCS:

- JaHi aHaMHe3y: CHaJKOBa OOTSDKEHICTh — HasBHICTh B aHaMHe3l 0aThKiB a0 CTapIIMX IiTel JXOBTSHHMII, HASBHICTH Y
CTapIIUX JiTel y POAMHI XPOHIYHHX XBOPOO MEYiHKH, MYKOBICIMIO3Y, rajakTo3emii, TuposuHeMmii, cunapomy Kpirnepa-Haiisipa,
nediuuty anb(a-TpUICHHY; HEBCTAHOBIECHI XBOpPOOM Marepi MiJ 4Yac BariTHOCTI JO3BOJIAIOTH JyMaTH NPO BPOMKEHI i1HQEKIi;
HpHiIMaHH JiKiB, 110 KOHKYPYIOTh 32 3B’5I30K 3 allbOyMiHOM;

- BHU3HAUCHHS 3araJIbHOro0 piBHA OimipyOiHy y cHpoBaTLi KpOBi, L0 J03BOJNSAE CYIMTH INPO HOMIMHAIBHY, METa0OIiuHy
(xoH’1oralnis) i eKCKpeTopHy (PyHKIIiF0 MEYiHKH; a TAKOXK PO3IIOALT KOH FOTOBAHOI Ta HEKOH F0roBaHol (hpaxmiii;

- IIpU BUSBJICHHI HEKOH IOrOBaHOI rinepOiipy0iHeMii BU3HAYAEThCSA PiBEHb reMOIIO0iHY, KiJbKICTh €pPUTPOLIUTIB, OCMOTHYHA
CTIHKICTD €PUTPOLMTIB, €PEKTUBHICTh €PUTPOIIOE3Y AJIsl BUKIIIOUEHHS FeMOiTUYHOT YKOBTSHHII;

- BU3HAYCHHS aKTHUBHOCTI (DEpPMEHTIB CHpOBAaTKU KpOBi (acmapraramiHoTpaHcgepasa, anaHiHamiHOTpaHcdepasa, Oera -
riiyramintpancdepasa Uisl BUSBICHHS CHHAPOMY IIUTOII3Y);

- BU3HAYCHHS ITiIBUILICHHS aKTHUBHOCTI JTYXHOI (ocarasy, sike pa3oM 3 piBHEM OeTa - riryraMminTpaHcdepasu MoOXKe CBITUUTH
PO HASIBHICTH XOJIECTa3y y JiTeH; 1301b0BaHe MiABUILEHHS JIY)KHOT (hocdarasu He BBAXKAJIOCh JOCTOBIPHUM, 00 y AiTeil paHHBOTO BIKY
ITiIBUILEHHS LLOTO OKa3HUKAa MOYKE CBIAYHUTH MO TMOPYLICHHS (ochOpHO-KaNbIiEBOr0 OOMiHY;

- BH3HAQUCHHS PIBHS TOPMOHIB IIUTOMOAIOHOI 3a703M (TPUHONTHPOHIH, TUPOKCHH), & TAKOX DIiBHS THPEOTPOIIHY, s
BUKITFOYEHHS BPOIKEHOTO TiIOTHPEO3Y;

- BU3HAYEHHS PiBHS XJIODUIIB MOTY Ta PiBHA eIacTasu-1 B Kai, 110 A03BOJSAE BUKIIIOUMTH MATOJNOrII0 30BHIIIHBOCEKPETOPHOT
(GyHKLIT M IUTYHKOBOT 371034 (MYKOBICIIHI03);

- BU3HAYCHHS CEPOJIOTIYHUX MapKepiB BipyCiB renaTury;

- BU3HAYCHHSI CEPOJIOT YHNX MapKEPIiB 10 LIUTOMETAIOBIPYCY, TOKCOILIA3MO3y, Bipycy 3BUUaifHOro reprecy, Bipycy Emmreitna-
Bapp;

- Bu3HauenHs JJHK 30yqHnka MeTonoM noniMepa3Hoi JaHIFOroBoi peakiil 3a HasiBHOCTI CHHAPOMY LIMTOIMI3Y Ta 3HAXOIHKEHHS
MapKepiB iHpeKii;

- CTaH >KOBYOBHBIIHMX LULSIXIB YTOYHIOETHCS yibTpacoHorpadieto. Ilopsiq 3 MM BHKIIOYAEThCS MATOJIOTISI Ta HAsBHICTH
BOTHHUILEBHX Je(eKTiB y meuiHmi (adciec, MyXJInHa, KicTa).

JlikyBaHHSI IPU3HAYAETHCS B 3QJIGIKHOCTI BiJl BUILY XBOPOOU. Y mepioi HOBOHAPOIKEHOCTI IPOBOAUTHCS 3aMiHHE TIePEITUBAHHS
KpOBi, ceaHcu remocopOuiii, ¢penodap6iran, ¢ororeparis. [Ipu nepiiomy Tumi 3aXOproBaHHs JiKyBaHHs HeedektuBHe. [Ipu npyromy —
npu3Havyaerbes GeHobapbitan B mo0oBii 103 Bix 8 mo 20 mr/kr kypcamu no 7-10 muiB 3 mepepBoto 1-2 Twxkui. Kpamwuii epexr Bix
BHYTPIIIHBOM SI30BOT0 BBe/ieHH: (heHOOapOiTaty. 3amMiHHE TIEPETUBAHHS KPOBi JiTsAM CTApIIUM -2 MicsIiB HE IPOBOAUTHCS, OCKIITBKH B
et nepiof OinipyOiH BKe HE Ma€e eHUe(aTOTOKCHIHOI Mii.

Cunnpomu Jly6ina - /:koHcoHa i Poropa cympoBOMIKYIOTBCS MPUPOMKEHHUMH MOPYIICHHAMH OiipyOiHOBOrO OOMIiHY.
VYcHaaKkoByIOTbCS 32 ayTOCOMHO - peLecMBHMM THIOM. OCHOBHOI O3HAaKOIO € IIepCUCTyBajbHa a00 IOBTOPHA >KOBTSHHMIIL.
linep6inipybiHemisi € KOH’FOTOBaHOIO i HE HOCHTh XOJECTaTUYHOro xapakrepy. Ilpu cunmpomi J[yOina - JIKOHCOHA CIOCTEpPiraeThes
TeHeTUYHHN Je()eKT TPAaHCIIOPTHOI CUCTEMHU €KCKpellii KOH IoroBaHoro Oimipy0iHy B ykoBY. CHOCTEpIraeThCs MOPYIICHHS 3aXOIICHHS i
KoHrorauii Oinipyoiny. [Ipu cunapomi Poropa aedekt nossrae y HakonuueHHi Oinipy0iHy B KIIITHHAX nedinky. [ inepOinipyOiHemis Mae
nomipHuit xapakrep (34-85 MkMoIb/i1). BumineHHs ®KOBYHUX KUACIOT HE MOPYLIYETHCS, TOMY XOJIeCTa3 He PO3BHUBAETHCS. TpaHcaMiHazn
Ta piBeHb JKOBYHHMX KHCIOT 3HAXOAAThCSA B Mexkax Hopmu. JudepeHmiiiHa qiarHOCTHKA HEMOXIIMBA Oe3 MapakiTiHIYHUX JTOCIiIHKEHb.
Ipu curgpomi Jybina - JlxoncoHa mpu xonercrorpadii He BidyamizyeThes )OBUHHN Mixyp (ipu cuHapoMi Potopa — Bi3yami3yeTbes).
CUHIpOMHE MalOTh PI3HHIIO B eKckpelii cynbpodbpomodraneiny, 1-ro Ta 2-ro TUMIB KONPOMOP(ipUHIB, a TaKOXK MOHO- i
JMTITIOKYPOHITHUX KOH’IOraTiB OinmipyOiHy B cHpoBarii. HaiGinbin JOCTOBIpHOIO B [iarHOCTHIN € myHKHidHA Oiomcis. [Iporros
CIIPHUATIUBHH, TIKYBaHHS HE TIOTPiOHE.

Cunapom KuasOepa-MeiieHTpaxTa — chajkoBa rinepOutipyOiHeMis, MOXODKCHHS SKOI MHOB’S3yI0Th 3 JAedexToM
CHHYCOIanbHOI MEMOpaHU TemaTolUTy, TOOTO 3 HEJOCTaTHICTIO abcopOrii OimipybiHy i3 MIa3Mu i, MOXIHBO, MOPYIIEHHSM HOTO
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BHYTPIIIHBOKIIITHHHOIO TPaHCHOPTYy. MOXXJIMBHHM TakoK YacTKOBHH Je(iIUT aKTHBHOCTI TNIOKypOHUNTpaHchepasn. XIOMIUKH
XBOpIIOTH y 2-4 pa3u 4acTille, HDK AiBUaTka. THII clagKyBaHHS ayTOCOMHO-IOMiHAaHTHUH.

Kiinika 3aXBOpIOBaHHS Hai4acTillle MPOSBISETHCS B MPEIyOepTaTHOMY Ta IyOepTaTHOMY Iepiofi y BUTJIIAL iKTEpPHYIHOCTI
CKJIEp Ta HETIOCTIHHUM CBITJIO-KOBTHM 3a0apBieHHsM mmKipu. Y 20-40% XBOpHX HasBHI acTEHO - BEre€TAaTHBHI ITOPYLICHHS y BUIIIAML
TTiIBUIIICHOT BTOMJTFOBAHOCT1, IICMXOEMOIIIHOI J1a01lTBHOCTI, MITIWBOCTI. IHKOMHM 3ycTpivaroThes qucrencuyHi suma. [ledinka BucTymnae
13 mizgpebep’st Ha 1,5-3 cm y 10-20% xBOpHX, cene3iHKa He MabIyeThCst. AHEMii HeMae. Y XBOPHX HEBHCOKa rinepOinipydinemis (18-68
MKMOJIB/JT), SIKa TpeACTaBlIeHa B OCHOBHOMY HEKOH IOTOBaHOIO (pakuieto. bimipyOiHypist BiacyrHs. DyHKIiS NEYiHKK 33 JaHUMHU
11abopaTOPHUX TECTiB He mopyireHa. [Ipu Gioncii meyiHkK — MaToIorivyHi 3MiHU BiJICYTHI.

BaxnmBo CBO€4acCHO BCTAaHOBHTH AiarHO3, IO J]a€ 3MOT'Y HE MPU3HAYATH TEPaIIIo.

JlikyBaHHS IPOBOIUTECS B IIEpiof] 3arocTpeHHs cuHApoMy. [Ipn3HadaeTsest geHobapbitan B 1031 3-5 Mr/kr mpotsrom 7-10
IHIB. XBOPUM HE PEKOMEHAYETHCS NpHU3HAYATH CyIb(haHIIaMiay, OKCAIWIIH, JICBOMILETHH, TETPALMKIIIHH, CANIIIIIATH, CTEpOIIHi
ropMmoHu. IIporuo3 cripusitiuBuii.



