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AHHOTaUNA

Tupo3uHemusa 1-ro TMNa — reHeTNYeckoe 3aboneBaHne NPEnMyLLeCTBEHHO PaHHMX MeCALIEB 1 JIET XKN3HU, 06YC/IOBIEHHOE HapyLUeHeM HOpMasb-
Horo Katabonusma TMpO3MHa C 06pa3oBaHNEM KOHEUHBIX TOKCUYECKMX METaboNIMTOB, OKa3blBaloLWMUX MPAMOE NMoBpexaatoLiee JeCTBME Ha NeYeHb
1 MOYKM C Pa3BUTUEM XapaKTEPHON KNMHNYECKOWN KapTyHbI, NPefCcTaBieHHON raBHbIM 06pa3om paHHUMUN GYHKLMOHANbHBIMU 1 MOPbONOrMyeckn-
MW HapyLLEHUAMU CO CTOPOHbI NeyeHr, GopmMupyioLLei KIMHUKY LMppo3a B AETCKOM BO3pacTe C BbICOKOW BEPOATHOCTbIO NepepoxaeHna nocniea-
Hero B renatoLenoNApHyto KapuuHomy. Mbl npeacTaBnaemM peaKuin KIMHUYECKNI Cilyvaii XpPOHUYECKOro BapuaHTa TMpo3rHeMun 1-ro Tvna c Begy-
LM NPOABNIEHNEM NOPAXKEHNA MOYEK, pa3BUTMEM cuHApPoma ae ToHn-Lebpe-DaHkoHn n dopmmpoBaHnem pochoneHnyeckor octeomansalnum, B To
BpemaA Kak HauyanbHasa CTagua LyMppo3a neyeHn JMarHoCTpoBaHa No34HO — Y B3POC/ION NaLueHTKM B Bo3pacTe 21 roga.

KnioueBble cnoBa: TMpo3uHemmsa 1-ro Tuna, no3aHUiA 4e610T XpOHMYeCKoro BapuaHTa, cHapom fie ToHn-[lebpe-OaHKkoHu, ocdoneHnyeckas octeo-
Mansauna, HUTU3NHOH
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A clinical case of late diagnosis of a chronic type I tyrosinemia
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Abstract

Tyrosinemia type 1 is a genetic disease mainly of the first months and years of life caused by a violation of normal tyrosine catabolism with the for-
mation of final toxic metabolites that have a direct damaging effect on the liver and kidneys with the development of a characteristic clinical picture,
represented mainly by functional and morphological disorders on a part of the liver that forms a cirrhosis clinic with a high probability of the latter's
degeneration into hepatocellular carcinoma. In the article below, we present a clinical case of the first described late onset of a chronic variant of
tyrosinemia type 1 with leading manifestations by type of renal dysfunction with the development of de Toni-Debre—Fanconi syndrome, followed by
the formation of phosphopenic osteomalacia and the late appearance of diagnostic criteria corresponding to the initial stage of cirrhosis of the liver.
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BeeneHne CUYHBIX J/Is1 OpTaHM3Ma OMOJIOTMYeCKIX COeIMHeHMIT — GpyMapa-

Tuposunemus 1-ro tuma (TYRS1) - opdannoe meTabommyec-
Koe 3aboneBanue [1], mpencrasisioniee coboit reHeTHIeCKI 00-
YC/IOBJIEHHYI0 aMMHOKUCIOTHYI0 TaTonoruio reHa FAN, xopu-
pytoero depmenT ¢ymapuianeroanerasy. Ilocnennnit, B cBoo
OdYepenb, OCYIeCTB/sIeT HOPMAIbHbI IIpoliecc KaTabonmsma
THMPO3MHA Ha er0 TEPMUHAIBHOI CTA/{UN € 00pa30BaHIeM HETOK-

Ta 1 aneroanerata. [larorenHble BapuaHThl reHa FAH npuBopsaT
K [IepecTpoiike HOPMaTbHOTO MeTabOIMYECKOrO Iy TV TUPO3UHA
Ha a/IbTePHATVBHO IIATO/IOTMYECKMIl, KOHEYHBIMY IPOXYKTaMMU
KOTOPOTO CTaHOBATCS TaKMe MUTOXOHJIPUA/IbHbIe METAabOINThI,
Kak (yMapuIalleToAlleTOH U CYKI[HIIALeTOH, KOTOpble 06/ma-
JAIOT TOKCMYHOCTBIO U KaHI[EPOTeHHOCTBIO [2, 3]. Beicokye f03bI
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HOCTIEAHNX HeM30eXHO BeNYT K KIeTOYHOI a/IbTepaliin, I/1aB-
Hble IPUK/IA/{Hble MULIEHN KOTOPOI! — KJIETKY TIeYeH! U TI0YeK.

DyHKIVOHATbHbIE HAPYLICHNA STHX XXVM3HEHHO Ba)KHBIX Op-
raHOB JAIOT Haubosee YacTo BCTPEYAMOIYIOCH, XaPAKTEPHYIO
It 9TOrO 3ab0/MeBaHMsA KIMHNYIECKYI0 KapTuHy. [TedeHp: pas-
BUTME TIPOTPeCCUpYIOliell HeTOCTaTOYHOCTM, TSDKETIOl Koary-
JIOTIATUM ¥ LUPPO3a C BBICOKOJ BEPOSITHOCTBIO €T0 IepepoXK-
meHusi B remartokapuyaomy. IToukn: ¢popMupoBaHue peHanb-
HOJT TyOy/I0oIaTy, XpOHNYECKOJi IOYEYHOI HeJOCTaTOYHOCTH,
a Take cuaapoma ge Touu-[le6pe-dankonn u runodocda-
TEMUYECKOTo paxuTa. VIMeHHO 1o mpu4MHe MpeVMYIIecTBeH-
HOTO TIOPaKEeHsI [IeYeHN 1 IT0YeK BTOPOe Ha3BaHVE TUPO3M-
HeMuM 1-ro TuIa — remaTopeHanbHas TUPO3UHEMIA.

C nenbio npopMIaKTUKY Pa3BUTHSI XapaKTEPHBIX Ist 3200-
NeBaHMs HeOOpaTVIMBIX M3MEHEHUII, KOTOpble He TONMBKO 3a-
METHO CHIDKAIOT Ka4eCTBO M YPOBEHb JKM3HM HAL[VIEHTOB, HO I
CYILIeCTBEHHO B/IMAIOT Ha ee IMPOJO/DKUTETbHOCTD, BO MHOTUX
CTpaHax Mupa, B TOM 4ucie u B Poccuy, IpOBOAMTCS MacCOBBIIl
CKPMHVHI HOBOPOXX[IEHHBIX Ha HENOCTAaTOYHOCTb (epMeHTa
FAN (BBemen c 1 stHBaps 2023 T, ManyeHTKe JAaHHOE JICCTIe-
[OBaHMe He IPOBORMIOCH) [4, 5], Tak Kak THMpO3MHeMus 1-ro
THUIIA — 3a00/IeBaHNe, [IPU KOTOPOM XapaKTepHa MaHuecTauys
B IlepBbIe MeCALBI U rofbl kn3Hu [6]. bonpumucTBO (10 90%)
manueHToB 6e3 crierpduaeckoi repamu (orpaHndeHns 6enka
B MIMTAHNUM, TATOTEHETHYECKOTO JIEYeHNsI) ¥ TPaHCIUIAHTALNI
IIeYeHN B C/Ty4ae Ie4eHOYHO-K/IeTOYHOI HeJOCTaTOYHOCTH 1I0-
rubanu B Bospacte o 10 et [1]. BeencTBue Toro 4To cpenHsisa
IIPORO/DKUTENBHOCTD XXM3HY MALVIEHTOB C YCTAaHOBIEHHBIM V-
arHO30M OCTPOIT TUPO3MHEMNN IIPM €CTECTBEHHOM TeYeHWUN U
IIpOrpeccupoBanmy 3ab0/eBaHysI He MpeBbIlIaeT 1 rof, a npu
XPOHUYECKOII TUPO3VHeMMH — 15 j1eT [7], IporHo3 ajis naryueH-
TOB C y>Ke IO TBEP)KAEHHBIM AMarHO30M HAIIPSMYIO 3aBYICUT OT
BpeMeHM Hadama (pepMeHTO3aMeCTUTEe/IbHON Tepanmy IIpera-
paToM HUTU3MHOH — MHTUOUTOPOM 4-TUAPOKCUPEHUINUPYBAT
muokcureHassl (pasbl I merpaganym TMpo3NHa), IPENATCTBYIO-
M 00pa3sOBaHNIO B OPraHM3Me KOHEYHBIX TOKCHYECKMX Me-
tabomuros [8]. IIpn sToM B pesynbrare IOXXM3HEHHOTO IIPU-
MeHeHMs NperapaTa YpoBeHb THUPO3MHA B CHIBOPOTKE KPOBU
IIOBBILIAETCS, YTO B CBOIO OYEPENb CYMTAETCS CTPOTMM IOKa-
3aHUEM JIs1 COOTIOMIEHNS TAVIEHTAMY HU3KOOETKOBOIT IMEThI
U OTpaHNYEHNsI B HOTpeb/IeHNN IPOAYKTOB, COfEPXKAIINX TH-
posuH u dennnanaHuH (IIpefIecCTBeHHUK TUpo3uHa). [Ipuem
Iperapara IPUBOANT K YTy4IIEHNIO JIeYeHNA U MpOrHO3a Ha-
crepcTBeHHOI THposyuHemyn 1-ro trma (HT1) [9].

ITpencTaBneHHbll KIMHUYECKMI CIydaii BapuaHTa Xpo-
HUYECKOTO TeYeHMs] THUPO3MHEMHUM 1-TO THUIIa C IOYEYHBIM
cuapgpomoM e Toun-/lebpe-DaHKOHU YHMKANIEH TeM, 4YTO, B
OT/IMYNMe OT paHee OMYOIMKOBAHHBIX HAYYHBIX ITyOIMKammii,
OIUCBIBAIOIUX TeYEHIE STOI TATOIOTUY, BCTIEHCTBUE CTEPTOI
KIMHUYEeCKOI KapTUHBI JMAaTHO3 TUPO3MHEMUM 1-TO THIIA y Ha-
LMIEHTKM YCTaHOBJIEH B Bo3pacTe 21 ropa.

Knunuyeckoe Ha6nodeHue

[TanmenTka T., 24 roga, nocrynmna B oTfieneHye Hedppomo-
ruy Knmynvku pesmaronorum, Hedponornu u npopraToaorum
uM. E.M. Tapeesa c xamo6amy Ha 607111 B KOCTAX OCEBOTO CKe-
neTa, pebpax, B 061acTy KocTel Ta3a, 601 npu xoxpbe B 06/1a-
CTM Ta300€/IpEHHBIX V1 KOTIeHHbIX CYCTaBOB, CYJOPOTY HIDKHUX
KOHEYHOCTelL. VI3 anaMHe3a M3BECTHO, YTO B IETCKOM BO3pacTe
y TaIeHTKN AVaTHOCTMPOBA/M TUIIepKaIbIMeMIIo, TO3THee
IHOSIB/IEH)E MOJIOYHBIX 3y0OB 1 paHHee 3apacTaHue 60JIbILIOro
POJHNYKA, ONHAKO 00C/IeOBaHNe M/ YTOYHEHVs IPUYMHbI
BbIABJIEHHBIX M3MEHEHNII He IPOBOJVIIL.

B 2019 r. B Bo3pacTe 19 yeT manmeHTKa CTaIa OTMEYaTh 60/m
B 0071acTi peOepHO-TPYAVIHHBIX COYTCHEHWII, apTpaaruy, ap-
TPUTBI IIPABOTO KOJIGHHOTO U Ta300epEeHHOr0 CYyCTaBOB, 601N
B CTONAX, Ta30BBIX KOCTAX, /1 KyNMPOBaHUA KOTOPBIX IIPU-
HIMaJla HeCTepPOV/THbIE IIPOTVBOBOCIIAUTE/IbHbIE TTPErapaThl
BHYTpPb U IapeHTepasbHO, a TAKXKe IIOKOKOPTUKOCTEPONbI
BHYTPMCYCTABHO C KPaTKOBpeMeHHBIM 3¢ deKToM.

B 2020 r. B cBA3M C BBIAABJIEHMEM IIPU3HAKOB CAKpOMJIENTA Ha
MarHUTHO-pe3oHaHcHol Tomorpaduu (MPT) mpenmonoxu-
Te/TbHO IMATHOCTYPOBAH aHKVM/IO3MPYIOWINIT CIIOHAMIOAPTPUT,
II0/TyYasIa Tepanuio Cyl1bpacanasiHOM, 3aTeM MeTOTPEKCaTOM
10 mr/cyT 6e3 apdexra.

B sauBape - ¢espane 2024 r. manueHTKa ofcenoBaHa B
pesmaronorimdeckom otenenynu I'BY3 OKB Nel r. Tiomenn.
JlMarHocTMpoBaHbl MHOXKECTBEHHbIE KOMIIPECCUOHHBIE [ie-
¢dopmanym: Thy, Thy, — 1-s1 cremens, Thy, Thy,;, Thyy, Thyy -
2-1 creneHb, Ly — 1-4 cTemeHb, IeperoMbl KOPTHMKa/IbHbBIX
IVIACTUH MeTapu3oB OelpeHHBIX KocTeil, II mmocHeBoil Ko-
cTu mpaBoii crombl, 111 mmocHeBol KocTu neBoit ctomsl. [Ipu
PEHTTEeHJIEHCUTOMETPUM Z-KPUTEPUii Ha yPOBHE NMOACHUYHO-
IO OTfie/Ia IO3BOHOYHMKA — 3,2, Z-KpUTEpUii Ha yPOBHE MIEKI
6enpennoit koctn — 2,8. HLA-B27 He 06Hapy>keH. VIcKmoueHbI
CHCTeMHBIe 3a60/IeBaHY, B TOM YMC/Ie CEPOHETaTVBHbII CIIOH-
AUI0apTPUT. BiepBhie 06palieHo BHMMaHMe Ha runodocdaTre-
Mo — 0,62 Mmmone/n (Hopma — 0,81-1,45 Mmmonb/ ), runiepdoc-
darypuio — 68,96 mmornb/ 1 (0,4-3,4 MMOTIB/1T), B CBSI3U C 4eM B
noHe 2024 r. manueHTKa HanpasieHa B IHII ®I'BY «HMUIL]
SHIOKPMHONIOIMN». B Xofe cTaumoHapHOro 00CIefoBaHus
orMmeuanace runodocdaremnss - 0,54 mMmonp/n (Hopma —
0,81-1,45), unpexc peabcopbunnu docdaros (TRP) - 54,55%
(nopma - 6onee 85%). B obuem anannse mouu (OAM) rmoko-
3a — 12,8 MMonb/7I, B CyTOYHON Mode — 12,8 MMornb (Hopma —
mo 1,1), rmokosa B KpoBu — B Hopme. B OAM 6erok - 0,75 r/n
(Hopma - 0-0,094), KMCIOTHOCTb MOYM — 6,5, CHIDKEHME OT-
HOCHUTENIbHOI MIOTHOCTM Mouu — fio 1,014. Ilo pesynbpraram
NabOpPAaTOPHBIX MCCIENOBAHMII — HPU3HAKOB runodocdare-
muy, runepdocharypun B COYeTaHMM C ITIOKO3ypHelt, Ti-
HOypuKeMuell, TyOy/IApHON IIpOTeMHYpuell, XapaKTepHOI
KIMHUYECKON KapTUHBI y TAIleHTKM — YCTaHOBJIEH IMAarHO3:
upyonatideckuit cuappom pe-Torn-Jlebpe-Pankonn, doc-
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¢domeHnYecKass OCTeOMA/IALNs, PasBUBLIASCS BCIEACTBIE
cunppoma Pankonnu. HasHaveHna Tepamms — anbgaKanbIuon
0,25, purunpodocdar/auruapar monorugpodocdara HaTpus
620/360 mr 3 pasa B cyTKu ¢ 3¢ (PeKTOM: HOpMan3aIysi ypoB-
HA Ppocdopa, ymeHblIeHNE 60Neil B KOCTAX.

Jna yrouHeHus mpudmHbl cuHApoMa (PaHKOHM MallMeHTKe
IPOBENN IIONTHOIK30MHOE CEKBEHMPOBAHME, IO pe3y/IbraTaM
KOTOPOro OOHapy>keHa KOMIIQyHJI-T€TePO3UIOTHAs MYTalis
B ree FAN, 4TO MO3BO/MM/IO IMATHOCTUPOBATh TUPO3UHEMMIO
1-ro Tima. B 607bIINHCTBe CITy4aeB 60/Ie3HN B paHHEM JIeTCKOM
BO3pacTe Ha ITepBblil IVTaH BBIXOAUT MOpakeHe MedeHy (1ede-
HOYHasl HeOCTATOYHOCTD, PasBUTHE L1PPO3a IIedeHN U Oe3 Jie-
YeHNs — PasBUTHE IeMATOL/UTIIAPHOI KapuuHoMs! — TLIK) [1],
OfIHAKO B IIPEMICTAaB/IEHHOM CITy4ae OTCYTCTBOBAIN K/IMHUKO-/Ia-
60paTOpHbIe IPU3HAKY IOPaXKEHN IIeYeH, B CBA3Y € 1eM 3a60-
JleBaHIe He 3alI0fJ03PEHO 1 AMATHO3 He ObI/T yCTaHOB/ICH.

B cenrabpe 2024 r. manyeHTKa rOCINTAIN3NPOBaHA B Hed-
ponoruydeckoe otaenenne Kimiuuku pesmaronorun, Hedpomo-
ruu u npodnaronorun um. E.M. Tapeesa. [Ipu nocrynieann
XKEHIIMHA KaJloBalach Ha 6ONM B IPYAHON KIIETKe, IPyAUHE,
obmacty pebepHbIx Ayr. Obliee cocrosiHMe OGONBHON ObLIO
YIOB/IeTBOPUTEIbHBIM, KOXKHbIE TIOKPOBBI 11 BUMIMbIE CIU3U-
CTble OOBIYHOJ OKPAacKy, BBICBHIIAHMIT HeT. II0AKOXHO-XUPO-
Bas KIeT4aTKa yMepeHHo pas3suta. Poct — 150 cM, Bec — 45 KT,
MHAEeKC Macchl Tena — 20 xr/mM> Orekos HeT. JIuMdoysibl He
nanpnupyiorcsa. OTMedanach KuleBUpHas gedopManus rpy-
AVHBL, IPYTUX KOCTHBIX AedopMarinii He 0OHapy>KeHO. Y THHast
TOXO7iKa. B 7TeTkux pIxaHme Be3sUKynApHOe. XPUIIBI He BBICTY-
mmBaTcs. JKUBOT pu mabranuy MArkuit, 6e3601esHeHHBIIL.
ITeyenp He manbnupyetca. CeneseHka He Hanbnupyercs. [Tod-
K11 He NanbIupyloTcs. CMMIITOM ITOKO/IAYMBAHNA 110 IOSACHNY-
HOJ 006/1aCTV OTPULIATEIBHBIN C 06€MX CTOPOH.

ITpu ob6cnenoBaHNy BbIAB/IEH MOMHbI cuHApOM DaHKOHY —
dbocdarypus, runopocdaremus (CKOppeKTUpOBaHHAA Ha MO-
MEHT NOCTYIUICHNA), TUTIOYPUKeMMA: MOdeBas KIUCIOTa — J0
83,2 mkmosnb/n (Hopma — 154-357 MKMO/IB/IT), Ka/Iuii CHYDKEH
mo 3,2 mmonb/n (Hopma — 3,5-5,1 Mmorb/). B OAM moBsite-
HbI 6e10K 1o 1,290 /i1 (Hopma — 0-0,94 r/1) u rmoko3a. Kpome
TOTO, OTMEYaJICSI MeTabOIMIeCcKuiT aly03 (KIUCIOTHO-1IIe/I0Y-
HOE COCTOsIHIE BEHO3HOII KPOoBU — 7,29).

Y4uTbIBas BBICOKMIT PUCK IIOpa>KeHMs MEeYeHU M PasBUTUA
I'IK, mpoBefeHO WCCIefOBaHMe YPOBHA a-(eTOMpOTENHA.
OTMmeyeHO ero mosblmeHue B 2 pasa — 11,4 ME/mn (Hopma -
0-5,8 ME/min). IlegueHouHbIe TPOOBI a/TaHMHAMMHOTPaHCDepa-
3bl, acllapTaTaMMHOTpaHcdepaspl, raMMa-IIyTaMUITpaHcde-
Ppasbl, OMIMPYOUH COXPAHAINCH B IIPefe/iaX HOPMBbI.

Ins uckmovyenus I'IIK BeimonmHeno MPT medenm ¢ KoH-
TPAcTHBIM YCU/IEHVEM I'aJJOKCETOBO KMCIOTOM.

ITeyeHb: o0OBIYHOM GOPMBI ¥ IIONOKEHWs, pasMepbl
89x198 mMM. BepTukanbHblil pasMep MpaBoIl JOMN 11O IPaBoOIL
cpepHexmounyHOM nuHUMM - 109 MM. KoHTyphl HepoBHbIe,
gerkue. CTpyKkTypa — anddysHo HeogHOpOAHas. B mapenxu-
Me OIpefieIAI0TCS Y3/Ibl IUIIepuHTeHCUBHOr0o MP-curnana Ha
T1-BU pasmepamu fo 11x15 mm.

B noppuadparmansaom orene SVIII onpenensiercs Y4acTOK
IUIIOMHTeHCUBHOrO MP-curHama 6e3 HpM3HAKOB aKTMBHOTO
HaKOIIJIEHMsI KOHTPACTHOTO Ipemapara pasmepamyu 8x11 mm.
B remarocnenuduyeckyio ¢asy yd4acTOK TMIIOMHTEHCUBEH
OCTa/IbHOJ NapeHXMMe HeYeH.

BHyTpumnedyeHOYHBIE IPOTOKY He pacIIMpeHsl. [ermaToxomnenox
auametpoM fio 3 MMm. Bopora auddepennuposansr. Konrpact-
HBIII IIpeIapaT OIpefeaeTcss B IPOCBETe JKeMIHbIX IPOTOKOB
Ha 10-ii MMHYTe IIOC/Ie Hadasla €0 BHY TPMBEHHOTO BBEJICHNA.

FLIS (Functional Liver Imaging Score): medyens — mouxa — 2,
Te4YeHb — BOPOTHAsA BeHa — 2, KOHTPACTHBII IIpenapar onpefe-
JISIeTCsl B NIPOCBeTe BHENEeUeHOYHBIX JKeTUYHBIX IIPOTOKOB U B
JBEHaJaTUIIEPCTHOM KUIIKe — 2, CyMMa — 6 6a/10B. 3aKI04e-
Hue: MPT-kapTiHa MOXXeT COOTBETCTBOBATD LIPPO3Y MEUeH.

YcTaHOB/IEH 3aK/IIOUMTENIbHBI KIMHIUYECKNI OMArHO3: TU-
posunemus 1-ro Tumna. [Tonubit cuagpom PankoHn. XpoHnyec-
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Kasg 6ome3Hp moyek Cl (ckopocTb Ki1y6o4ukoBoii (uabTpa-
mun — 104 mn/mun/1,73 m?). ®ocdomenndeckas octeoMarns-
uust. Komnpeccrnonnsie gedopmannn Thy, Thy, - 1-51 cremnens,
Thy, Thy,, Thyy, Thyyy; - 2-51, Ly — 1-51. TlepenoMsr KOpTHKaIbHBIX
IUTACTUH MeTadn30B OeIpeHHBIX KocTeil, II IIrcHeBoll KocTn
npaBoii cronsl, I I0cHeBO KOCTH /1€BOJ CTOMBI.

ITanyeHTKe Ha3HaYeHbI TOKM3HEHHAA [TaTOTeHeTNYecKas Te-
parmisi mpernapaToM HUTU3MHOH B JO3MPOBKe 1 MI/KT B CYTKM B
2 npuema [10], cobmofeHne nedeOHOI AMETHI C OTpaHIYeHVIEM
Komu4ecTBa 6Oenka. HUTusmHoH — mHruburop 4-rupgpokcude-
HIWIIMPYBAT JUOKCUreHasbl (1epBoit ¢asbl Aerpajalium TUpo-
3UHa), KOTOPBII1 IPEIATCTBYeT 06Pa30BaHMIO B OPraHM3Me KO-
HEYHBIX TOKCHYeCKUX MeTabonntos [8]. [Ipn aToM B pesy/nbTare
HOXXM3HEHHOTO TIPYMeHeHN: IIpenapaTa ypoBeHb TUPO3MHA B
CBIBOPOTKE KPOBM IOBBIIIACTCS, YTO B CBOIO OYepeflb CIMUTALT-
Csl CTPOIMM IIOKasaHMeM /ISl COOMIONeHNs MaljyIeHTaMyl HI3-
KOOE/IKOBOII AUeThI U OrPaHUYeHNs HOTPebIeHNs IPOLYKTOB,
collep>KallliX TMPO3UH U (PeHWTaaHNH (TIpeflIeCTBeHHUK TH-
posuna). [IpuHKMMaTh Ipemnapar HeOOXOUMO IIOf, KOHTPO/IEM
COfep>KaHMsI CYKIMHIIALETOHa B MOYe, COCTOSHMs (PyHKINNI
[eYeHN ¥ KOHI[EHTPAIuM d-(PeTorpoTenHa.

O6cyxpaeHne

IIpencraBnen KIMHMYECKNI CITy4all MO3AHEN OMArHOCTUKU
THPO3MHeMNUM 1-ro Tuma ¢ npeo6najaroyuM B KIMHIIECKON
KapTuHe IIopakeHneM I1o4yeK — cuHppomoM PankoHn n doc-
borneHnecKoil ocTeoMaAIMeil B COYeTaHNN C MIO3FHUM IPO-
ABJIEHUEM TUINMYHBIX JMATHOCTUYECKUX KPUTEPUEB, COOTBET-
CTBYIOIMX HA4YaJbHONM CTafiuy LUPPO3a IE€YEHM, BCIENCTBUE
4Yero paHHAA JUArHOCTMKA 3TOM TeHETUYECKON IATONOTUM Y
HalMEeHTKY OblIa 3aTpyJHeHa.

ITporHo3 maumeHTKN OyfeT OIpefe/saTbCs NUHAMUKON II0-
paXXeHNs IeYeHN — YPOBHEM a-PeTONPOTeNHA — Vi AMHAMUKOI
dbopmupoBaHusa ysnos B nedenu, onpepnensaomyx puck [TIK.
OpHaxko, yunTbiBas Bbicokmit puck passutus I'IIK, tpebyerca
Pery/sipHbIl KOHTPONIb YpoBHA a-deromporenna u MPT me-
yenu 1 pas B rop. [lanuenTKka HanpasaeHa B TPaHCIIAHTALM -
OHHBIV LIEHTP I IOCTAHOBKM B JIUCT OXKMIaHUA TPaHCIUIAH-
Talyy IeIeHMN.

3ak/oyeHne

Cny‘{aﬁ[ HOS,[[HeﬁI OUNAaTrHOCTUKN TI/IPOSI/IHCMI/II/I 1-ro Tuna co
CTepTOI7[ K/IMTHUYECKOM KapTI/IHOI?I - nepBoe KJIMHNYECKOEe OIIN-
CaHme TakKoro pona, YTO 3aCTaBIIAE€T 06paTI/ITb BHIUMAaHNE Ha
Ba>XHOCTDb BBIABJ/ICHUA U I/ISY‘ICHI/I}I CI/IHHPOMa KaHa/IbLI€BbIX
,E[I/IC(l)yHKLU/If?I C BBIIIO/JIHEHMEM MoneKyn;{pHo—reHeTqucxoro
NCCneaoBaHNA y MOJIOABbIX BSPOCHbIX, y KOTOprX MOl"yT BCTpe-
4qaTbCA CTeprIe BapI/IaHTbI TEYECHUA FeHeTM‘IeCKOﬂ I1aTo/I0IrnmM,
a [JMAarHO3 TUPO3MHEMUM 1-TO THUIIAa MOXET OBITh IPOMYIeH
n3-3a OTcyTCTBI/IH TUIINYHDBIX KJIMHUYECKUX HpOHB]IeHI/If?I CcO
CTOpOHbI II€eYECHU.

PackpbiTiie MHTePeCOB. ABTOPHI [JeKIApPUPYIOT OTCYTCTBYE
SIBHBIX /1 [IOTEHIMa/IbHBIX KOH(IMKTOB HTEPECOB, CBSI3AHHbIX
C r[y6nm<aume171 HaCTOSIIEN CTaTb.
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