KNNMHNYECKWE PEKOMEHIALMM MO BEAEHWIO AETEN C
HACNEACTBEHHOW TUPO3VHEMUWEW 1 TUMA

[aHHble KNMHWYECKNe peKoMeHAaL MM pacCMOTPEHbI U YTBEPXKAEHbI Ha 3acefaHnn lcnonkoma
npodeccMoHanbHOM accoumaumm aeTckmx Bpadein Cotosa negmatpoB Poccum Ha XVII Chesge
neanaTpoB Poccun «AKTyasbHble Npobsiembl neguatpumn» 15 despans 2013r.

BBEAEHWE

[aHHbIN NPOTOKON NO AMarHOCTUKE 1 Tepanny HacneLCTBEHHOW TUPO3MHeMMKn 1 Tuna y
AeTei co3aaH Ha OCHOBaHMK CUCTeMaTUYecKoro o63opa nutepatypbl 1992-2013 rogos Medline
(Pubmed version), Embase (Dialog version) n Cochrane Library databases, ¢ ncnonb3osaHmem
CO3@HHbIX MPOTOKOMOB [MAarHOCTUKA W Tepanuu HacneACTBEHHON TMPO3vHeMuy 1Tmna
Recommendations for the management of tyrosinaemia type 1 (Orphanet Journal of Rare
Diseases 2013, 8:8). HacnefcteeHHasa Tupo3vHemmss 1 Tuna OTHOCUTCA K peaKuM
HacneACTBEHHbIM 3a00/1eBaHMAM, UTO WCKIKOYaeT BO3MOXHOCTb MPOBEAEHUs  BOMbLUNX
KOrOPTHbIX M PaHAOMU3MPOBAHHBLIX KOHTPO/IMPOBAHHbLIX WCCNefOBaHUA WM A/ CO34aHUS
MPOTOKO/IOB AMarHOCTUKW M Tepanuu WCMOMb3YHTCA /Wb TemaTUyecKne UCCefoBaHNA
9KCMepTOoB, 0Ny6/IMKOBaHHbIE B NOC/NEAHWE [Ba LECATUNIETHUS.

OMPEAENEHUE

HacnegctBeHHass TuposuHemus 1 Ttuna (HT1) wnn renatopeHasibHas TUPO3UHEMUS
OTHOCUTCA K pefkum (OpdhaHHbIM) reHeTMYecKUM 3ab0/1eBaHUAM C ayTOCOMHO-PELECCUBHbBIM
TWUNOM HacnefoBaHus, 06YyCnoBAeHa MyTaUMAMKU B FeHe (hepmeHTa (hymapunaueToaleTasbl
(bymapunauetorugponassl (FAH)), OMIM 276700, no MKB-10 E 70.2.

CVHOHMMBI:  feduunt  PymapunaveToauerassl, geduunT  ymapuniaueroauerar
rmaponassbl.

KO MKB -10
E 70.2 HapyweHuns obMeHa TMPO3UHa

ANMMNAEMNONOTINA
Yactota HT1 B pasfmMuHbIXx nonynaumsax konebnetca or 1:100-120 TbiC. >KMBbIX
HOBOPOX/EHHbIX. YacToTa HocuTenscTBa MyTaumin HT1 B nonynsuymsx 1:150-100 4enoBek.
MONOBbIX Pas/IMyMin HW B YacTOTe BCTPEYAEMOCTM, HWU B TSHKECTUM TedeHuss HT1 He
BbIiBIEHO. UeTKMX B3aMMOCBSI3e MeXAy TeHOTUNOM W (JeHOTUNOM He YCTaHOBJIEHO,
pas/fiMyHble KIMHUYECKME BapuvaHTbl MOTYT MPUCYTCTBOBaTb Y UY/IEHOB OfHOM CeMbu C
O[MHAKOBbIMWN MyTaLMAMMU.

ITNONOIrNA

BpoxaeHHbIi  aetheKT depmeHTa ymapunaleToaueTasbl (hymapunaleTormaponassl,
FAH, EC 3.7.1.2), oCyLleCTB/AOLWEr0 B HOPMe KOHEYHbIM 3Tan Aerpajauuy TUpO3UHa Ha
HETOKCUYHbIe (PymapaT 1 aueToaueTar. B pesynbrate reHeTUYECKOro geekra MyTtauum 6eska,
Kogupyrowero FAH, pacnag TuUpo3MHa  OCYLLECTB/IAeTCS no aabTepHaTUBHOMY
naTtosiornyeckomMy  nyTu, C 006pa3oBaHMEM  BbICOKOTOKCMYHbIX W KaHLEPOreHHbIX
CYKUMHMNALETOHa, MasiennaleToaleTara, pymapunaleToalerara.



NeH FAH nokanvM3oBaHHOM Ha AMHHOM Mnede 15-i1 xpomocombl (15023-025), cocTomnT
13 14 3K30HOB

MATOIEHES

lNaToreHe3 HT1 TMNa 3aKnO4aeTCcsa B MHTOKCUKaLMW NPOAYKTaMn aHOMa/IbHOro pacnajga
TMPO3MHa - (hymapuiaLeToaleTaToM U MasennaleToaleTatoM u UX KOHeYHbIMKM MeTaboimTamm
— CYKUMHUWNALETOHOM M CYKUMHMNALeToaleTaToM, KOTOpble ABAAKOTCA MUTOXOHAPUaIbHbIMU
TOKCUHaMK, TOPMO3AT (hocthopunmposaHme 1 6nokuMpyroT umnkn Kpebca. HakornneHue aTmx
TOKCMHOB MPUBOAMT K MPOrpeccuMpytolemMy 3a601eBaHUI0 NEYeHN C PasBUTUEM MEYEHOYHON
HeAOoCTaTOYHOCTK, LMppo3a, Tybynonatum ¢ (HOPMUPOBAHMEM pPeHaNbHON Tybynonaruu,
rmnoocaTeMUYecKMM paxmTomM, CUHAPOMOM PaHKOoHW, OcTpas TUPO3MHEMUSA CONPOBOXAAEeTCA
pasBMTUEM TUMEPTPONYECKON Kapauommonatun. bes nedenus y 40% peteir hopmmpyetcs
renaTouenoNsapHas  KapuumHoma. Kpome  TOro, CyKUMHWMAUETOH  UHrMbupyet  0-
aMVMHONEBYNIMHAT Aervnaparasy, NPOMEXYTOYHbIN MeanaTop NOPPOOMANHOrEHa, YTO NPUBOAMUT K
HapyLUeHN0 OMOCUHTE3a FeMMa W KIMHUYECKM MOXET MPOSBASTLCA CUMMNTOMaMU OCTPOWA
nepemexarowlein nopdmpun - 6oNAMM B XKMBOTE,  apTepuasibHOW  FUNepPTEH3Mei,
nepuepryecKol NonMHeponaTmei.
BonblmnHCTBO (A0 90%) NauMeHTOB 6e3 CreunugUUeckoro Ne4eHns 1 TpaHcnAaHTaumMm neyveHu
norméanu B BospacTe Ao 10 neT. BbDK1MBaeMOCTb 3aBUCUT OT CPOKOB MOSB/IEHWS CUMIMTOMOB.

Tpo3nH

Tupo3nH amMnHoTpaHcgepasa
(aedonunt - Il TN TUpo3uHemMnu, OMIM 276600)

deHunnanaHmH

4-OH chbeHunnupysar

Touka ' 14-OH dheHnnnNMpyBaT ANOKCUTeHas3a

AencTens (necbrumt - 11l TN TMPO3UHeMUKU, OMIM 276710)
HUTU3NHOHA
TOMOreHTn3nHOBaA KUCmnoTa ﬂyTb CNHTE3a ﬂOqu)leVlHa
l 5-a|V|V|H0f|eByf|V|HOBaﬂ KNcnorta
|

Manewnauertoauertar (""" % .
L J»| CyKuMHunauetoauetat u
|
‘ : - :
u |
pymapunavuertoauerar [* = * ' = opcobuny
CYKUMHWUMaLLETOH |" " %= HOreH-
=, CUHTasa
HacneactBeHHas
TUpO3nHemMusa ITun dymapunayeTorungponasa (FAH) ﬁ
OMIM 276700 nopdoobuvHoreH
doymapart + auertoauertar
Puc.l. Tytn mMeTabonM3ama TMPO3MHA (CNIOWHAA JIMHUA — HOPMaSibHbIN NyTb

MeTab0/IM3Ma, NYHKTUPHbIE — aNlbTEPHATUBHBIN NYTb).



KITMHNYECKWME MPOABJIEHNA N KITACCUPUNKALUMNA HT1

KnvHnyeckune BapraHTbl TeYeHMS NOMOXKEHbI B OCHOBY Knaccugpukaumm HT1 — ocTpas
(HT 1A) n xpoHuyeckaa (HT 1B).

OcTtpast HT1 A Tvn XapaKTepu3yeTcst OCTPbIM TeUYEHUEM, paHHUM AebtoToM OT 2 A0 5-7
Mec., BCTpeYaeTca B TpW pasa yaile, 4em tun b ¢ nofoCTpbIM MM XPOHUYECKUM TeYeHUEM.
HT1A Tuna 4acTo OCTaeTcs He pPacno3HaHHON MAM MOATBEPXKAAETCA MOCNe CMepTu pebeHka.
MpuunHO/A CMepTM NpU  ecTecTBeHHOM TeyeHun HT-1A Tuna dauwle $SBNSeTCA OCTpas
neyeHoYHass HeAOCTaTOYHOCTb M KaTtaCcTpOoMyeckoe KpOBOTEYeHME Ha ee (hOoHe, AmarHo3
3aTPYAHAETCA TakMMW  COMYTCTBYIOLWMMM COCTOSHUAMM KakK BHYTPUYTPOOHAs WHMEKLMS,
HeoHaTa/lbHbI renaTuT, Cerncuc.

OcTtpas ¢popma HT 1A xapaktepusyercs:

PaHHMM HayasioM 60/1€3HN: B MEPBbIE HEAENN/MECALLbI XXN3HN;

3a[1ePXXKO pasBuTnS;

(hebpuNbHOW NNX0PaAKOIA;

PBOTOW, Aervapataumei;

Aviapeeii N AMHaMUYECKOW HENPOXOAUMOCTLIO;

renatomMerasinei;

XKVMBOT YBEMIMYEH WM HAMNPsDKEH, Kak 3a CYET renatoMeraanv, B MeHbLLe
CTEMeHN CnAeHOMEeranuM, TaKk M 3a CYeT acumMTa W [AMHAMUYECKON
HEMpPOX04MMOCTH;

XENTYXa MOXeET ObITb Ha CTaAuW OCTPOro renaTunTa;

Mpyv OCTPOM KeNyLOYHO-KULLEYHOM KpOBOTeYeHMW, M.6. MefieHa, pBOTa
KOhenHo ryuuen;

MNP CHMKEHUN OENIKOBO-CUHTETUYECKOW (DYHKLMM MeYeHn MOsBASKOTCA
6e36e/1IKOBbIe OTEKM, aHacapKa, KPOBOTEUEHWS;

Y YacTu JeTeil 0OTMeYaeTcs CreunpruUecKnin «kanyCcTHbIN» 3anax Tena;
TMNEepryuapo3s — BbIPaXXeH B NMepMog Kpn3oB, 0CO6EHHO Ha (hOHe MXOpaaKn 1
TUMOTIMKEMUN, SIBMISIETCA BTOPWYHLIM, TaK Kak Kynupyetcsi Mo Mepe
CHWDKEHWS 3HAOTEHHON MHTOKCUKaLNW;

TUMNepacTesns KOXHbLIX MOKPOBOB (PeOEHOK MNpeamnovnmTaeT HaxoauTcs B
KpoBaTKe, a He Ha pyKax Yy wMaTepu) ABASETCA  NPOSAB/IEHVEM
nonunHeriponaTuu;

CMepTb B BO3pacTe A0 roga (6-8 mec.) OT MeYeHOYHON HeLOCTaTOYHOCTU
/NN KPOBOTEYEHNS.

XpoHunyeckaa HT 1b npoTekaert:

yaule C  MpeMMYyLLEeCTBEHHbIM  MOPaXXeHMeM  reveHn  (LMppPO30M,
renaToLeioNApHON KapLMHOMOWA);

pexxe € BeAywMM  MoOpaxeHuWem  MnoveK  (PaxmTonofO6HbIM
3a60/1eBaHNEMBC/EACTBME TAHXKENON Ty6ynonaTum - BTOPUYHOTO CUHAPOMA
®aHKOHW, C aMunHoauuaypueld, rNOKo3ypuen, gocdaTtypueid, NOYeUHbIM
KaHa/bLieBbIM aLMa030Mm);

C COYeTaHHbIM NOPaXKEHWEM W MEYEHU, 1 MOYeK;



- 3a60n1eBaHNe MOXET HayaTbCA C HEMevyeHOYHbIX MPOSBNEHUMA MO Tuny
nopthumpun  (Nepudepryeckoin HeiponaTum, OCTPbIMKA abaOMUHAIbLHLIMU
Kpu3amu);
- C TUPO3MHEMUYECKUMWN KPU3aMU C NIMXOPALKON, PBOTOM, MHTOKCUKaLMEN,
KapAvomMuonaTrein 1 NpoBoLMPYOLWUMUCS Be/TIKOBOI MULLENA.
Be3 neyeHus CyllecTBYeT BbICOKMI pucK (8o 40%) pa3BuTuA renaToLeItoNsapHON
KapuMHOMbI. HavasbHble NposiBneHns aaxe npu 16 Tmune obHapyXmBaroTCA Ha NepBOM-
BTOPOM TOZY >XW3HW B BUAE renatoMerasivMu, runorivkeMun, noTineBocTu, cnabocTw,
nosmypuu, BUTaMmMH D-pe3nCcTeHTHOro paxura.

XpoHuyeckaa opma (HT1B) npoTekaeT nerye, 0CO6EHHO Korja AeTn 0TKasblBakoTCA OT
6eN1KOBOV NULLW, a POAUTENIN HE HACTaMBAOT Ha ee npuemMe. enaTtoMeranus BbISBNSETCA Y BCEX
[ETeil, MopaxeHWe TMOoYeK OnpeaenseT pas/IMYHY CTereHb paxuta OT  MUHMMaIbHON
runogocatemmm 1 BasiblyCHON fedhopMaumn HOr [0 TSHKeNoh  Aedopmauum  CKeneta,
MO3BOHOYHWKA, TPYAHOW KNETKW, BMOTb 4O MOSIHOW NOTepy OMOPHOM CNOCOGHOCTM, YTpaThl
paHee CyLLEeCTBOBABLUMX HAaBbIKOB XOAbObl. pWM XPOHWYECKOW TUPO3UHEMUM OTMeYaeTCs
3aflep>XKa pocTta Ha 3-4 rofia oTcTaeT (PM3MOornyeckas cMeHa 3y06oB, 3aepXKnBaeTCsi KOCTHbIN
Bo3pacT. Kapguvomuonatvs W apTepuasibHas ruUnepTeH3vs MposABAAOTCA KaK B pesynbTar
MeTaboMYeCKMX NPOLLECCOB, TakK Y BTOPUYHO Ha (DOHE NMOPaKEHUSA MOYeEK.

KpunTtoreHHble UMppo3 neveHn U/unm renatut oT MUHUMaIbHOW [0 BbICOKON CTEMNeHw
aKTUBHOCTW ABNAKOTCA NOKa3aHWeM K UCKIoveHno HT1.

JTABOPATOPHAA ANATHOCTUKA

1. MaTOrHOMOHMWYHbLIM NpU3HaKom HT1 SBisSeTCA BbICOKMIA YPOBEHb CyKLMHUIALETOHA B MOYe
n nnasme kposu (Hopma 0-2 MMonb/Monb KpeaTUHWHA)(SBNSETCA MPUOPUTETHBLIM B
amarHoctmke HT1).; ogHaKo He6O/bLIOE MOBbILEHWE CYKLMHWNALETOHA B KPOBM U MOYe
MOXET OblTb Mpy 06paTUMO MHIMOMUMM (hepMeHTa, HanpumMep GeNKOBOM MNepekopMme,
NPMBOASALLEM K (DYHKUMOHAIbHOW HefocTaTouHOCTM FAH, KOpMIeHMU Hepas3BefeHHbIM
KO3bMM  MOSIOKOM. [lpu  nepeBoge Ha  6e36e/IKOBYHO  AMETY U MPOBeLeHUM
[ETOKCMKaLMOHHON TepanuMn YpoBeHb CYKUMHWMALETOHA 3HAaYMMO nafjaet, U [AOoCTUraeT
HOPMbl B TeuyeHMe CYTOK MNpW MNPOBeAeHWM Cneuupuyeckoin Tepanuuv HUTU3UHOHOM.
WccnepoBaHue CyKUMHWMALETOHA HEOOX0AMMO NPOBOAMUTL A0 Havana LeTOKCUKaLMOHHOM
Tepanuu, nepenveaHns naasmMbl U Apyrux KOMMOHEHTOB KPOBMW.

2. TloBbllLEHHOE COfep>KaHue apoMaTWYECKMX aMUHOKMCIOT (TWUPO3uHAa, MEeTWOHWHA,
NponuHa, YeHunanaHmHa 1 ap.) B CbIBOPOTKE KPOBM, ONpefeNisiemMbliX MeTO4OM TaHAEeMHOM
Macc-CNeKTpoMeTpun.  BbICOKMIA  ypOBEHb  METUOHWHA MPUBOAUT K  MOSB/EHUIO
«KarnycTHOro» 3arnaxa, KoTopblii He TaK cneuuuyeH, Kak OnucbiBasIoCh paHee, U CKopee
OTpaXKaeT MeyeHOUYHO-KNeTOYHYH HedoCTaTOYHOCTb. YPOBeHb Tupo3vMHa Bbiwe 200
MKMonb/1 1 MOBbILWEHVE €ro MpefLIecTBeHHUKA (eHunanaHnHa npu TUPO3VHEMAM
OnNpesenstTCs NULWb Y AeTeil ¢ HopMa/ibHbIM TPO(ONOTMYECKUM CTaTyCOM. Y UCTOLLEHHBIX
[eTeli C ANNTeNbHbIM aHaMHE30M U KIIMHWUKOWA 6e/IKOBO-3HEPreTUYECKO HeJ0CTaTOuHOCTU
TUPO3VH 1 (heHUNaNaHUH MOXKET ObITb B HOPME U JaXKe HUXe HOPMBbI.

3. Anbpa-tpeTonpoTenH (APIT) — mapkep nponudgepauun >kenyHblX xopos, npu HT1b
MOBbILWEH B AeCATKM, a Yy fdeTeih ¢ HT1A paxe B TbicauM pas, nosbieHne A®PIT He
CNeyNgUYHbIA, HO YyBCTBUTE/IbHLIA NpPU3HaK. Mpy HopMasibHOM ypoBHe A®IT gmarHos



10.

11.

HT1 comuuTeneH (y geteri ot 0 go 3 mec. AP <1000 Hr/mn; oT 3 mec. fo 18 net AdPM<12
Hr/Mn);

KocBeHHbIM npunsHakoM HT1 siBnsieTca NoBbIWEeHNe d-aMUHONEBYIMHOBOI KUCNOTbI, TaK Kak
CYKUMHWUNALETOH MHIMOBUPYET fernaporeHasy d-ammHOMEBYIMHOBOW KUCNOTbI B MeYeHU U
apuTpounTax, CoAdepXKaHWe O-aMWUHONEBY/IMHOBOW KWUCNOTbl B Pa30BOM Mpobe mounm B
HopMe cocTaBnseT <34 Mkmonb/n (opmyna nepepacuera<4,5 mr/n x 7,626), B CyTOYHO
moue 11,4 - 57,2 mkmonb/cyT (1,5- 7, 5 mr/cy).

Kpome HacnefcTBeHHOM TUPO3UHEMUMW MOBbLILEHWE KOHLEHTpaLun d-aMUHONEBYIMHOBOM
KMCNOTbl OTMeYaeTCAa Mpu OCTPbIX Mopupuax (ocTpas MepemexaroLllasncs, «rnecTpass»,
BPOX/JEHHaA KOMponopmupus), OTPaBleHUM W CBUHLOM, Aeduunute aMUHOMEBY/IMHAT-
perngpartasbl  (FOMO3UroThbl). YMEpPeHHOe MOBbILEHNEe MOXET Habngatbes  npu
AMabeTnUecKoM KeToaumaose, 6epeMeHHOCTM, NO3AHEN KOXHOM nopdupun 1 npu npuéme
HEKOTOPbIX MPOTUBOCYLOPOXHBIX CPEACTB.

(eHeTWYecKoe WCCNefOBaHWe SBMAETCA MOATBEPXKAAOWMM METOLOM, O6HapyXXeHue 2
MyTaumin (roMo3nroThbl N KOMNAayHA-reTepo3nroThl) BepUpULUMpYeT AnarHos.
WccnefoBaHne akTMBHOCTM  (hepMeHTa  (pymapunaueToaueTaTrugponassl (FAH) B
KynbType (hMbpo61acToB KOXM (A0NONHUTENbHbIV NOATBEPXAAIOLLMNIA METOA).
[0NONHNTENbHO: B BUOXMMUYECKMX aHaIn3ax KPOBM OTMEYaeTCs YMEPEHHO MOBbILIEHHbIN
YypOBeHb TpaHcamMumHa3 2-3 HOPMbl, MPU3HaKW XonecTasa — BbICOKWA  YPOBEHb
raMmmarniokypoHunTpaHcnenTugasol (FCTM) v wenoyHon ocaTasbl, Npu  HaMyumum
paxmTonogo6Horo 3aboneBaHNA aKTUBHOCTbL MOC/EAHEN MNpeBbIlaeT HOPMY B 5 pa3 B U
6onee, aNEKTPONUTHBIN AncbanaHC ONpeLenseTcs BbIPXXEHHOCTLIO TYOY0naTum — HU3KWUIA
YPOBEHb KanbLUma 1 hochopa B CbIBOPOTKE KPOBU, AepuuyTom GmukapboHaTOB MeHee 18
(aeduumt BE 60nbLUe 4).

CuHApom DaHKOHW — T/IIOKO3YpUS, MOBbILLIEHHAA IKCKpeumsa KabLms U hocgopa B MOYe,
ONTUMaNbHO  ONPefeNseTcs  KalbUWA/KpeaTUHMHOBLIM 1 (hocthop/KpeaTUHUHOBbLIM
KoahpuymeHTOM B pas3oBoit  (BTOPOW) MopumMm  MOYKM, KOTOpble MOryT  ObITb
NOXHOOTPULATENbHBIMUA MPU HU3KOM YPOBHE 3TUX 3/1EKTPO/IMTOB B KPOBW. [pu3HaKu
cuHgpoMa @PaHKOHM  BK/KOYAKOT  [/IIOKO3YPUID, TEHEepaiM30BaHHYH  amuHoauuayputo,
MOYEYHbIN KaHa/bLEBbI aumaos, gochatyputo. CUHAPOM PaHKOHW MOXET ObITb Kak
MONHbIM, TaK W  HenojHbIM. BTOpWMYHLIA  rMnepnapaTnMpeos, COMPSHKEHHbIA ¢
rMNoKasibLemMuerd 1 runodgocdareMmnein, M  COOTBETCTBYHOLUMMU UM KabUui- U
(hochatypuein).

KWC - npu OCTPOA TUPO3MHEMUM XapaKTepeH MeTabo/NYecKuin aumaos, 3a CcueT
HapyLUeHMs1 KOMMEeHcaumnm bnkapboHaTaMu. Ma30BbIin COCTaB KPOBM BapuabeneH.
OnpefieneHvie ypoBHA HOKO3bl B KPOBW: MO HalUM AaHHbIM NPU OCTPOM TeueHun HT1A
MOXET BbISBNATLCA [MNOrMKEMUSA, KOTOpas CBsi3aHa CKOpee C MeYeHOYHO-K/IETOYHOM
HeA0CTaTOYHOCTLIO UM UCTOLLEHMEM 3aracoB [/IMKOreHa B MeyeHu, a no /IMTepaTypHbIM
[aHHbIM 00YCNOB/IEHA TMMEPUHCYIMHN3MOM.

WccnepoBaHue cuCTeMbl CBEPTbIBAHUA KPOBM He0OXOAMMO B CBA3M C BUTaMMH K —
3aBMCUMOIA Koarynonatueid — femumMToM BCeX NeYeHoUHbIX hakTopos cBepTbiBaHus (11, V,
VII, X, IX, XI, XII), koarynonatus ¢ ya/IMHeH1eM NpoTPOMOUHOBOIO 1 aKTUBUPOBAHHOIO
4aCTUYHOro TPOMOONIACTUHOBOrO BpeMeHn (AYTB), CHMXEHMM NPOTPOMOUHOBOIO
nHaekca, MOPUHOreHa, CHMXeHUM aHTUTpombuHa Ill. Koarynonatusa uyaule BCTpedvaeTcs
npu ocTpor TuposnHemun (HT1A) 1 NpoTeKaeT 3HAUUTE/IbHO TSXKenee, YeM Mpu Apyrux
00Ne3HAX MNeyeHW, Torga Kak aKTUBHOCTb TpaHCaMMHa3 W COAepXaHue 6ununpybuHa,



HanpoTuB, BbIpaXKeHbl YMepeHHOo, KakK 3a cyeT ACT, Tak U AJIT, BbICOKaa CTeMNeHb
LMTONN3a BCTPEYaEeTCA PesKo.

12. XonecTas: npu HT1A yMepeHHbIn BHYTPUMEYEHOUHbIA XonecTas, npu HT1b xonectas
MOXET ObITb ANCCOLMMPOBAHHBLIM - C HOPMa/lbHbIM YPOBHEM OUIMPYOUHA, HO C BbICOKUM
YPOBHEM rammarntoKypoHunTpaHcnentugassl (T TIM), wenoyHoin ocdartassl (LLD),
MoCnefHAS MOXeT ObITb MPOSAB/IEHNEM OCTPOr0O paxmTa.

NHCTPYMEHTAJIbHAA ONATHOCTUKA

YnbTpassykoBas AuarHocTWKa OpraHoB OpOLIHOW NOAOCTW, B TOM uucne, ¢
[OMNNNEPOBCKUM  KapTUPOBaHWEM COCYAOB MOPTalbHON CUCTEMbI, MO3BOJISET BbISBUTL Ha
paHHUX CcTagmsx Anddy3Hble W3MEHEHUS MeYeHW, HavasbHble MPU3HAKM  MOPTa/IbHOW
FMNEPTEH3UN B BUAE CM/IEHOMEralnM, pacluMpeHnUss BOPOTHOM W Cene3eHOYHOM BeH,
BU3Ya/I3NPYIOTCA TUNep- U TMMNO3X0reHHble Y3/ibl B MeYeHW, MMGOY3/bl B BOPOTaxX MeYeHw,
rUNepnnasnilo  MOMKENYAOYHON  dkenesbl, YBE/IMYEHVWE pPasMepoB  MOYEK, HapyLUeHue
AnddepeHUPOBKN CNOEB.

[pyrve metogpl BU3yanusaumy (KOMNbIOTEpHas Tomorpagus, MarHuTHO-pe3oHaHCHas
Tomorpadua ¢ MPXII™ (MarH/THO-PEe30HAHCHON XOonaHrnonaHkpeaTorpadguein) Heo6XxoaMMmbl
npy MNOAO3PEHUN Ha Ma/MrHU3aumio — (OpPMUMPOBaHME renaToLeNHNAPHONA KapLUHOMBI,
OCHOBaHMEM [/ KOTOPOW ABNAETCA peumanB nogbema 3HadeHnin API1 B COTHU U Jaxe ThiCAUN
pas.

Paanon3oTonHoOe uccnefoBaHue neyeHn (renaTocuyHTUrpagua craTuyeckas W
AVHaMuyeckasi, renaTobuamcymHTUrpadus), novek (PeHocuMHTUrpadms) SBIATCS METOLOM
COYeTAOWMNM BU3yaM3auMio U (PYHKLMOHA/IbHOE WCCMef0BaHWe, MPOLEcChl MOr/oLeHus
pagnocgapmnpenapara (PPI1), HapyLleHne BHYTPUK/IETOYHOrO TpaHCMnopTa, SKCKpeuun PPI ¢
XEenublo, MyTU BbIBeLEHWA €ero u3 OopraHu3Ma, B TOM u4ucne, nepepacrnpeseneHuns
neyeHb/cene3eHKa Npy CTaTMYeCcKol renatocuMHTUIpatum — runepdukcaumns POl B ceneseHke
6onee 15% sBnseTCA NPU3HAKOM NOPTa/IbHOM TUMEPTEH3UN, YHACTKM CHUXKEHHOIO HaKoMIeHNs
— XKUpoBas U coeauMHUTENbHAsA TKaHb, KWUCTbI, afjeHoMa (J06poKayecTBeHHas OMnyXosib), Y3/bl
pereHepaumMm € TMOHMXXEHHOW  Backynspumsaumeir.  PeHoCUMHrurpagus  nos3sonser
ANhepeHUMPOBaHO OLEHNTb (DYHKLMIO MPaBOi 1 NEBOIA NOYEK.

JeHcnTOMETpUA — METOL WCCNeA0BaHMA MUHEPa/IbHOM MIOTHOCTU KOCTER, KOTOpbIi
LileniecoobpasHo coyeTaTb C OMnpesesieHneM KOCTHOro Bo3pacTa.

dnacTorpagus neyeHn — OMNTUMANbHBIA HEWHBA3WBHLIN YNbTPa3BYKOBOW METO[,
KOMIMYECTBEHHOM OLEHKM MIOTHOCTU TKaHW MeyeHu, No3BONSET ONpefenvTb 3(heKTUBHOCTb
Tepanuu.

PeHTreHorpadms KoCcTeil ckeneTa — rMokasaHa npv naaHUpyemon opTorneanyecKow
KoppeKuuu.

PeHTreHorpadms rpygHoM KNeTKW BXOAMT B MNPOTOKON  WCCNefoBaHUA  Mpu
Heo6X0AMMOCTM MOAHAPKO3HbIX WCCMeLOBaHWI, NPU HaMYUN  KIMHUYECKUX MPOSIBEHWIA
AbIXaTeNbHOW HeLOCTaTOYHOCTHU, KapanomuonaTumn. IKIT, axokapamnorpagms Tak >e no3BonsoT
OLLeHNTb MOP(O-(hYHKLMOHANbHOE COCTOSHNE CepaLa.

MPNMEPbI POPMYJTMPOBKN AVATHO3A
HacnefcTBeHHast TMpo3MHeMMst 1 a Tna (OCTpoe TeueHue), ocTpast neyeHoUHas
HeAoCTaTOYHOCTb, BUTaMMH K 3aBUCKMMasi Koarynonarusi, KaTacTpoduyeckoe



KpoBOTeYeHMe (CBEpLUMBLLUEECS KPOBOTEYEHME W3 OCTPOA £3Bbl XKenyfka K
BHYTPVKENYJ04YKOBOE), 0CTpast NoCTreMopparnyeckas aHemusi.

HacnegctBeHHas TuposuHemus 1 a Tuna (OCTpoe TeYeHWe), OCMOXHEHHas
LMPPO30M MeYyeHu, BUTaMUH-[-pe3nCTEHTHLIM PaxMTOM, HEMONHbIM CUHLPOMOM
®aHKOoHU. [InHamMmyeckasi HENPOXOAMMOCTb TOJICTON KMLKK. Cerncuc.
HacnegcteeHHas TMpo3vHeMus 1 6 Tvna (XPOHUYECKOe TeuyeHue), OCNOXKHEHHas
LMPPO30M MeYyeHu, NopTailbHON rMnepTeHsneit, aeopMaums KOCTein ckeneta Ha
(hoHe NOMHOro cuHapoma PaHKoHMU.

HacnegcteeHHas TMpo3vHeMus 1 6 Tuna (XPOHWYECKOe TeYeHUe), OCNOXHEHHOe
renaToLeIoNAPHOM KapLXHOMO NpaBoi J0W NeveHn 1 (1nbpo3oM NneyeHu.

ANODEPEHUVANBHBLIA ANATHO3

Octpyto HT 1 Heobxoammo audepeHumposatb € APYrUMU  MeTaboNMYeCKUMM
60/1€3HAMM, OCOGEHHO NPU HANIMYMM CONYTCTBYHOLLErO CEMTUYECKOr0 COCTOAHMS PE3UCTEHTHOIO
K Tepanuu aHTUOGMOTMKAMM  LUMPOKOrO  CrekTpa AelcTsus.  Bupyc-accoumpoBaHHble
3aboneBaHus (repnec-rpynmnbl: LUTOMEranoBupyc, dnwTeinHa-bapp supyc, repriec 1, 2 n 6
TMnoB), TORCH unH(eKkuun He nckaoyatoT Hanmuma HT1 Tuna.

MNepMeTUOHMHEMUIO CriefyeT AngdepeHLnpoBaTb ¢ rOMOLUCTUHYPUER, 60Me3HAMM
MeTabo/mM3mMa METUOHUHA, LeKOMMEHCUMPOBaHHbIM LIMPPO30M.

"eHepasM30BaHHas amMMHOAUMAEMUA YacTbli MPU3HAK MeYeHOYHOM HefoCTaTOYHOCTH,
HapyLleHMs YHKLMM aCCUMUNALNN.

[narHocTMyecknini NOUCK Npu rernatoMeraium 1 renatute crefyet MNpPoBOAUTb C
ranakTo3emmnent, PPYKTO3eMMEN, HENepeHOCUMOCTbIO (PYKTO3bl, 60M1e3HbH HuMaHHa-I1Ka,
60/1e3HbIO BunbcoHa, HeoHaTa/1bHbIM reMoxpomaro3om, remodparoyuTapHbIM
NUMGOrMCTUOLNTO30M,  MUTOXOHAPUIBHOM  UWUTONaTeid,  BPOXKAEHHbIMU  GONE3HAMYU
rNIMKO3WUNMPOBaHNS, LeuuMTOM TpaHcaibAonasbl, aueTaMMHO(EHOBONM  (MapaueTaMosniom)
WHTOKCUKaLWeR, NH(eKLMAMM (CENCUCOM, CalbMOHE/NNE30M, TYOepKyie3oM, repnec-BUpyCcHON,
B TOM YuCrie, LMTOMErasioBUPYCHON MHMEKLMER, BUPYCHbIMU renaTutaMu A n B), oTpasneHun
rpnbamu, nekapCTBEHHbIMW CPeLCTBaMU Ha PacTUTEIbHON OCHOBE.

MopaxkeHne noyek npu HTL1 cnepyet andpepeHumMpoBatb € UUCTUHO30M, CUHAPOMOM
Lowe (okynouepebpopeHasibHasi AMCTPOGUA), MOYEYHbIN KaHasbLeBbIN aunao3, CUHLPOMOM
DaHKOHW.

Paxutonofo6Hble N3MeHEHNs ckeneTa TPebyT NCKNOYeHNs runogoctarasnm (HU3KKi
YPOBEHb LLUENOYHOW (hochaTtasbl M hochopa B CbIBOPOTKE), Aedmumuta BuTammHa [
(HYTPUTUBHOIO N TEHETUYECKM 0BYC/IOB/IEHHOI0), CUHAPOMA PaHKOHM.

HeBponornyeckme Kpusbl MOryT 6bITb MPOSABAEHUAMM OTEKA MO3ra U KPOBOU3NUSHUNA,
6aKTepuansHOro MEHWUHIUTA, rMNepHaTPUNEMNYECKOrO 06e3B0OXMBaHUS, 0CTpoi#t
nepemMexxaroLLeincs noppupun.

MMNepTUpo3nHEMUSA BCTPeYaeTca Npu 6e/1KOBOM MepekopMe (TPaH3UTOPHbIA TUPO3UNHO3,
(hyHKUMOHanbHas HefocTatoyHocTb FAH), TuposuHemun 11 n 11 TnoBs, Apyrux 60ne3Hax
MeYeHn C HapyLUeHNEeM CUHTETUYECKON U AeTOKCUKALMOHHON (hyHKLMK,

MOoCUHAPOMHBIV AnddepeHLmManbHbIA AnarHo3 0TpaxkeH B Tabnuue 1.

Tabnnuya 1.
AnddepeHumanbHO-ANarHOCTUYECKUIA a/TTOPUTM



CumMnTom
BO3MOXHbI AnarHo3s

MMnepTnpo3nHe | BbICOKOe cofepaHue 6enka B paunoHe
MnS TuposnHemusa Il Tnna

TuposuHemus Il Tvna

[pyrue 601e3HN NeYeHN

['MnepmMeTnoHN | F'OMOUUCTUHYPUSA

HemMus HapyLueHne meTabonm3ma MeTUOHNHA
[pyrue 601e3HN neyeHn

3abonesaHue Manaktosemma tun 1, 3

neyeHn HenepeHOCMMOCTb PPYKTO3bI

bonesHb HumaHa-nuka Tnn A/B

bonesHb BunbcoHa

HeoHaTa/bHbIVi FeMOXpoMaTo3

"emocharoumTapHbIil TMMGOrncTUOLMTO3

MwuToxoHapuanbHas renaronaTus

BpoxzeHHble HapyLLIEHUA TTMKO3UIMPOBaHNSA

Oethnunt TpaHcanbaonasbl

AueTammHodeHoBas MHTOKcKaums (MAPALETAMOJTIOM!)
BakTepunanbHble MHQeKUMK (cencuc, calbMoHeNsna, Tybepkynes)
BupycHble nHgekuun (CMV, renatut A,B, repnec)
OTpasneHue rpubamu (6negHOM NOraHKon)

JlekapcTBa 13 pacTUTE/IbHOIO CbipbS

N anocrHKpasns Ha pasnnyHble areHThbl

NHQUABTPATMBHBI UK ULLEMUYECKIWIA NpoLLecC

3abonesaHne CuHgpom Jloy

noyek LinctnHos

MoYeyHbIn KaHa/IbLEBbIN aungo3
®aHKOHW CUHAPOM

PaxuTt Mmnogocarasus

Oedumunt BUTaMMHa a (HYTPUTUBHbIA nnm reHeTUYecKu
AETEPMUHUPOBAHHbI)

"'mMnodocdaTemMmnyecKnin paxut

PaHKOHW CUHAPOM

Hesponornyeck | OTek M03ra, KpOBOU3NNSAHWE

N KPU3NC BupycHbIii/6aKTepuanbHbIA MEHUHTUT
MMnepHaTpreMmyeckas gerngparayms
OcTpas nepemexaroLasca noppmpus

NMPEHATAJIbBHAA JNATHOCTUKA

B0o3MOXXHO npoBefeHue MpAMoi uan KocseHHon OHK-guarHocTMkm Ha 8-11 Hepensix
OepemMeHHOCTN MyTEM WCCNEeLOBaHWUSA XOPUOHWYECKMX BOPCUH, WCCNefoBaHUe MOoKa3aHo
MaTepsM, UMeWMM feTeit 60nbHbIX HTL1, M MMeeT Uenbio npepbiBaHWe HeXenaTenbHOM
6epeMeHHOCTU MO MeAVLMHCKUM NPOTMBOMOKa3aHUAM.




LienecoobpasHo NPOBOAUTL CENEKTMBHbIA HEOHATa/IbHbIA CKPUHUHE MPU  Ha/IM4mn
OTArOLEHHOr0 Hac/efCTBEHHOr0 aHaMHe3a Mpy HaIMuMK CMepTeid MNafeHUeB B CeMbe OT
cericuca, BHyTPUKENYL0UYKOBbIX UM MHbIX KPOBOU3/IMSHWUIA U KPOBOTEYEHWIA, CMEPTE AeTei oT
HEYCTaHOB/IEHHON OCTPOM  MEYEHOYHON HefoCTAaTOYHOCTW. HeoHaTasbHbIA  CKPUHWUHT
3aK/0YaeTcs B WCCMef0BaHUM YPOBHS CYKUMHWMALETOHA B MOYe W/WAM KPOBM  Kak npu
POXAEHUW, Yepe3 Hefento W 4epe3 MecAl, Mocne POXAEHWUS. MeHee YyBCTBUTE/bHO
nccrefoBaHMe aMUHOKMC/IOTHOIO CMeKTpa KpoBu (Cyxue NATHa KPOBM) C aKLEHTOM Ha YPOBeHb
TUPO3NHA W METWOHMHA. T[lOBbIWEHMe  YPOBHA  3TUX  aMWHOKWUC/IOT  HEo6X0oAMMOo
anbdepeHumpoBate ¢ HT1  Tuna, TPaH3WTOPHOM  TUPO3MHEMMWEN  HOBOPOXKAEHHbIX,
TuposvHemuein Il n Il TMnoB, gpyruMn 60Me3HSAMN NeyeHn. BbICOKMIA ypoBeHb METUOHMHA
MOXET OTPaXaTb TAXKENYH MeYEHOUHYI0 He0CTaTOMHOCTb, BPOXAEHHbIN AetheKT MeTabosmama
METUOHWMHA — TOMOLMUCTUHYPUIO (LeduLmMT 6eTa-CMHTETa3bl LUCTaTUOHNHA).

B KaHage, npoBuHUMM KBebek, rae oTmevaeTcs camasd 60/blias nonynsums 60/bHbIX
HT1 B Mupe, B Ka4eCTBe CKPUHUHI-TECTa ANs 0T6opa LeTeil Ha onpesenieHne CyKLMHWUIaLeToHa
MCMONb3yeTcs WUCCNefoBaHME aKTUBHOCTU (epMeHTa feruapatasbl  0-aMUHONEBYNEHOBON
kucnotbl (PBG-cuHTa3b!).

CKpuHUHT: B Poccmiickoin ®efepaym He NpoOBOAUTCA.

NEYEHWVE

Cneuymndunyeckasa Tepanusa NpoBoauTcs npenapatom HUTU3NHOH (NTBC, 2-(2-H1Tpo-4-
TpudntoopomeTundeHsonn)-1,3-umknorekcanegmoH), A16AX04 Nitisinonum.

ToproBoe HaMMeHOBaHWe U (hopMbl Bbinycka: OpdaamH®, Swedish Orphan Biovitrum
(LLIBeums), dnakoHbl no 60 Kancyn, codepxawmx 2 mr, 5 mr, 10 Mr HUTU3MHOHA. AHaNOroB
OpdhagnHa B Mype He cyulecTByeT. Coro3 MeamaTpoB Poccumn pekoMeHAYyeT MUCMosb30BaTh ero B
neyeHnn HT1 TMna Ha cTaguu [0 pasBUTUS renaToLeIioNAPHON KapLMHOMBI.

HUTWU3MHOH NPUMEHSIETCA B COYETaHUM C HU3KOOENKOBOM [METON W HasHayeHWem
CMeCeil, He coaepXKaLLMX TUPO3UH U (heHUNaIaHUH.

HWTU3NHOH 6NOKMpYeT  4-rapoKCUEHUNNMPYBAT AMOKCUreHasy W NpensTcTByeT
06pa3oBaHNI0 KOHEYHbIX TOKCUMYECKMX MeTaboNnToB, YPOBEHb TUPO3WMHA B CbIBOPOTKE KPOBW
NPy 3TOM MOBbLILIAETCA, YTO AB/AETCA OCHOBAHWEM [ OrpaHUYeHUs B AuMeTe (PeHunanaHuHa
(kaK NpeaLLecTBEHHMKA TUPO3MHA) U TUPO3MHA NYTEM Ha3HAYeHUsA CheLnann3vpoBaHHON AneTbl
C OrpaHnYeHnemM 3TUX aMMHOKMNC/IOT.

[o3npoBaHue

[o3a nogbupaetcs WHAMBMAYANbHO B 3aBUCUMOCTU OT 3(h(heKTMBHOCTU, KOTOpas
OLIeHMBAeTCA MO YPOBHIO CYKUMHUIALETOHA B MOYE U KPOBU, N YPOBHIO TUPO3MHA B CbIBOPOTKE
KpoBu. OcTpast hopma TUPO3MHEMUW TPebYeT HasHauYeHUs HUTU3NHOHA 2 MIT/KI, CHUXXeHUS 403bl
He TpebyeTcs, MO Mepe poCTa W YBe/IMYEHWS MacCbl Tena pebeHKa [03a aBTOMATUYECKU
CHWKaeTca A0 1 Mr/kr.

MopaepxmBatoLLlas TepaneBTuyeckas gosa npu HTL1A coctasnseT 1 Mr/Kr/cyTku, npu
HT1b HavanbHasa gosa 1-1,5 Mr/Kr/cyTku, ecnm ypoBeHb TUpPOo3nHa MeHee 600-800 mkMonb/n,
CYTOYHaa [03a f[aeTca B OAMH-ABa npviema BHYTpb. [eprof MonyBblBeAEHUS COCTaBNseT 54
yaca, YTO NO3BONAET PEKOMEH/OBATb, W 3TO MPeAnoYTUTE/IbHee, O4HOKPATHLIN MPUeM CYTOYHOM
[03bl.

YBenuueHne f[o3bl 40 2 MI/KI/CYTKM BO3MOXHO MpW OTCYTCTBMM 3dhekta (He
YNy4LLAKOTCA NOKa3aTeIv KoarynorpaMmMbl, YPOBEHb CYKLUUHWIALLETOHA HE CHYKAETCS B TeUEHMe



2 Hefienb), YPOBEHb TMPO3MHa cocTasnseT 6onee 800 MkMorsb/n. Yem Bbille YpOBEHb TUPO3MHA
B KPOBW, TeM )>KecTye [A0/DKHblI ObiTb orpaHuyeHusi 6enka B guete (0,5- 1 r/kr/cyTkn).
MoTpebHOCTb B APYrMX He3aMeHUMbIX aMUHOKMC/IOTaX BOCMOSHAETCS Ha3HaYeHVeM ie4ebHOro
nUTaHus (8o 2 r/Kr), 4YTo NO3BONSET [OOUTLCA HOPMaIbHOIO pocTa U pasBuTusa. Koppekums
[,03bl HUTU3MHOHA MPOBOAUTCA B 3aBUCUMOCTU OT BUOXMMMYECKMX NOKasaTenel U HapacTaHus
maccbl Tefia pebeHka. Okono 10% O6O0NbHBIX Ha Tepanuio HUTU3MHOHOM HE OTBeYatoT, YTO
ornpefensietcs pesynbrataMyv OGUOXUMWUYECKOTO MOHMUTOPUHra (CYyKUMHWIALETOHa B MOue,
(hYHKUMOHaNbHble Mpo6bl neyeHu, anba-etonpotenH (APIT). Takue naumeHTbl SBAAKOTCA
MOTEHUM&/IbHbIMU NPEeTeHAEHTaMW Ha TPAHCNIaHTaLUMIo NeYeHu.

[0 MCK/IHOYEHUs ranakTo3eMun v (PPYKTO3eMUN Yy fAeTeil C MOJO3PEHMEM Ha OCTPYHO
TUPO3NHEMUIO AOKHBI ObITb UCK/THOUEHbI Fra1lakTo3a u (PyKTO3a.

Mpy BbLICOKOM YypoBHe OWAMpybuHa (>100 MKMOMb/N) WM OCTPOA  NEeYeHOUHOW
HeAOCTaTOUYHOCTM B COYeTaHUM C runepaMmmMoHuemmen (> 100 MKMornb/n) He WCKNHYaeTcs
Heo6X0AMMOCTb B 3KCTPEHHOW TPaHCMIaHTaLmmn MeveHn.

CHWKeHVe YPOBHA CYKLMHWMALETOHA Ha (JOHe Tepanuv HUTU3MHOHOM MPOWCXOAUT B
TeyeHve 24 4acoB, KOHLEHTPaLMSA aMUHOKMUCIOT (TMPO3UHA U (heHuanaHnHa) MOBbILIAETCA B
3aBMCUMOCTU OT KO/IMYeCTBa AMeTUYecKoro besnika. APl CHMKaeTCA MeL/IEHHO U 3aBUCUT OT
HaYa/IbHbIX KOHLIEHTpaUKMiA, He BCerga JocTuraeT HopMbl.

TpeboBaHMS K NIeHEHNIO HUTU3NHOHOM

JleyeHune [o/MKHO 6bITb HenpepbiBHbIM (1). B xofe Tepanuu KOHUEHTpaums TUpPo3nHa
YBENNYMBAETCSH, MepepbiBbl B Tepanuu rposdT pasBUTUEM TUPO3UHEMUYECKUX KPU30B
(NOpMPUHONOLOGHBLIX ~ HEBPONIOTMYECKNX  KPWU30B,  MasMrHusaumen).  PekoMeHayemas
KoHueHTpauma NTBC B nnasme 30-50 mKMosnb. [leT ¢ 0XXMpeHnem TpebyroT noagep>kaHuns
YyTb MeHbLUeli KOHLEHTPaLMV NpenapaTa Ha 1Kr Beca, B cpegHeM 35 Mr/M%/eHb.

KOHTponb Tepanuu B TeueHve 1-i1 Helenm Tepanum BK/OYaeT UCCef0BaHMe:

- B Kposu: KLLC, (hyHKUMOHaNbHbIe Npobbl neveHn (bunupyouH, AJIT, ACT, I'TTI -
ramma-rioTamunTpaHcnenTmaasa, LenoyHas ocdarasa, anbbymuH), koarynorpamma (MTW,
AYTB, (QuOpuHOreH), MOYEBUHA, 3NEKTPONNUTbI, KPEaTUHWH, KanbUWid, (ochop, KNeTOYHbIN
COCTaB KPOBW, aMWUHOKMC/IOTHbIN crekTp, A®I, CyKUMHWNALETOH, MO0 BO3MOXHOCTH,
KoHUeHTpaunsa NTBC, npu OCTpO/ MEYEHOYHOW HefoCTaTOMHOCTU —  AOMOSHUTENbHO
orpeeneHne aMMOHWUS, T/1FOKO3bI.

- B MOYe: T[/II0KO3a, aMWUHOKMCNOTbI, (octop- U KanbLuWid/KpeaTUHUHOBbIE
KO3(h(hMUMEHTbI, albbYMUH, 6e/10K, 6eTa-2-MUKPOrI106YNnH.

B panbHelilwem nocne HopManu3auuy napameTpoB MpW IEYEHUN U B 3aBUCUMOCTU OT
CTPOrocTv CObM0AEHNSA ANETbI MHTEPBaT 3TUX UCCEA0BaHWI COCTAB/ISET OT 6 MecsALEeB [0 roga.
Tak e B 3aBUCUMOCTM OT K/IUHUYECKOW CUTyauum TpebyeTcsa KOHTPOSb YPOBHS (D0N1aToB,
BUTaMMHa B12, CbIBOPOTOUHOIO Xene3a 1 peppuTuHa, ButammHa A, E, I, MUKPOHYTPUEHTOB —
cefieHa, LMHKa, Meau.

Mo6o4HbIe 3)(PeKTbl HUTU3MHOHA

YacTble: KOHbIOHKTUBWUT, MOMYTHEHWE POroBWLbl, KEpaTWUT, CBETO60SA3Hb, ObpaTumast
NenKoneHus, rpaHynoLUTONeHNs, U TPOMOOLMTONEHNS

Peakwe: neiikoumtos, 6netaput, 3ya, SKCPOINATUBHDBIN LepMaTUT, 3pUTEMATO3HasA CbliMb.

[0 n uepe3 Mecsy nocne OT Hayasa Tepanun pebeHOK A0/KeH OblTb OCMOTPEH
0(pTa/IbMO/I0roM C MOMOLLGHO LLeSIEBOI Namribl.

JleyebHoe nNuTaHMe



B Poccuitckoii Pefiepaummn 3apermcTpmMpoBaHbl CreLuann3vpoBaHHble MPOAYKTbl Ha
OCHOBE aMMHOKWCNOT 6e3 (eHunanaHMHa W TUPO3UHA, pacyeT obbema MNPOBOAMTCA MO
6e/IKOBOMY 3KBUBA/IEHTY:

1) XPHEN, TYR TuposungoH (npomssogutens SHS Hytpuums BenukobpuTaHus) c
BbICOKUM COfepXKaHnem 6enKoBOro akemBaneHTa (77 r Ha 100 r cyxoro npofykra) AobaBnseTcs
B CpeaHeM 13 pacyeTa 1 r/Kr;

2) TYR AHamukc MHMaHT (Mnm akBMBaneHT) ana aetein 0-12 mec. UCNOMb3yeTcs Kak
OCHOBHOWA NPOAYKT MUTaHWs NPU UCKYCCTBEHHOM ¥ CMELLAHHOM BCKapM/MBaHWUM U3 pacyerta 1-
2 r/Kr, B 3aBUCMMOCTW OT H/IMYMA Tepanum HATU3MHOHOM U 06beMa rPyLHOro BCKapMInBaHMS.

Tabnuua 2.
BenKoBbIii cOCTaB U 3HepreTUYecKas LeHHOCTb CheLnaiM3npoBaHHbIX MPoLyKTOB
OCHOBHbIe XxapaKTepucTukn | Tyr AHamnKC TuposnaoH
npoaykTa B 100 r cyxoii
cMmecu
SHeprusa 457 kkan/1915 kx| 326 kkan/ 1386 kX
Benku (skBUBaneHT), 1 131r 7r

PacyeT 1le4ebHOro NuTaHUa (NpU HaiMyMm Tepanun HUTU3UHOHOM) ANS LeTeil NepBoro
rofa >XM3HW NPOM3BOAAT MCXOAS M3 NOTPEOHOCTM B Benke, 613KoN K unsnonormyeckon (2,2 —
2,3 r/kr maccbl Tena B CyTku). He meHee 50%-60% cyTO4YHOM MOTPeGHOCTM B 6Genke
YAO0B/IETBOPSETCA 3a CYUET CreuuaIv3MpoBaHHOW CMecy amMHOKMCNOT (Tabn. 2), ocTaslbHas
yacTb (40-50%) KOMMeHcMpyeTcs GENKOM CLEXEHHOr0 MaTepMHCKOro MO/oKa MAW AeTCKOW
MOJIOYHOIN CMeCK C HU3KMUM cogepxkaHunem 6enka (1,2-1,3 r 6esika Ha 100 mn BOCCTaHOB/IEHHOW
CMecK), a TakkKe HU3KOOE/KOBbIMM MPOAYKTaMy MpuKopma (OBOLLHbIE U ()PYKTOBbIE MHOPE,
6e3MO0M0YHbIe Kalln C codepxaHuem 6enka He 6onee 0,5 r Ha 100M1 roToBOW Kaluw,
Crneynann3npoBaHHble HU3KO6ENKOBble MPOAYKTbI HA OCHOBE KpaxMasioB, Hanpumep, caro u
ap.). JedmunTt KanopuinHOCTU le4ebHOro paLMoHa KOMMEHCUMPYETCS C NMOMOLLbI0 [06aBeHNs
XWpPOB (pacTUTeNbHOro Macna, Ho He 6onee 3,5-4 1 06LLero Xwupa Ha Kr Maccbl Tena B CyTKu) 1
YBENMYEHUs KBOTbl YI/IEBOLOB 32 CYeT [06aBfeHVs BbllLeYKa3aHHbIX HWU3KOOEKOBbIX
MPOAYKTOB, a Takke 5% Tr0KO3bl. AHANOrMYHBLIM 06pPa3oM CTPOUTCA NEYEOHbIA paumoH y
60MbHbIX CTapLue rofa, obumii 6en0K pacCUNTbIBAETCSA UCX0AS M3 6e30MacHbIX NOTPe6HOCTEN B
6enke (He 6onee 1,5-1,8 r/Kr maccol Tena B CyTKH).

Mpy OTCYTCTBMM Tepanuv HUTU3MHOHOM MPUHUMMNLI  OpraHu3aumMm guetotepanuu
OCTalOTCH Te XKe, HO OrpaHuyeHuns B 6enke 6osiee XKeCcTKue, pacyeT MPOU3BOAUTCS, UCXOAA U3
MUHUMabHbIX NOTPEOGHOCTEN B 6eNKe Ha KI Macchl Tea B CYTKM (Ha NepBoM rofy »XwusHu —1,5
MI/Kr  Maccbl Tena, Yy pfeTei cTapwe roga ot 15 pgo 1,2 r/kr maccbl Tena), Ans
cbasiaHCMpPOBAHHOCTM CYTOYHOrO pauuoHa WCNOMb3YKT HU3KOOE/IKOBblE HATypasibHble W
CreLnann3npoBaHHble NPOLYKTbl Ha OCHOBE KPaxMasioB, a TaKXe pacTuTe/bHble Macna, B 3TUX
MPOAYKTaxX XenaTeslbHO YYNTbIBATb COLEPXKaHNe NaTOreHeTUYECKN 3HaUYMMbIX aMUHOKMCIIOT.

Mpun neyeHNN 60NbHBIX TUPO3UHEMUEN HeNb3si MPUMEHATL 6enkoBble npenapartbl U
MPOM3BOAHbIE KPOBU, KOTOPbIE HEOOXOAUMBI UCK/TOUUTENIbHO MO0 XXMU3HEHHbIM MOKa3aHWUAM Mpu
NPOBEAEHNN 3KCTPaKOPMNOpasibHbIX METOAO0B AETOKCUKALMKW, 3aMEHHOM MepesiBaHumn MasMmbl,
MCKNIOYaloTCA Npenaparbl HA OCHOBE aMUHOKMCOT (B TOM YuMC/ie renatonpoTeKTOpbl HA OCHOBE
afleMeTMOHUHA, OPHUTMHA W Ap.). BakumHbl 1 CbIBOPOTKM MOTYT WMCNONb30BaTLCA B Clyyae



KpaiiHeli Heo6XOAMMOCTM W MOCMe Ha3HayeHWs HUTU3MHOHA. He cnefyeT NPUMEHSATb
napaLeTaMon C >KaporoHMKatoLWen Lenbio B CBA3XM C MeTabo/M3MOM €ero 4epe3 Cuctemy
umMtoxpoma P450. [mazenam, npenapatbl Ba/bMPOEBOM KWCOTbl WM Apyrve npenapartbl C
MeYEHOUYHbIM NyTeM MeTabo/M3Ma MOTYT  BbI3BaTb  MePefo3vPoBKY U yXy[LIeHWe
(DYHKUMOHANbHOrO  COCTOSIHUA ~ neyeHW.  HeobXOAMMO  MOXM3HEHHOE  MpPUMEHeHMe
HW3KO6ENKOBOW [UeTbl, & B OCTPOM Mepuoge 6e36e/KOBON [0 HOpMasM3aLmMmn COLepXKaHWs
CYKLMHMMNALETOHA B MOYe U/U KPOBU.

[ononHuTensHO AN BOCMOJMIHEHUA He3aMEeHVMMbIX aMWHOKMCIOT U 06ecrneyeHms
HOPMa/IbHOr0 poCTa U pasBuUTUA pebeHKa MPUMEHAIOTCA CreuuasbHble fleyebHble CMecu C
HU3KUM COfepXXaHWeM TUPO3nHa U heHUNnanaHnHa. 3TO MO3BOJISET YMEHbLUNTL KOHLEHTPaLMIO
TUPO3WNHa B CbIBOPOTKE, U C/EA0BaTENIbHO YMEHLLUNTL YacTOTY U BbIPaXKEHHOCTb BO3MOXKHbIX
NMOBOYHBLIX 3EKTOB.

OUEHKA NN KOHTPOJIb 3®PEKTUBHOCTW TEPATMNIA

UeM paHbLLe YCTaHOB/EH AMarHo3, TeM nydlle pesynbTar neveHns. Y 90% nauMeHToB Ha
(bOHe nprvema HUTMU3MHOHA MeYEeHOUYHAs HeAOCTAaTOYHOCTb CTAaHOBWUTCA KOHTPOIMPYEMOW,
BHEMeYEHOUHble MNPOSIB/IEHNS, KakK NpaBw/o, KynupyrTcs. HUTU3MHOH 006nafaeT XOopoLueid
MepeHOCMOCTbIO, 0XXMAAEMOE MOBbILLIEHME B MN1a3Me KPOBM YPOBHA TUPO3UHA K/IMHUYECKN He
nposiBnseTca y 60nblwMHCTBA feTer. OnbIT npuMeHeHus HUTM3MHOHa (NTBC) y petei,
HayaBLUMX JfleYeHne MM B BO3pacTe A0 2 MeC. MoKasaa, YTO PUCK renaToLesitospHON
KapuuHombl cHmKaeTcd ¢ 40 go 5%.

[varHoctnka renatouennonapHoii  kapumHomsl (FTLUK) Ha no3gHMX  cTagusx
amarHoctukn HTL aBnsetcs BaXKHbIM MOMEHTOM Bblbopa MeTofa /iedeHus, Tak Kak TpebyeTt
Ha3HaYeHUs HUTU3MHOHA Nepes NaHUPYeEMOI TpaHCNIaHTaLUmMel neyveHu.

Mpy nogo3peHun Ha MUK no peuunamsy nogbvema anba-heTonpoTenHa ot éuoncum ee
(T'UK) crnemyet BO3dep)kaTbCH BO M30eXaHMe remMaToreHHOro 3aHoca M MeTacTasvpoBaHUs
onyxosnu.

YnbTpa3ByKoOBOe MCCNefoBaHNe OPIOLIHON MOMOCTM [O/MKHO MPOBOAUTLCA Kaxible 6
MecsLEeB, a MarHUTHO-pe3oHaHcHas Tomorpadma (MPT) neyeHn eXerofHo, ecnv BbISBAAKOTCA
Nnofo3puTe/NbHbIE  Y3/10Bble  00pa3oBaHWs,  MOKasaHbl  MeToAbl  BU3yasmsaumm €
KoHTpacTmposaHuem (KT, MPT, pafnMon30TonHOe MccrefoBaHne), No3BONAIOLLME NOATBEPAUTD
renaToLe//ioNAPHYI0 KapuMHOMY. YpoBeHb anbda-(heTonpoTenHa JO/MKeH KOHTPOAMPOBATLCA
Kaxaple 3-6 MecdAueB, a NOBTOPHOE noBblweHMe A®PIT [AO/MHKHO CAYXUTb MNOBOAOM [N
yrny6neHHoro o6cnegosaHus Ha npeamMet LK. MokasaHa KOHCY/bTaums AeTCKOro OHKoora.

KOHTPO/b 3(PheKTUBHOCTU SleHeHUs

KOoHTponb Tepanuv HUTU3MHOHOM BK/IKOYAeT OMpefesieHne YPoBHA (heHWnanaHuHa u
TUPO3WHA, NPU HU3KOM (MeHee 20 MKMO/b/N) YpOBHE (heHWNanaHWHa He06X04UMO YBeNnYeHre
6enka B AneTe. YPOoBeHb TUPO3NHA XXenaTe/lbHO yaepXmBaTh B Anana3oHe 200-400 mkMonb/n,
4TO He MOo3BO/ISET NOABUTLCA MOGOYHBLIM 3dhhekTam. Mo604UHbIe 3heKTbI B BUAE (POTOBOA3HM 1
YyBCTBa «ecKa B rnasax» nossAATCA NPy yBeMYEHUN KOHLEHTpaLUN TUPO3NHA B CbIBOPOTKE
KpoBu Bbiwe 800 MKMosb/N 1 00YCNIOBNEHO HE CTOMbKO [EeACTBUEM HUTU3MHOHA, CKOJBKO
HapyLleHneM AMEeTbl U HU3KOW KOMMaeHTHOCTbIO POAUTENEN.

3aboneBaHuve feTel, UMEILMX NeYeHOYHYH HeA0CTaTOYHOCTb, YacTO NPOTEKAET KpaliHe
TSDKENO C BbIP@KEHHOW Koarynonatueid u acumTamu. HasHauyeHme HUTM3MHOHA O0ObIYHO
NPUBOAUT K NOPasnTeNbHO BbICTPOMY KIMHUYECKOMY Y/TYULLEHUIO B TEUEHME HECKO/IbKUX [HEN,
90% nauneHTOB OTBEYAKOT Ha Tepanuio. Ecnm npodub Koarynaumum He ynyylliaeTca B TeUeHue



1 Hefienn, TO [03Y HUTM3MHOHA CrefyeT MOBbICUTL. Y BGO/bLUMHCTBA AETEei, KOTOpble MMEKT
K/IMHUYECKME TMPOSB/IEHNSA UMppo3a W MOPTaIbHON TMNEepPTEeH3NKU, JfleuyeHne MNPUBOAUT K
KOMMeHcaumm 1 faxe perpeccy LMppoTUYeCKUX U3MEHEHNIA.

PYHKUMA NOYEYHbIX KaHa/bLEeB HOPMaIM3YyeTCs, MPeKpalatoTca MoTepu Kaibumus u
thocthopa ¢ MOYOIA.

JledeHne HUTU3MHOHOM B TEYEHVE MEePBbIX 3 MECALEB XXN3HWN NpeLoTBpaLlaeT passuTue
KapavomuonaTuu, npy 6osee No3gHEM Hayasle Tepanuuy ee TeYeHVe Yy4LlaeTca He3aBncmMmo ot
(hopMbl 3a601eBaHMS.

lMpYMeHeHNe HWUTU3MHOHA O6ecneynmBaeT MOJSIHOE KYMWPOBAHWE HEBPOIOrMYECKNX
KpY30B NO TNy Nopgupun.

Tepanua HATU3MHOHOM nepekntoyat geHotun HT1 B peHOTUN TUpO3uMHemun |1 (puc.l).
EcTecTBeHHbIN Xxof pa3suTus HTII Tuna, npeactasnser coboOM reHeTUYeckuin gemunt 4-
rMAPOKCUEHNINNPYBAT AUOKCUTEHa3bl, ABSAETCA YPE3BbIYaHO PeLKMUM U MI0XO0 ONUCaHHbIM B
nuTepaType, HO 3afepXXKa MHTENNeKTYalbHOro  pa3BuUTUA  ABNAETCA  OOLLEN3BECTHbLIM
KOMMOHEHTOM B CTPYKTYpe faHHOro 3a60/1eBaHus.

Neyenne tybynonatum (cmHZpoma PaHKOHM) WM BUTAMWUH [-pe3UCTEHTHOrO paxuTa
Hanmbosee 3(MEKTUBHO Ha PaHHUX CTaauax M BkMOYaeT KpoMe NTBC Ha3HayeHue aKTUBHbIX
MeTabonnToB BUTamuHa [, (KanbuuTprona), NpenapToB KaibUmMs M ABYOCHOBHbIX (poCdartos.
O6cneposaHme BKtodaeT onpepeneHve KLWC (pH Kposw, CTaHAapTHbIX OWMKap6b0oHATOB,
AeULNT OCHOBaHMN).

CoueTaHve amuvHOAUMZYypWUW, TAKOKO3YpUW, ¢ochaTtypun, MNOYEYHOro KaHa/lbLEeBOro
aumposa CBUAETENIbCTBYET O MOSIHOM CUHAPOME DaHKOHM U MPUBOAUT K TSXKENOMY paxuty,
He(pOKabLMHO3Y, rNOMEePYN0CKIEPO3Yy N XPOHNYECKOW NOYEYHON HeLOCTATOYHOCTM.

O6beM ¥ KpaTHOCTb MCCMefOBaHWA NPU fleYeHUN HUTU3MHOHOM MpeACTaBNeHbl B
Tabnmue 3 1 UMeeT LieNbio Kak NpejoTBpaLleHne 0CnoXXHeHnA HT1, Tak ¥ KOHTPO/b MO6OYHbIX
3(PPEeKTOB M PaHHIOK AMArHOCTUKY OCNOXHEeHWUA HT1, LK B nepByto ouepeab.

Tabnuua 3.
MnaH MOHMTOPMPOBaHNS NapamMeTPOB KPOBU UM YacTOTa MHCTPYMEHTa/TbHbIX
nccnefoBaHWi Npu HasHavYeHMM HUTU3NHOHA

VccnepoBaHue Hauano MepBble 6 Mec. Mocne nepBbIX 6 Mec. K
Tepanuu fanee
1 pa3 / 3| pa3/ 3 |pa3/ 6|1 pa3
pas/mec. | Mec. Mec. Mec. B rofg
KOHUeHTpaunsa aMMHOKMCNOT X X X
CyKUMHNNALLETOH B MOYe X X X
KOHUeHTpauns  HUTU3MHOHA B X X
KpoBu
O6wmin aHanns kposu (Hb, Ht, PIt, | X X X
WBC)
NCCNEJOBAHWE MEYEHW U EE dYHKLNW
A®I1 B CbIBOPOTKE KPOBU X X X
[MpoTpOMOMHOBOE BPEMS X X
YacTnyHoe TpoMboniacTuH. Bpems | X X
onnMpyouH X +




ANT/ACT X X +
rrTn X X +
LLlenoyHas ¢ocarasa X X +
KT nan MPT" X X
MOYKW, CKENET

O6LUMIN aHa/IM3 MOYM, KpeaTUHUH X X

[JeHcumeTpus (CTapLue 4 net) nnm X +
PeHTreHorpadgus

OCMOTP OPTA/IbMOJIOT A

OcMOTp B LWENeBoin namne, oueHka | X X X
OCTPOTbI 3peHus

+ = M0 K/IMHWYECKUM [aHHbIM;
MPT npeanoyTuTeNlbHee C KOHTPAcTUPOBaHWMEM MPW MNOAO3PEHMM Ha afeHOMY, Mpu
06Hapy>XeHNW Y3/10B U 4151 OLEHKM PasMepoB MoYek.

I BaXHO MOMHMWTb, YTO 3a60p MOYM HA CYKUWHWMIALETOH UM KPOBW [A/1 MPOBeAeHUs
TaH[eMHoi macc-crieKTpomeTpun (TMC) aMUHOKMCIOT A0/IKHbI NPOBOAUTLCA [0 Havana
MHGY3NOHHOM  Tepanuu, 0CcOGeHHO BBeAEeHUS M/1a3MO3aMeLLaloLLIMX PacTBOPOB U
KOMMOHEHTOB KPOBU

MPODPUNTAKTUKA

3aknoyaeTcs B NpeHaTa/lbHOW AMarHOCTUKe W NpepbiBaHUM GePeMEHHOCTU Ha PaHHMX CPOKax.
Bo3MoykHa npy Haimumm B ceMbe 60/bHbIX HT1 Tuna nnv cmepTeit LeTeil ¢ HeyCTaHOB/IEHHbIM
AMarHo3oM OT  MEYEHOYHOM HefoCTaTOYHOCTM, KPOBOTEYEHWN WAWM  BHYTPUYEPEnHbIX
KpoBOM3NUAHWIA, OT cencuca, wim LK. [NpeHaTabHas [UarHOCTMKa BK/OYaeT KpoMme
MOJEKY/IIPHO-TEeHETUYECKOTO UCCef0BaHNA 060MX POAUTeNel, UccnefoBaHe XOPUOHaIbHbIX
BOPCVH Ha cpoke ao 11 Hefens.

NCcxXoabl N NMPOIrHO3

Be3 neyeHMss HUTU3MHOHOM MofaBnsoLee OONbLWIMHCTBO AeTeid nornbaeT Ao 15 feTHero
BO3pacTa, OnpefensalowmyM B NPOrHo3e ABNAETCA Bpems [febioTa 3aboneBaHus, T.e. OeTU C
OCTpOWi 1 nofgocTpoli TuposuHemueldi (HT1A) ymupatoT o 1 roga.

MocnefHvie roabl NOSBUIUCL COOOLLIEHUA O TeyeHWe 6epeMeHHOCTM 1 61aronosyyHbIX pogax y
ABYX YXEHLWMH 60MbHbIX HT1, nonydarowmx NTBC, 1 0gHOro Monoforo 4esioBeka, CTaBLLErO
oTuom. OnacHOCTb ANA Noja 3aK/K4YaeTcs B BbICOKOM KOHLEHTpauuu TUPO3MHa B KPOBM
marepu.

NOKA3SAHNA K TPAHCIJTAHTALUW NMEYEHW, B TOM UUCJIE NP JIEHEHUN
HATN3VMHOHOM

B coCTOAAHUM OCTPOIA NEeYEHOUHOW HeOCTAaTOMHOCTM TPAHCNIaHTaLMIo MeYeHn NPoBOAAT
npy ycnosuu, ecnu Npouib Koarynsuum He ynydwaercs depe3 1 Hefento feveHuns. B
COCTOSIHUM XPOHUYECKOW MEeYEeHOYHON HeAOoCTaTOYHOCTM MOKasaHWeM A1 TpaHCniaHTauum
neyeHW ABNAETCA TrenatouesntoNapHas KapuuHoMa, a WMEeHHO peLuvavB MOBbIWEHWUA YPOBHA
anbha-heTonpoTenHa W/Mnn  LeKOMMeHcaums uMppo3a MeyveHuW, Npu KOTOPOM BeayLuMMu
ABNAOTCS pas/iMyHble MeToabl Bu3yanusaumm (MPT, KT), nosiBneHun y3noB gnameTpom 6onee




10 MM 1 KONNYeCTBEHHOM NX YBeNMYeHMU. bruoncum ysnos cnegyet n3beratb B CBA3MN C pUCKom
MeTacTa3npoBaHUA.

OPIAHU3ALIMOHHO-TEXHUYECKVE  OCOBEHHOCTW  OKA3AHWA
MEMLIMHCKOM MOMOLLM AETAM C TUPO3VHEMUEN

et ¢ ocTpoii hopmoli TUPO3MHEMUM, [0 YCTAaHOBMEHUS UCTUHHOTO AMArHo3a, 06bI4HO
MonagaloT B OTAENeHVe MaToNorvM AeTell paHHero BO3pacTa, MH(EKLUMOHHOE OTAeNeHve ¢
[ANarHo3oM Cerncuc MM OoCTpblii renaTuT, B XMPYPryeckoe OTAeNeHUe WM peaHnMaLmio B
CBSI3U C XKeNyJ04HbIM KPOBOTEUEHMEM UMM BHYTPUYEPENHBIM KPOBOUNMUSIHUEM.

MpPOAOMKNTENBHOCTL FOCAUTANM3ALMN 3aBUCUT OT CKOPOCTU BepUgMKaLMM AMarHosa u
Havyana cneuuduyeckoli Tepanuu. OTBET Ha NeYeHne HUTU3MHOHOM OTMEYaeTCst B NepBble AHU.
MpOAO/KNTENBHOCTb TOCMUTANM3ALMN 3aBUCUT OT CKOPOCTM BOCCTAHOB/IEHUS MoKasaTenelt
Koary/niorpammbl U 06bI4YHO cocTaBnsieT 30 gHel.

[etn B BO3pacTe crTapwe roja Haubonee 4acto, [0 YCTaHOB/EHWSA AMAarHos3a,
rOCNUTaIM3MPYIOTCA MO NOBOAY renaruta, 06beMHOro 06pa3oBaHNsA MeYeHN B XMPYPruyeckoe
OTZeneHve, obpallalTcs 3a KOHCYNbTauuen K OHKOMOrY, NH(EKLMOHUCTY U racTPO3HTeposory
— renartosnory.

MposefeHve andepeHUMabHON AUarHOCTUKKW, YCTAHOB/IEHWE AMAarHo3a U HasHaveHue
crneyungunyecKon Tepanum CokpawLaeT cCpok rocnutanmnsaymn. Ha hoHe HasHaYeHUs HUTU3NHOHA
MPOLO/MKUTENBHOCTb CTaLMOHAPHOIO NIeYeHNs 06bIYHO He npeBbillaeT 14 aHeit. MauneHToB co
CTabuNbHBIMM MOKa3aTeNIIMN MOHUTOPUHIa MeTabonnsma 1 yposHa A®PI1 MOXHO HabnoaThb B
ambynaTtopHO-MOIMK/IMHNYECKUX  YCNOBUSAX W B AHEBHOM CTauuoHape (4/MTENIbHOCTb
rocrnvTanmsauumn He meHee 10 CyTOK).



