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KJIWHUYECKUE PEKOMEHJIAIIMA IO OKA3AHWIO MEJIUIIMHCKOM
MOMOIIHU JETSM C HACJEICTBEHHOM TUPOSUHEMMEM 1 TUIIA

JlaHHble KJIMHUYEeCKHe PeKOMeHJAallMH PacCMOTPeHbl M YTBep:KAeHbl Ha 3aceJaHUM
HUcnonkoma npodeccnoHanbHoil accouuanum aerckux Bpadeit Corsa nequarpo Poccun
Ha XVII Cbe3ne neguarpoB Poccnu «AktyasnbHble npodsaeMbl neguaTpum» 15 dgeBpans
2013r.

BBEJIEHUE

JIaHHBIIA TPOTOKOJ 110 JIUATHOCTUKE U TEPANTUK HACIICICTBEHHON THPO3HMHEMUH | THHa y
JIeTel CO3/1aH Ha OCHOBAaHHMM CHCTEMaTH4ecKkoro 003opa iauteparypsl 1992-2013 rogoB Medline
(Pubmed version), Embase (Dialog version) u Cochrane Library databases, ¢ ucmnonp3oBaHueM
CO3JIaHHBIX TPOTOKOJIOB JIMArHOCTHKH M TEpAlWH HACICACTBEHHONH TUPO3WHEMUH |THIIA
Recommendations for the management of tyrosinaemia type 1 (Orphanet Journal of Rare
Diseases 2013, 8:8). HacnencrBeHnas TuUpo3WHEeMHsl | THUOA OTHOCUTCS K  PEAKHM
HACJIC/ICTBEHHBIM 3a00JIEBaHUSM, YTO HCKIIOYaeT BO3MOXKHOCTh TMPOBENEHHS OOJBIINX
KOTOPTHBIX M PaHIOMHU3WPOBAHHBIX KOHTPOJWPOBAHHBIX HCCICIOBAHUM W JUIS CO3JaHUs
NPOTOKOJIOB JTMATHOCTUKK M TEPAlMHM HCIOJIB3YIOTCS JIMIIb TEMaTHUYECKUE HCCIICIOBaAHUS
9KCIIEPTOB, OMYOJIMKOBAHHBIC B TIOCIICTHHUE JIBA ICCSITUIICTHS.

OIIPEJAEJIEHUE

Hacnencrennas tuposunemus 1 tuma (HT1) wmnm remaropeHanbHass THPO3WHEMUS
OTHOCHUTCSI K PEIKUM (Op(paHHBIM) TE€HETHUYECKHUM 3a00JI€BaHUSIM C ayTOCOMHO-PEIECCHBHBIM
TUATIOM HAaCleJIOBaHUs, OOYCJIOBIIEHa MYyTalMsIMU B TeHe (epMeHTa ¢Gymapuiianeroarnerasbl
(bymapunaneroruaponasst (FAH)), OMIM 276700, mo MKB-10 E70.2.

Cunonumbl: gepunutr  dymapunaneroanerassl, aepUIUT  PyMapuiianeToarneTar
TUAPOIIA3HI.

KO/ MKB-10
E 70.2 Hapymenust oOMeHa THpO3UHA

MU AEMHUOJIO0I' A

Yacrora HT1 B pasznuusbix nomymsinusx konednercas oT 1:100-120 Teic. KMBBIX
HOBOpOXAeHHBIX. Hacrtota HocurenbcTBa Myraumid HT1 B momymsnmax 1:150-100 dgemosek.
[Tost0BBIX pa3nuuuii HU B YaCTOTE BCTPEYAEMOCTH, HM B TshkecTu TedeHus HT1 He BbIaBIEHO.
YeTknux B3aMMOCBSI3€H MEXIY TE€HOTUIIOM U ()EHOTHUIIOM HE YCTAHOBIIEHO, pPa3JIUYHbIC
KJIIMHAYECKUE BapUaHThl MOTYT IIPUCYTCTBOBAaTb Yy YIEHOB OJHOW CEMBU C OAMHAKOBBIMU
MYTaLUsIMU.

9THUOJIOI'uA

Bpoxnennsiii nedexkt ¢epmenta (ymapunaneroareTasbl ((pymapuianeToruaposassl,
FAH, EC 3.7.1.2), ocymecTBisionero B HopMe KOHEYHBIA 3Tall JIerpajallii THPO3WHA Ha
HETOKCHYHbIE (hymMapar M areroanerar. B pesynbrare reHeTH4ecKkoro nedexra MyTanuu Oelnka,
kogupytomero FAH, pacnag Tupo3umHa  OCYILECTBISAETCS [0  AJIbTEPHATUBHOMY



NaTOJIOTUYECKOMY  TMYyTH, C  OOpa30BaHMEM  BBICOKOTOKCHYHBIX ¥  KaHIIEPOTCHHBIX
CYKIIMHUJTALIETOHA, MaJIeHIaleToalerara, pymapuiaieroarerara.

I'en FAH nokann3oBanHOM Ha JIUHHOM Tutede 15-if xpomocomsr (15023-025), cocrout
u3 14 sx30H0B

ITATOI'EHE3

[Tatorene3 HT1 Tuna 3akitoyaeTcsi B MHTOKCUKAIMU MPOJYKTaAMU aHOMAJIBHOIO pacmaja
TUPO3HHA - (hyMapuiIalleToaleTaToM U MaJlenjaleToaleTaToM U UX KOHEUHbBIMH MeTaboIuTaMu
— CYKUMHUWJIALIETOHOM U CYKUMHHUJIAIIETOAIeTaTOM, KOTOPbIE SBIISIOTCS MHUTOXOHIpPUATbHBIMU
TOKCHHAMH, TOPMO3AT docopmnupoBanre u OmokupyroT nukia Kpebca. Hakomnenue 3tmx
TOKCHHOB TPHBOJHUT K MPOTPECCHPYIOMIEMY 3a00J€BaHUIO TIEUYCHH C PA3BUTHEM IIEYCHOUYHOM
HEIOCTaTOYHOCTH, LUppo3a, TyOynomaTuu ¢ (GOPMHUPOBAHUEM PEHAIBHOW TYOyJIOMaTHH,
runodocaTeMruIecKuM paxuToM, cuHapoMoM Dankoru, OcTpasi THPOSUHEMHS COITPOBOXKIACTCS
pa3ButueM rumnepTpodudeckor kapauomuonatuu. bes neuenus y 40% pereii dhopmupyercs
renaTouesuIioNspHas  KapuuHoMa. Kpome  TOro, CyKIMHMIAUETOH  HHTHOUpyeT  o-
aMUHOJIEBYJIMHAT JIeTHApaTa3y, IPOMEXYTOUHbII MeauaTop nophoOUIMHOTeHa, YTO TIPUBOIUT K
HApYIICHUI0O OMOCHHTE3a TeMMa M KIMHUYECKH MOXET MPOSIBIATHCS CHUMITOMAMU OCTPOM
nepemexaroniei  nophupun - OOJSIMH B JKMBOTE, apTEPUATBHON  TUIIEPTEH3UEH,
nepuepudecKoi MoNMMHEHpOIaTHei.
BonbmaCcTBO (10 90%) mManueHToB 0e3 crenuUYecKoro JICYCHHUsS] U TPAHCIUIAHTAIIUN TICYCHU
norubanu B Bo3pacte 10 10 neT. BEpKHBaeMOCTh 3aBUCHT OT CPOKOB IMOSIBIICHUS] CHMITOMOB.

TUPO3MH
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MeTa0oI13Ma, MyHKTUPHbIE — aJIbTEPHATUBHBINA MYTh).



KIMHHUYECKHUE ITPOSABJIEHUSA U KIIACCUPUKALIUA HT1
Knuanueckue BapuaHThl TE€UCHHUS TOJ0KEHBI B OCHOBY kiaccudukanuu HT1 — octpas
(HT 1A) u xponuueckasi (HT 1B).
Octpas HT1 A tun xapakTepusyercsi OCTpbIM T€UEHUEM, PAaHHUM J1e0I0TOM OT 2 110 5-7
MEC., BCTpEYaeTcss B TPU pas3a yalle, 4YeM TUIl b ¢ MogoCTpbIM WIM XPOHMUYECKUM TEUEHHEM.
HTI1A Tuna gacto ocraercs HE paclo3HAHHOW WIJIM IOJTBEPXKIACTCS IMOCIE CMEPTH peOCHKA.
[Ipuunnoit cMeptu Tipu ectecTBeHHOM TeueHuu HT-1A Ttuna dyaimie sBIsSIETCS oOCTpast
MEYCHOYHAss HEJOCTAaTOYHOCTh M KaTacTpoduyeckoe KpOBOTeUeHHE Ha ee (poHe, JuarHos
3aTpyIOHSETCS TAaKUMU  COIYTCTBYIOIIMMHU COCTOSIHUSIMM KaK BHYTPUYTpOOHash HHQEKIus,
HEOHaATaJIbHBIN I'elaTUT, CCTICHUC.
Octpas ¢popma HT 1A xapakrepusyercs:
- PannuM HavanoMm OoJie3HU: B TIEPBBIC HEIEIIH/MECSIIBI XKU3HH;
- 3a/1epKKON Pa3BUTHS;
- (beOpHIIbHON JTUXOPAIKOMH;
- PBOTOM, JeruapaTaluen;
- Japeeil Wik TMHaMUYeCKOW HEPOXOAUMOCTBIO;
- renaToMerajiimen;
- JKUBOT YBEJIMYEH W HANpsIKEH, KaK 3a CYET IelnaToMerajiuy, B MEHbIIEH
CTENEHM CIUICHOMETaJuM, TaK M 3@ CYeT acuuTa W JUHAMHUYECKOU
HEIPOXOAUMOCTH;
- JKEJITyXa MOKET ObITh Ha CTAJUH OCTPOIO I'eNaTuTa,
- OpU OCTPOM >KEITYAOYHO-KHIIEYHOM KPOBOTEUEHMH, M.0. MeJeHa, pBOTa
KoeiHoil rymiei;
- IOpU CHU)KEHUH OEIKOBO-CUHTETHUYECKOW (YHKIMHM TE€YEHU MOSBIISIOTCS
0e30e1KOBbIe OTEKH, aHacCapKa, KPOBOTEUEHHUS,
- y 4acTH JIeTel oTMevaeTcs cneupuIecKil «KamyCcTHBII 3amax Tena,
- TUIEPrUAPO3 — BBIPAYKEH B EPUO KPU30B, 0COOEHHO Ha (POHE JIUXOpPATKU U
TUIOTJIMKEMHH, SBJISIETCd BTOPUYHBIM, TaK KaK KyHOUpyeTcsi MO Mepe
CHW)KEHHUSI SHAOTCHHOM HMHTOKCUKAIIWH;
- TUIEPICTE3UsI KOXKHBIX IOKPOBOB (PEOECHOK MPEANOYUTAeT HAXOAUTCS B
KpOBaTKe, a He Ha pyKax Yy MaTepu) sBISETCS MPOSIBICHUEM
MOJIMHEUPONaTHH;
- CMEpTh B BoO3pacTe A0 rojaa (6-8 mec.) OT MEYEHOYHOW HEIOCTATOUYHOCTH
U/WIHA KPOBOTECUEHUSI.

Xponnyeckas HT 1B nporekaer:

- yame C [OPEeUMYIIECTBEHHBIM  IOpPaKEHUEM  Me4eHH  (LUppO30M,
renaToNeIUTIONSPHON KapIIMHOMOK);

- pexe c BEYIIUM [IOPAKEHUEM  TI0YEK (paxuTonomo0HbIM
3a00JIeBAHUEMBCIIEICTBHE TSKENOW TyOyJIONnaTHH - BTOPUYHOTO CHHAPOMA
@daHKOHHM, ¢ aMUHOALMAYpUEH, TIIIOKo3ypuer, QocdaTypueit, MoYedHbIM
KaHAJIbIEBBIM alli030M);

- C COYECTAHHBIM IIOPAKECHUEM U IIEYEHH, U ITOYEK;



- 3a00JIeBaHHE MOKET HA4aTbCid C HEMEYEHOUHBIX MPOSBIECHUN MO THUILY
nopdupun (mepudepuyueckoil HelponaTuHu, OCTPHIMH a0JOMUHATHHBIMU
KpU3aMH);
- C TUPO3MHEMUYECKUMU KPHU3aMH C JIMXOPAIKOM, PBOTOM, MHTOKCUKALIUEH,
KapIMOMHONATUEH U IPOBOLMPYIOIIMMUCS OEIKOBOI MUIIEH.
be3 neuenus cymectByer Bbicokuil puck (10 40%) pa3BUTHS TenaTOLEUIIONSIPHON
kapuuHoMbl. HauaneHbie nposiBiaeHus gaxe npu 1b tune oOHapyKuBalOTCS Ha EPBOM-
BTOPOM TOJY XU3HU B BHJI€ T'elaTOMErajiny, TUIOTIMKEMUH, MOTIUBOCTH, CIab0CTH,
MOJINYpuH, BUTaMUH D-pe3aucTeHTHOro paxura.

Xponuueckas popma (HT16) nmporekaer sierue, 0coOEHHO KOT/1a IETH OTKA3bIBAIOTCS OT
0eNKOBOM MUILH, a POAUTENIN HE HACTaUBAIOT Ha €€ IpueMe. | 'ernaTomeranust BBISBISETCS Y BCEX
JeTe, NOopakKeHHE IIOYEK OIpeAeseT pa3jIu4yHyl CTENEeHb paxuTa OT MHUHHUMAaJIbHOU
runopocdareMu U BaIbI'yCHOH JedopMmManuM HOT [0 TsDKEIOM Jedopmaluu CKelera,
[IO3BOHOYHUKA, TPYIHOW KJIETKH, BIJIOTh /10 MOJIHOW MOTEPHU OMOPHOM CHOCOOHOCTH, YTPAaThI
paHee CYILECTBOBABIIMX HAaBBIKOB XOJbObl. IIpu XpoHHMYECKOH THUpPO3MHEMHH OTMeuaeTcs
3ajiepKKa pocTa Ha 3-4 roa oTcraeT (PU3MOJIOrnYecKas CMeHa 3y0OB, 3a/lepKUBAETCs KOCTHBIN
Bo3pacT. Kapauommonaruss U aprepuajibHas TUNEPTEH3UsI NPOSBISIOTCA Kak B pe3ysbTaT
METa0OIMUECKUX MPOILECCOB, TAK M BTOPUYHO Ha (JOHE MOPAKECHHUS TTOYCK.

Kpunrorennsie muppo3 MeYeHW W/WIM TeHaTUT OT MUHUMAIBHON JI0 BBICOKOH CTENEHH
AKTUBHOCTH SIBJISIFOTCS TTOKa3aHueM K uckirouenuto HT1.

JIABOPATOPHAS TUATHOCTHUKA

1. TlarornomonuunbsM npusHakoM HT1 sBnsieTcs gvicokuii yposensv cykyununayemona 6 move
u naasme Kposu (Hopma 0-2 MMons/Monb KpeaTHHMHA)(ABISETCS HPUOPUTETHBIM B
nuarHoctuke HT1).; onHako HeOOMbIIOE MOBBIIIEHUE CYKIIMHHUJIAIIETOHA B KPOBH U MOYe
MOXET OBbITh HpU OOpaTUMOW MHTMOMLMHU (epMeHTa, Hampumep OEIKOBOM IepeKopMe,
OpUBOJAIIEM K (YHKIMOHAIbHOM HenoctarouHoctTh FAH, kopmileHHH Hepa3BeleHHBIM
KO3bUM  MoOJOKOM. Ilpu mepeBome Ha  0e30enkoByr0 JMETy U INPOBEACHHUH
JETOKCUKAI[MOHHOM Tepanuu YpOBEHb CYKIMHWIALIETOHA 3HAUYMMO MaJaeT, U JIOCTUraeT
HOPMBbl B TEUYEHHE CYTOK IpU MPOBEICHUM CIEeHU(UUECKON Tepanuu HUTU3UHOHOM.
HccnenoBanne CyKIMHUIAIETOHA HEOOXOIMMO MPOBOAUTH J0 Hayaja J€TOKCHKAIlMOHHOM
TEpanuy, NEPEITUBAHUS IA3MbI M IPYTMX KOMIIOHEHTOB KPOBH.

2. ITlosvliuennoe cooepoicanue apomMamuyeckux aMUHOKUCIOM (MUpO3UHa, MemUoHUHA,
NponuHa, ¢henunananuna u op.) 8 cblopomke Kposu, ONpeAeasieMbIX METOJ0M TaHAEMHOI
Macc-CIIEKTPOMETpUHU. BBICOKMII  ypoBEeHb METHOHHMHA MPUBOJAUT K  TOSBIICHUIO
«KaIyCTHOTO» 3araxa, KOTOphI He Tak crenuuyeH, Kak OMHCHIBAIOCh paHee, U CKopee
OTPa)KaeT TNEYEHOYHO-KJIETOYHYK) HEJIOCTaTOYHOCTh. YPOBEHb THpo3nHa Bbime 200
MKMoIb/I ¥ TOBBIIIEHHWE €ro NpealIeCTBeHHHKAa (DeHUJIallaHnHA TPU TUPO3UHEMUU
OTIpENIeNAI0TCS JIUIIB Y JeTel ¢ HOPMAIbHBIM TPO(POJIOTHUECKUM CTaTyCOM. Y MCTOIIEHHBIX
neTelt ¢ JUIMTENIbHBIM aHAMHE30M U KJIMHUKOM OeKOBO-IHEPreTHYeCKON HeJ0CTaTOYHOCTH
TUPO3UH U (heHUIIATaHUH MOXKET ObITh B HOPME U J1a)Ke HU)KE HOPMBI.

3. Anvgpa-pemonpomeun (APII) — mapkep mnponudepanun >xemyHbix xozos, npu HTI1b
MOBBIIEH B JecaTku, a y gered ¢ HT1A maxe B Thicsum pa3, nosbimieHue A®DII nHe
crienipUIHBINA, HO YyBCTBHUTENbHBIN npu3Hak. [Ipu HOpMamsHOM ypoBHe ADII amarnos



10.

11.

HT1 comuutenen (y mereit ot 0 1o 3 mec. ADII <1000 ur/mi; ot 3 mec. 10 18 met ADII<12
HT/MIT);
Kocsennbim npusnakom HT1 siBisiercst nogviuenue d-amunonedyauno6oll Kuciomol, Tak Kak
CYKIMHWJIALETOH MHTUOMPYET ACTHAPOTeHa3y O-aMHHOJIEBYJIMHOBOM KHCIOTHI B MEYEHU U
HPUTPOIMTAX, COJACP)KAHHE O-aMUHOJEBYJIMHOBOW KHCJIOTHI B Pa30BOM MpoOe MOYH B
HOpMe cocTaBisieT <34 Mkmoub/ (popmyina nepepacuera<4,5 mr/ia x 7,626), B CyTOUHOU
moue 11,4 - 57,2 mxmons/cyr (1,5- 7, 5 mr/cyr).
Kpome HaciencTBeHHONW THPO3WHEMUU IOBBIIICHUE KOHLIEHTPALUU O-aMUHOJIEBYJINHOBOM
KHUCJIOTBI OTMEYaeTcs MPU OCTPhIX NOpdupusx (OCTpas MEePEeMEKaIOIIAsACs, «IIeCTpas»,
BpPOXKJIEHHAsT KOMpPOHopupHsi), OTPaBIEHHH W CBHUHIIOM, JISPHUIUTE AMUHOJICBYJIMHAT-
geruaparasbl  (TOMO3ZMIOTHI). YMEPEHHOE TIOBBIIEHWE MOXXET HaOMAaTbest Mpu
Ta0eTHYECKOM KEeTOalu103e, 0epeMEeHHOCTH, MO3JHEeH KOKHOU mophupuu U mpu mpuéme
HEKOTOPBIX MPOTUBOCYIOPOKHBIX CPEACTB.
l'enemuueckoe uccnedosanue SBISETCS TOITBEPKIAIONIMM METOJOM, OOHapykeHue 2
MyTalui (TOMO3UTOTHI WIIM KOMIIAyH/I-T€TE€PO3UTOThl) BepUDULIUPYET AUATHO3.
WccnenoBanne akTUBHOCTH —(epMmeHTa  pymapurayemoayemameuoporasvr  (FAH) B
KynbType GuOpo6s1acTOB KOKHU (JOMOTHUTENBHBIN MOATBEPKAAIOIINUNA METO).
JlononHuTeNbHO: B OMOXMMHUUYECKUX aHAIN3aX KPOBU OTMEYAETCS YMEPEHHO NOBbIULEHHDbLL
ypogenvb  mpancamumaz 2-3  HOPMBI, HPUBHAKU XONeCcmasd — 6blCOKUll  YPOBEHb
eammazntokyponurmparncnenmuoazol  (I'TTI) u wenounout ¢hocghpamasvi, NP HATAIUH
paxuTono00HOro 3a0o0sieBaHUs AaKTUBHOCTH IOCJIEAHEH MpeBBILIAET HOPMY B 5 pa3 B U
OoJsee, SMEKTPOIUTHBIN ArcOanaHc OMpenesieTcss BRIPAKEHHOCThIO TyOYJIONaTHH — HU3KUL
ypogenv Kanvyus u gocgopa 6 cvlgopomke Kposu, oedpuyumom duxapoonamos Mmenee 18
(medunut BE Gonbuie 4).
Cunapom PaHKOHM — IIIIOKO3YpUsi, TOBBIIIEHHAs SKCKpelUs Kaublus U pocdopa B Moue,
ONTUMATBFHO  OMpeAeNsieTcs]  KalbIUi/KpEaTHHUHOBBIM U (pochop/KpeaTHHUHOBBIM
Ko3(p¢uIMeHTOM B pa3oBod  (BTOpOIl) MOpUMHM MOYH, KOTOpPbIE MOTYT OBITh
JIO)KHOOTPULIATEIbHBIMUA MPU HHU3KOM YPOBHE 3THUX D3JIEKTPOJIMTOB B KpoBHU. IIpusHaku
cugapomMa @DaHKOHM BKJIOYAIOT TJIIOKO3YpUIO, TEHEPATU30BaHHYIO aMHUHOAIIMIYpHIO,
MOYEYHbIM KaHaJIbLEBbIM anunao3, (ocdaryputo. Cunapom PaHKOHHM MOKET OBITh Kak
MOJIHBIM, TaK W HENOJHbIM. BTOpHUYHBIA runepnapaTupeos, CONPSHKEHHBIM ¢
runokaneiieMueit u runodocdaremMueii, W COOTBETCTBYIOIIUMU UM KalblHi- U
docharypueit).
KI]C — mpu ocTpoil THUPO3MHEMHHM XapaKTepeH MeTaboNMYecKuid anuao3, 3a cyer
HapyIIeHUs KOMIIeHcaluu OukapooHnaTamu. ['a30BbIi cocTaB KpOBU BapuadelieH.
OnpeneneHnue ypogus 210Ko3bl 6 Kposuy: 0 HAIIUM JTaHHBIM TIpu ocTpoMm TeueHun HT1A
MOJKET BBIABIATHCA [ MIOrIMKeMus, KOTopas CBsi3aHa CKOpee C IEeYeHOYHO-KJIETOUYHOU
HEJOCTAaTOYHOCTHIO M HUCTOLICHHEM 3alacoB TJMKOIeHa B IMEYEHH, a MO JIUTEPaTypHBIM
JTAHHBIM 00YCIIOBIIEHA THIIEPUHCYIUHU3MOM.
Hccneoosanue cucmemuvl ceéepmuléanusi Kpogu HEOOXOAUMO B CBA3M ¢ BuTamMMH K —
3aBHCUMOM KOaryionarueil — qeuuuToM Bcex MeYeHouHbIX (haktopos ceepThiBanus (11, V,
VII, X, IX, X1, XII), koarynonaTus ¢ yIJIMHEHHEM TPOTPOMOMHOBOTO M aKTUBHPOBAHHOTO
yacTUYHOro TpomborutactuHoBoro BpemeHu (AYUYTB), cHMkeHHH NPOTPOMOMHOBOTO
uHaekca, pubpuHorena, cHwkennn antutpomOuHa III. KoarymomaTtust game BcTpeuaeTcs
npu octpoit Tupo3uHemMun (HT1A) m mpoTekaeT 3HAYMTENBHO TSXKENee, YeM IMPU APYTHX
OOJIe3HSAX TIEUEHHU, TOT/Aa KAaK aKTUBHOCTh TpPaHCAMHHA3 W COJEPKaHHE OMIMpyOuHa,



HaNpoOTHB, BBIPAXKEHBI ymepeHHO, kak 3a cueT ACT, tak m AJIT, BbICOKasg CTeneHb
LIUTOJIN3a BCTPEUYAETCS PEAKO.

12. Xonecmas: npu HT1A ymepeHHbII BHyTpUIleueHOUHBIH xojecta3, npu HT1b xonecras
MOYET OBITh TUCCOLMMPOBAHHBIM - C HOPMAJIBHBIM YPOBHEM OMIIMPYOWHA, HO C BBHICOKUM
ypoBHeM ramMmarmokyporuirpancrnentuaassl (I'T'TIT), menounoii docdaraser (D),
MOCIIEAHSISI MOXKET OBITh MTPOSBIEHUEM OCTPOTO PaxXuUTa.

NHCTPYMEHTAJIBHASA ITUAT'HOCTUKA

Vavmpasseykosas ouacHocmuxka opeanos OpHOWHON NOIOCMU, 8 MOM 4ucie, C
O0ONNNEePOBCKUM KAPMUPOBAHUEM COCY008 NOPMANbHOL CUCHeMbl, TI03BOJISIET BBISIBUTH Ha
paHHUX cragusx JudQy3Hble HM3MEHEHUS TeUeHH, HadalbHble NPU3HAKH TOPTAIBHOM
TUIEPTEH3MH B BUJE CIUIGHOMETalMM, pAcCHIMPEHUs BOPOTHOM M CEJIE3€HOYHOM BEH,
BU3YaJIM3UPYIOTCSl TUIIEP- U TUIO3XOTEHHbIE Y3JIbl B IEYEHU, JUM(DOY3JIbl B BOPOTaX NEYEHH,
TUIIEPIUIA3UI0  TIOJUKEIYJOYHOM  JKEJIE3bl, YBEIMYECHHE pPAa3MEpOB II0YEK, HAPYIICHHE
nudepeHITMPOBKH CIIOEB.

Jlpyrue MeToapl BU3yanu3aluu (KOMnolomepHas momozpagus, mMacHumHo-pe30HaAHCHA
momoepagpus ¢ MPXIII" (macHummuo-pe30HancHoll Xoraneuonankpeamozpagueti) He0OXO0aMMBI
Opy MOAO3PEHUHM Ha MAalUTHHU3AIUI0 — (OpMHUpOBaHHE TeMaTOUEIUTIONSPHON KapLMHOMBI,
OCHOBAaHHMEM JIJI1 KOTOPOM SIBJISIETCA peluauB noabema 3HaueHuii ADPII B coTHU u gaxe Thicaun
pas.

Paououzomonnoe uccnedoeanue neuenu (cenamocyunmuepaghus cmamuyeckas U
Ounamuueckas, enamoourucyunmuepagus), novex (penocyurmuepapus) SBIAIOTCI METOIOM
COYETAIOUIMM BM3YyalM3allMi0 U  (YHKIHMOHAJIBHOE HCCIEOBAaHUE, IPOLECCHl MOIJOLICHUS
panuodapmnpenapara (POII), HapylmeHHe BHYTPUKIETOUHOTO TpaHCHopTa, skckpeunn POII ¢
JKEJIUbI0, IIyTH BBIBEJEHUS €ro W3 OpraHn3Ma, B TOM 4YHCIE, I€pepaclpeesIeHus
NeyeHb/cene3eHKa Npu craTuyeckoi remarocuuHTUrpaduu — runepduxcanus POII B cenezenke
6onee 15% sBasieTCs MPU3HAKOM MOPTAIBHON THIEPTEH3UH, YUaCTKU CHUKEHHOTO HaKOIIJICHUS
— KMpOBasi M COEAMHHUTENbHAs TKaHb, KUCTHI, aJleHOMa (100pOKayeCTBEHHAsI OIYXOJIb), Y3JIbl
pereHepanuu  C  MOHWXKEHHOM  BacKyisipuszanue.  PeHocuunrurpadus — mo3BojsieT
b depeHIIMPOBaHO OLIEHUTh (DYHKIUIO IPaBOW U JIEBO MOYEK.

Lencumomempusi — METOJl MCCIIEIOBAHNUS MHHEPAIbHOM IIJIOTHOCTHU KOCTEH, KOTOPBIM
1es1eco00pa3Ho COYeTaTh C ONpPeIeIeHHEM KOCTHOTO BO3pacTa.

Onacmoepagus neyenu — ONTUMANbHBIM HEMHBA3MBHBIM YIbTPAa3BYKOBOW METOJ
KOJINYECTBEHHON OIIEHKHM IUIOTHOCTM TKaHU MEYEHH, MO3BOJSIET ONpeAeiuTh 3(PQPeKTHUBHOCTD
TEPAINH.

Penmeenoepagusa xocmeil ckenema — TOKa3aHa TNpU IJIAHUPYEMOH OPTONEAMYECKOM
KOPPEKIINH.

Penmeenoepagusa  epyonoui  knemku BXOOUT B TPOTOKOJN HCCIEAOBAHUSA TpU
HEOOXOJUMOCTH TOAHAPKO3HBIX MCCIEAOBAaHUN, NPHU HAIWYUHM KIMHUYECKUX MPOSBICHUN
JIBIXaTeNbHOM HeJ0CTaTOYHOCTH, Kapanomuonatuu. JKI', sxokapanorpadus Tak sxe mo3BOJSIOT
OIIEHUTh MOP(}O-PYHKIIMOHATHHOE COCTOSIHUE Cep/la.



IMPUMEPBI ®OPMYJIMPOBKHU JIUAT'HO3A

e HacnencrsenHas tuposuHemust 1 a Tuma (OCTpoe TEUEHHUE), OCTpas MEUECHOUYHAs
HEJIOCTaTOYHOCTh, BUTaMMH K 3aBucHMas KkoaryiomnaTtus, KaracTpoduyeckoe
KpOBOTEYCHHE (CBEPIIMBIIEECS KPOBOTCUEHHWE W3 OCTPOH S3BBI JKEIyJIKa |
BHYTPIKEITYZ0UYKOBOE), OCTpasi MOCTreMOpparnyeckasi aHeMHus.

e HacnencrBenHass Ttupo3uHeMuss | a Tuma (OCTpoe TEUYEHHUE), OCIIOKHEHHAas
IUPPO30OM TICUCHH, BUTAMHUH-/-pPE3UCTCHTHBIM PaXUTOM, HETIOJHBIM CHHAPOMOM
®aHkoHU. /luHaMu4ecKast HEPOXOAUMOCTh TOJCTOM KUIIKU. Cercuc.

e HacnencrBenHas Tupo3uHemus 1 6 Tuna (XpOHUYECKOE TEUYEHHUE), OCIOKHEHHAS
UPPO30OM TICUYCHH, MOPTAITBHOU THUIIEPTEH3UEH, nedopmalis KOCTeH CKeleTa Ha
(hone nmosiHOTO cHHaApOoMa DAaHKOHM.

e HacnencrBennas tupo3uHemus | 0 Tuma (XpOHHYECKOE TEUEHUE), OCIOKHEHHOE
renaToNEIUTIONAPHON KapIIMHOMOMW MPaBOM JOJIU NIEYCHH U (PUOPO30M IEUEHHU.

JTA®OEPEHIIUAJIBHBIN IUATHO3

Octpyto HT 1 Heobxomumo muddepeHIMpoBaTh C APYTUMU METa0OIUYECKUMU
00J1e3HsIMH, 0COOEHHO TPY HAJTMYHU COMTYTCTBYIOMIETO CENTHYECKOTO COCTOSIHHUS PE3UCTEHTHOTO
K Tepanud aHTHOMOTHKAMH IIMPOKOTO CIEKTpa JACWCTBUS. Bupyc-acconupoBaHHBIC
3a0osieBaHus (reprec-rpyIbl: LIUTOMErajgoBUpyc, DniurteiiHa-bapp Bupyc, repnec 1, 2 u 6
tunoB), TORCH undekmun ve uckmovarot Hammunst HT1 Tuma.

'unepmernonnHemuto cienyer auddepeHnrpoBaTh ¢ TOMOUMCTHHYPUEH, OOJNE3HIMHU
MeTaboaM3Ma METHOHUHA, JEKOMIEHCHPOBAHHBIM IIUPPO30M.

I'enepanu3oBaHHas aMUHOAIUAEMHUSI YacThI MpPHU3HAK MEYEHOYHOW HEJOCTAaTOYHOCTH,
HapyleHUs QyHKIMH aCCUMMUIISLIHIH.

JIMarHOCTMYECKUI TOMCK MpH TrenaToMeraliid M TemaTuTe CleAyeT IPOBOAUTh C
rajakto3eMuen, (QppykTrozemuer, HemepeHOCUMOCThI0 (pyKTO3bl, Oosie3Hbt0 Humanua-Iluka,
00J1€3HBI0 BuibcoHa, HEOHATaJIbHBIM reMoXpoMaTo30M, reMo(arouTapHbIM
TUM(OTHCTHOIIUTO30M,  MUTOXOHAPHAIBLHOW  IUTONAaTed, BPOXKACHHBIMH  OOJIC3HSIMHU
TJIMKO3UIIMPOBAHUS, JeDUIIMTOM TpaHCAIbI0da3bl, aleTaMUHO(DEHOBON (TIapameTamosiom)
MHTOKCUKaIe, NHPEeKIUIMHU (CeNCcCHcoM, CAIbMOHEIIE30M, TyOepKyse30M, reprec-BUpyCHOM,
B TOM YHCJIe, IUTOMETATOBUPYCHOM MH(peKIuel, BUpyCHBIMU TenatutamMu A u B), oTpaBnenun
rpubamMu, JIeKapCTBEHHBIMHU CPEJICTBAMH Ha PACTUTEIBHOM OCHOBE.

ITopaxxenue nouek npu HT1 crnexgyer nuddepeHnupoBats ¢ HUCTUHO30M, CHHAPOMOM
Lowe (oxymorepedbpopeHanibHass TUCTPO(DHs), MOYSHHBIA KaHAIBIEBBIN aly03, CHUHIPOMOM
DaHKOHH.

Paxutononobuble U3MEHEHHsI cKelleTa TpeOyIoT UCKItoYeHus runodocdartazun (HU3KHMA
ypoBeHb 1IenouHoil ¢ocdarazsl U (dochopa B ChIBOpOTKE), nedunura BUTamMuHa /J|
(HYyTPUTHBHOTO U T€HETHUYECKU 00YCIIOBIEHHOT0), cuHApoMa DaHKOHH.

HeBposiornueckue Kpus3bl MOTYT OBITH NMPOSIBICHUSAMHU OTEKa MO3ra M KPOBOMZIHMSIHUH,
OaKTepHaIbHOTO MEHMHIHTA, TUIIEPHATPUHEMHUECKOTO 00€3BOKHUBaHUS, ocTpoit
nepemeskaronieics noppupuu.

I'uneptupo3nHemMust BCTpedaeTcst Ipu OeJIKOBOM IepeKopMe (TPaH3UTOPHBIN TUPO3UHO3,
dbyakunonansHas HemoctatouHocTh FAH), tuposmnemun Il u Il Tumos, apyrux OomnesHsx
NICYEHH C HApyIIEHUEM CUHTETHUECKON U I€TOKCUKALIMOHHON (DyHKIIMH.



[Tocunapomubiii quddepeHnnanbHbIi IMarHo3 OTpakeH B TaduIe 1.

Taoauna 1.
JAudppepeHnnaibHO-TUATHOCTHYECKHH AJITOPUTM

Cumnrom

Bo3MOXHBIA 1Hardos

I'uneprupo3une
Must

Beicokoe conepaxanue 6eka B paluoHe
Tuposunemus Il Tuna

Tuposunemus Il Tuna

Jpyrue 6one3Hu neyeHu

['unepmeTrionn
HEMUs

["omoumcTunypus
Hapymienne metabonu3ma METHOHUHA
Hpyrue 6051e3Hu nieueHu

3aboaeBanune
IICYCHU

I'anakro3zemus Tui 1, 3

HenepenocumocTs GppyKTO3HI

bone3ns Humana-nuka tun A/B

bosne3np Bunbscona

HeoHnaranbHelil reMoXpomMaro3

['emodaronuTapHbIil TMM(OTUCTUOLIMTO3

MuToxoHapralibHas renaTonaTus

BpoxneHHble HapylIeHUs TITUKO3WINPOBaHUS

Hedbunut TpaHcanbaoIa3bl

Aneramunodenosas natokcukaius ([IAPAIIETAMOJIOM!!)
bakrepuanbabie nH(EKIMU (Cencuc, calbMOHEIIa, TYOepKyJie3)
Bupycusie nadexnnu (CMV, renatut A,B, repmec)
Otpasnenue rpudbamu (61eAHON TOTaHKOI)

JlexapcTBa U3 pacTUTETBHOTO CHIPbS

N nnocuHkpasus Ha pa3IuyHbIE areHThI

MHQUIBTpaTUBHBIN MM HIIEMUYECKUNA TIpoLiecce

3aboaeBanne
II0OYCK

Cunapowm Jloy

Huctuno3

IToyeuHbIil KaHATBIEBEIN AIlU03
DaHKOHU CHHIPOM

Paxur

['unodocdarazus
Hedurnur BUTaMHUHA pil|
JETEPMUHUPOBAHHBIN )

(HyTpUTHBHBIHI WIH TEeHETUYECKU
['unodocdaremuueckuii paxut

DaHKOHU CUHIIPOM

Hesponoruueck
U KpU3HUC

OTtek MO3ra, KpOBOU3IIUSHHE

BupycHslit/6akTepranbHblii MEHUHTUT
['unepraTpuemMudeckas AeruapaTanus
Ocrtpas nepemexaromasicst moppupus

NPEHATAJIBHAA IUATHOCTHUKA
Bo3MoxHo nipoBenenre npsimod uiau kocseHHoM JIHK-aumarnoctukum Ha 8-11 Hemensax

OepeMeHHOCTH IyTeM HCCIEOBaHUsI XOPUOHMUYECKHUX BOPCHH,

HUCCIICJOBAaHUC IIOKa3aHO




MarepsM, uMmeromuM nererd 6onbHBIX HT1, M mMMeer menpl0 mpephlBaHUE HEXEIATeIbHOU
OepeMeHHOCTH 10 MEJULIMHCKUM IPOTUBOIIOKA3aHUSIM.

Lenecoobpa3Ho MPOBOAWUTH CeJeKTHBHbI HEOHATANbHBI CKPHUHUHT TPU HAIMYUU
OTSIOILIEHHOTO HACJIEJICTBEHHOIO0 aHAMHE3a IpU HAJIUYUKU CMEpPTEN MIIAJICHIIEB B CEMbE OT
CEIICUCa, BHYTPUKEIIYJOUKOBBIX MJIM UHBIX KPOBOU3JIMSHUM U KPOBOTEYEHUH, CMEPTEN AETEU OT
HEYCTAaHOBJICHHOW OCTPOM IEYEHOYHOM HENOCTAaTOYHOCTH. HeoHaTanbHbII  CKPUHUHT
3aKJII0YAeTCsl B MCCIEIOBAaHMM YPOBHS CYKIMHWJIALETOHA B MOY€ W/WIM KPOBU Kak IpHU
POXKICHUM, 4Yepe3 HENeNI0 M Yepe3 Mecsl IoClIe POXACHHUA. MEHee 4YYBCTBUTEIBHO
UCCJICIOBAHME aMUHOKMCIOTHOI'O CHEKTpa KPOBH (CyXHe MATHA KPOBU) C aKIIEHTOM Ha YPOBEHb
TUpPO3WUHAa ¥  MeTHOHWHA. [loBbIICHWE ypPOBHA OSTUX AMUHOKHUCIOT  HEOOXOIUMO
muddepenmmpoate ¢ HT1 Tuma, TpaH3UTOPHOM TUPO3UHEMHUEH  HOBOPOXKICHHBIX,
tupozuHemueid Il u |1l Tumos, apyrumm Oone3HsMu medeHU. BBICOKMIT ypOBEHb METHOHHHA
MOJKET OTPaXKaTh TSKEIIYIO IEYEHOYHYIO HE0CTATOYHOCTb, BPOXKIECHHBIN Ae(eKkT MeTabonu3ma
METHOHHHA — TOMOLIUCTHHYPUIO (1eUIUT OeTa-CUHTeTa3bl IIUCTaTHOHUHA).

B Kanage, npoBuninuu KseOek, rie orMedaercst camass 0oJjbluasi MOMyJALUs OOJIbHBIX
HT1 B mMupe, B kKauecTBe CKpUHUHI-TECTa JJI 0TOOpa JIeTel Ha onpeaeeHne CyKIIMHUIAlleTOHa
UCIOJIb3YeTCsl HUCCIIEJOBAaHUE aKTUBHOCTU (pepMEHTa Jerujpara3bl 0-aMUHOJIEBYJICHOBOU
kucnotel (PBG-cunTasmn).

Ckpununr: B Poccuiickoit denepanny He IpOBOAUTCS.

JIEYEHUE

Cneunuduyeckas Tepanus npoBoautcs npemnaparom xumusunon (NTBC, 2-(2-numpo-4-
mpugpmoopomemunbenzoun)-1,3-yuxnozexcaneouon), AL6AX04 Nitisinonum.

ToproBoe HammMeHoBanue u QGopmbl Beimycka: Opdaana®, Swedish Orphan Biovitrum
(IIserus), daakonsl mo 60 kamcyn, coaepkammx 2 Mr, 5 mr, 10 Mr HUTU3MHOHA. AHAJOTOB
Opdanuna B mupe He cymiectByeT. Coro3 neauatpoB Poccun pekoMeHayeT UCIONB30BaTh €ro B
nedyenuu HT1 Ttuna Ha ctaauu 10 pa3BUTHUS TE€NATOLEIUTIOISIPHON KapIIMHOMBI.

HutusunoH mnpuMeHseTcs B COYETAaHWHM C HU3KOOEIKOBOW JHETOW W Ha3HAYCHHEM
cMeceil, He coJiepKalluX TUPO3UH U (peHUIaTaHHH.

HutusuHoH OnmokupyeT 4-ruApoKCH(DESHWINHPYBAT JUOKCUTCHA3y H TPEMSTCTBYET
00pa30BaHUI0 KOHEYHBIX TOKCUYECKMX METAa0OIHMTOB, YPOBCHb THPO3WHA B CHIBOPOTKE KPOBH
IPU TOM TOBBIIIAETCS, YTO SIBJSIETCS OCHOBAaHUEM [Isl OTPaHHUEHUs B aueTe (heHuIIalaHuHA
(KaKk MpealecTBeHHUKA TUPO3HWHA) M THPO3UHA MTyTEM Ha3HAYCHHSI CHICIHATU3UPOBAHHON TUETHI
C OrpaHUYCHHUEM dTUX aMUHOKHUCIIOT.

Jo3upoBanue

Jloza mondupaercs WHAMBHIYalbHO B 3aBUCUMOCTH OT 3((EKTUBHOCTH, KOTOpas
OLIEHUBAETCS 110 YPOBHIO CYKLIIMHWIJIAIIETOHA B MOUYE€ U KPOBH, U YPOBHIO TUPO3UHA B CHIBOPOTKE
kpoBu. Octpast popma THpO3MHEMHUU TpeOyeT Ha3HAYEHUSI HUTU3UHOHA 2 MI/KT, CHH)KEHHS J103bI
He TpedyeTcs, MO Mepe pocTa W YBEIUYEHHUS Macchl Tela pedeHKa J103a aBTOMATHYECKU
CHWKaeTcst A0 1 MI/kr.

[MonnepxxuBaromas TepaneTuyeckas ao3a npu HT1A cocraBiser 1 mr/kr/cytku, npu
HT1b nauansnas mo3a 1-1,5 Mr/kr/cytku, ecnu ypoBeHb THpo3uHa MeHee 600-800 mxMomnn/m,
CyTOYHas J103a JaeTcsl B OAMH-IBA IMpHema BHYTpb. lleproa mosmyBbIBeAeHHs] cOcTaBisieT 54



yaca, 4To M03BOJIIET PEKOMEH/I0BATh, M 3TO MPEIIOYTUTENbHEE, OAHOKPATHBINA ITPUEM CYTOUHOH
J03BL.

VYBenudeHue M03bI 10 2 MI/KT/CYTKM BO3MOXHO TIpH OTCYTCTBUU 3(pdekra (He
yIYYIIA0TCS TIOKA3aTeNN KOaryjaorpaMMbl, YpPOBEHb CYKIIMHIIIAIIETOHA HE CHUKAETCS B TCUCHUE
2 Henenb), ypoBeHb THPO3UHA cocTaBisieT Oonee 800 MkMounb/n. Uem BbIlle ypOBEHb THUPO3MHA
B KpPOBHM, TE€M >eCT4e JOJDKHBI ObITh orpanuuenust Oenka B guere (0,5- 1 r/kr/cyrtkn).
[TorpeGHOCTH B NPYruxX HE3aMEHUMBIX aMUHOKMCIOTaX BOCIOJHSIETCS Ha3HAYCHHEM JIe4eOHOro
OUTaHUA (10 2 T/Kr), YTO MO3BOJISIET AOOUTHCS HOPMalbHOIO pocta U pa3Butus. Koppekuus
71036l HUTU3MHOHA MPOBOAMUTCSA B 3aBUCUMOCTH OT OMOXMMMYECKHX IOKa3aresnell U HapacTaHMs
macchl Tena pebdenka. Okono 10% OONBHBIX Ha TEpanvi0 HUTU3WHOHOM HE OTBEYAIOT, YTO
oTpeneNnsercss pe3ynbraTaMu OWOXMMHYECKOTO MOHHMTOpPWHTa (CYyKUMHHIIAIIETOHAa B MOYeE,
(GyHKIMOHATIBbHBIE TPOObI neueHH, anbda-peronporenn (ADIT). Takue nmanueHTHI SBISIOTCS
NOTEHIMAIBHBIMI TPETEHICHTAMU Ha TPAHCIUIAHTALIMIO TICUCHH.

JIOo HCKJIIOYEHUS TajJakTO3eMUU U (PYKTO3EeMHUU y JAeTell ¢ MOJO3pEHUEM Ha OCTPYIO
TUPO3UHEMHUIO JJOJKHBI ObITh UCKIIIOUYEHBI IaJIakTo3a U PPyKTO3a.

IIpu BBICOKOM YypoBHe OwmnupyomHa (>100 MKMOIB/I) W OCTPOH TMEUEHOYHOM
HEJIOCTaTOYHOCTH B COYeTaHWU C runepammonuemuert (> 100 MxMoub/a) He HMCKIIIOYaeTcs
HEOO0XOIMMOCTh B 9KCTPEHHOW TPAHCIUIAHTALIUH ITEYCHHU.

CHmKeHue ypoBHS CYKIMHWIANETOHA HAa (DOHE Tepanuy HUTH3UHOHOM IMPOUCXOIUT B
TedeHue 24 4acoB, KOHIEHTpAIMS aMHHOKHUCIOT (THpPO3WHA M (hCHHUIIAIAHMHA) MOBBIIIACTCS B
3aBHCUMOCTH OT KOJIMYecTBa aueThdeckoro Oenka. ADII cHMKaeTCss MEIUICHHO W 3aBHCUT OT
HayaJlbHbIX KOHLIEHTPALMH, HE BCEr/1a JOCTUraeT HOPMBI.

TpeGoBanus K J1e4eHUI0 HUTU3NHOHOM

Jleuenue 10/:kHO ObITH HenpepsIBHBIM (!). B Xoze Tepanun koHLEHTpalys THPO3UHA
YBEJIMYMBACTCS, TEPEpPhIBBI B TEpalmuM TpPO3AT pPa3BUTUEM THPO3MHEMHYECKUX KPHU30B
(mophUpHHOMOAOOHBIX ~ HEBPOJIOTMYECKMX  KpPHM30B, Maylurauzauueil). Pexomenayemas
koHneHntpanuss NTBC B mnazme 30-50 MxMons. [letn ¢ oxupeHHeM TpeOyIOT MOAIepKaHus
qyTh MEHBIIeil KOHIIEHTPAINH [penapara Ha 1kr Beca, B cpeiHeM 35 Mr/M2/1eHb.

Koumpone mepanuu B Tedenue 1-i HeZlenu Tepanuu BKIOYAET UCCIIEI0OBAaHUE!

- B kpoBu: KIIC, ¢pyHnkunonanbubie npoosl neuenu (ommmupyoun, AJIT, ACT, I'TTII -
raMMa-TIIoTaMWITpaHCIIenTHia3a, uenoyHas ¢ocdarasa, anpOymuH), koarynorpamma (II1THU,
AYTB, ¢uOpuHOreH), MOueBUHA, JIEKTPOJIMUTHI, KPEATUHUH, KaJblHi, docdop, KiIeTouHbIH
COCTaB KpOBH, AMHHOKUCIOTHBIM crektp, A®Il, CcyKuuHHIALETOH, IO BO3MOXHOCTH,
koHueHtpauuss NTBC, npu ocTpoil mneyeHOUYHOM HEJOCTAaTOYHOCTH — JIOTIOJHUTEIBHO
oTpeNieieHne aMMOHHS, TITFOKO3BI.

- B Moue: [JII0OKO3a, AaMHHOKHCIOTHI, ¢ocop- U  KalblHMi/KpeaTHHUHOBBIE
K03 unmeHTHI, aTpb0yMHH, 0€10K, 6eTa-2-MHKpPOTIO0YIIHH.

B manpHeiimem mocie HOpMaIM3aIllMU MMapaMeTPOB MPH JICYCHUH W B 3aBHCHMOCTH OT
CTPOTOCTH COOJIIOZICHUS AUETHl MHTEPBAJI ATUX UCCIIEOBAHUI COCTABIISIET OT 6 MECSIEB JI0 roJa.
Tak >xe B 3aBHCHMOCTH OT KJIMHUYECKOH CHUTyaluu TpeOyeTcsi KOHTPOJIb YpPOBHS (hOJIaTOB,
BuTamuHa B12, ceiBopoTouHOro xenes3a u ¢pepputuna, Butamuna A, E, /I, MUKpOHYTpHUEHTOB —
celieHa, ITMHKA, MEJIH.

Io6ounbIe 3 PeKThl HUITH3NHOHA

YacTble: KOHBIOHKTHBHUT, MIOMYTHEHHE POTOBHUIIbI, KEPATUT, CBETOOOSI3Hb, OOpaTHMas
JIEUKOIIEHUs], TPaHYJIOLIUTONEHUS, U TPOMOOLIUTONIEHUS

Penkue: neitkonuros, 6nedaput, 3y, SKCPOIUaTUBHBINA JEPMATHT, SPUTEMATO3HAS ChHITb.



Jlo u uepe3 Mecsll MOCiEe OT Hayajla Tepanuud pPeOEHOK MOJIKEH ObITh OCMOTPEH
0 TATILMOJIOTOM C IOMOIIBIO MIEJICBOM JIAMITHI.

JleyeOHoe nuTaHHE

B Poccuiickoii depepanuy 3aperucTpUpPOBaHbl CIIELUATU3UPOBAHHBIE MPOAYKTHI Ha
OCHOBE aMUHOKHCJIOT 0e3 (QeHWIaTaHMHa W THPO3WHA, pacueT oObeMa MPOBOAMTCS IO
0eIKOBOMY SKBUBAJICHTY:

1) XPHEN, TYR Tuposugon (mpousBoaurens SHS Hyrpunms BenmkoOputanwus) c
BBICOKHM coOJIepykaHreM OenkoBoro skBuBajieHTa (77 r Ha 100 T cyxoro npoaykra) go0aBisieTcs
B CpeHeM 3 pacyeTa | r/kr;

2) TYR Anamukc Mudant (wnu sxBuBasieHT) uis aereit 0-12 mec. MCHOJb3yeTcs Kak
OCHOBHOU MPOAYKT MUTaHUS IPH UCKYCCTBEHHOM M CMEIIAHHOM BCKapMIIMBAaHWUU U3 pacdera -
2 r/KT, B 3aBUCUMOCTHU OT HAIMYUS TEPANUU HUITH3MHOHOM B 00beMa TPyTHOTO BCKAPMITUBAHUSI.

Taodauna 2.
BeJikoBbIii cocTaB M JHepreTUYecKasi HEHHOCTD CIEHATU3HPOBAHHBIX POAYKTOB
OCHOBHbBIE XapaKTePUCTUKH | TYr AHaMHKC Tupo3unon
npoaykra B 100 r cyxoi
cMecH
DHeprus 457 xxan/1915 x/Ix | 326 xkan/ 1386 k/[x
benku (3KkBUBaJICHT), T 13,1r 77t

Pacuer neueOHOro mutaHus (IMpU HATUYUU TE€PAMM HUTU3MHOHOM) Ui JETeH MepBOTO
roJia >KU3HU MPOU3BOAAT UCXOS U3 OTPEOHOCTH B Oemnke, OM3Koil Kk (usnonorudeckoit (2,2 —
2,3 r/kr Mmaccel Tena B cytku). He menee 50%-60% cyrouHoil mnoTpeOHOCTH B Oenke
YIOBJIETBOPSIETCS 3a CUET CIENUAIN3UPOBAHHON CMECH aMHUHOKHCIOT (Tabi. 2), ocrajabHas
yacTh (40-50%) xommeHcupyeTcsi OETKOM CIEXKEHHOTO MATEPUHCKOTO MOJIOKAa WM JIETCKOU
MOJIOYHOM cMecH ¢ HU3KUM cojiepkanrem Oenka (1,2-1,3 r 6enka Ha 100 Ms1 BOCCTaHOBJIEHHOM
CMECH), a TaKKe HU3KOOENKOBBIMH MPOAYKTaMU MpHUKopMa (OBOIIHBIE U (PYKTOBBIE IIIOpE,
0e3MONIOUHbIe Kalllu ¢ cojepkanueM Oenka He Oonee 0,5 r ma 100mMm roToBO#M Kamw,
CHeIMalN3UpPOBaHHbBIE HU3KOOENKOBbIE MPOIYKThl HAa OCHOBE KpaxmalloB, HalmpHMep, caro u
ap.). Hepunut xkaaopuitHOCTH Je4eOHOro palroHa KOMIEHCHUPYETCS C MOMOIIBI0 100aBIeHus
KUPOB (PacTUTENBHOIO Macia, HO He Oonee 3,5-4 r oOuiero *upa Ha KI' MacChl Tejla B CYTKH) U
VBEJIMUEHUSI KBOTBHI YIJICBOJOB 3a CYeT JO0ABJICHHS BBINICYKa3aHHBIX HH3KOOEITKOBBIX
IPOAYKTOB, a Takxke 5% TIIIIOKO3bl. AHAJIOTMYHBIM 00pa3oM CTPOUTCS JIEYEOHBIH palMoH Yy
OOJIBHBIX CTapIe Toja, OOIMM OEIOK PACCUUTHIBACTCS UCXOI M3 O€30MacHBIX MOTPEOHOCTEH B
oenke (e Oonee 1,5-1,8 r/Kr Macchl Tena B CyTKH).

[Ipy OTCyTCTBMM Tepanmud HUTU3WHOHOM MPHUHIUIBI OPTaHU3alUU JUETOTEpaIruu
OCTaloTCs T€ K€, HO OTpaHUYCHUS B Oenke Oojee KeCTKHe, pacdyeT MPOU3BOAMUTCS, UCXOJs U3
MUHUMAJIBHBIX TOTPEOHOCTE B O€Ke Ha KT MacChl Tela B CYTKU (Ha MEpBOM TOfy *KHu3HU —1,5
MI/KT Macchl Tena, y jered crapmie roma ot 1,5 mo 1,2 r/kr maccel Tena), Ui
cOATAaHCUPOBAHHOCTH CYTOYHOTO palMOHA HCIOJB3YIOT HHU3KOOEIKOBBIE HATypallbHBIC H
CIeIHAIM3UPOBAaHHBIC TIPOAYKTHI HA OCHOBE KpaXMaJlOB, a TaK)Ke PAaCTUTEIIbHBIC Macja, B 3THUX
MPOJYKTAaX >KEeJIaTeIbHO YUUTHIBATh COJEPYKAHUE MATOI€HETUYECKH 3HAUUMbIX aMUHOKHUCIIOT.

IIpu neyeHun 00JILHBIX THPO3UHEMHENl HeJIb3sl MPUMEHATH OEIKOBBIE MpenapaThl U
MIPOU3BOHBIC KPOBH, KOTOPBIE HEOOXOAMMBI UCKITFOUUTEIHHO IO KU3HEHHBIM TMOKA3aHUSM MPHU



MPOBEJICHUH SKCTPAKOPIIOPATbHBIX METOJIOB JIE€TOKCHKAIlMU, 3aMEHHOM IE€PENIMBAHUU ITUIa3MBbl,
MCKJIIOYAIOTCS MpenapaThl HA OCHOBE aMUHOKHUCIIOT (B TOM YHCJIE€ T€aTONPOTEKTOPbI HA OCHOBE
aJIEeMETUOHMHA, OPHUTUHA W JIp.). BakIMHBI U CHIBOPOTKM MOTYT HMCIOJIb30BaThCA B Cilydae
KpaiiHell HeoOXOIMMOCTHM U TOCJI€ Ha3HAa4YeHWs HUTU3MHOHA. He creayer mpUMEHSTh
[apaneraMoil C JKapOIOHM)KAIOIIEH LENbI0 B CBSI3U C META0OJU3MOM €ro 4epe3 CHCTEMY
uuroxpoma P450. Jlumazemam, npenaparhl BaJbIPOEBOM KHUCIOTHI W JAPYrUe MpenapaTrhl ¢
MEYCHOYHBIM IyTeM MeTa0oJu3Ma MOTYT BbI3BaTh IEPEAO3UPOBKY U YXYIIICHHE
(GYHKIIMOHAJIBLHOTO  COCTOSIHUA — MeyeHH.  HeoOXoaumMo  MOXXKHU3HEHHOE  IPUMEHEHHe
HU3KOOEJIKOBOM JHEThl, a B OCTPOM Iepuoje 0e30eIKOBOI 10 HOpMalIHM3alMM COJCpKAHUSI
CYKIIMHWJIAIIETOHA B MOYE W/UJIH KPOBH.

JIOTIOTHUTENBHO JJIE  BOCIIONIHCHHUSI HE3aMEHHUMBIX aMUHOKHUCIOT H 00eCredeHHUs
HOPMAJTBHOTO POCTa W Pa3BUTUs pPEOCHKA MPUMEHSIOTCS CICHUATbHBIE JICYeOHBIE CMECH C
HU3KHUM COJICp)KaHHEM THPO3WHA M (DeHUJIAIaHUHA. DTO MO3BOJISICT YMECHBIINUTH KOHIICHTPAIHIO
TUPO3HHA B CHIBOPOTKE, U CIIEJAOBATEIHHO YMEHBIIUTh YaCTOTY M BBIPAXKEHHOCTH BO3MOXKHBIX
MoO0YHBIX 3P (HEKTOB.

OIEHKA U KOHTPOJIb D®®EKTUBHOCTHU TEPAIINN

Uewm paHbllie yCTAaHOBJIEH IMATHO3, TEM JIydllle pe3ynbTaT jeueHusd. Y 90% nanueHToB Ha
¢oHe mpHeMa HUTHU3MHOHA I[E€YEHOYHAsl HEJOCTATOYHOCTh CTAaHOBUTCS KOHTPOJIUPYEMOI,
BHEIICUCHOYHbIE MPOSABICHUS, KaK IpaBUiIo, Kynupyrorcs. HutusmHoH oOnamaer xopoiiei
NIEPEHOCUMOCTBIO, 0’KMJIAa€MOE IOBBILLIEHUE B IIa3ME€ KPOBHU YPOBHS THPO3MHA KIMHUYECKU HE
nposiBisiercss 'y OompmmHcTBa neteid. Ombit npumeneHuss HutmsnHOHa (NTBC) y nereit,
HAYaBIIMX JIEYEHWE MM B BO3pacTe 1O 2 MeC. IOoKa3aj, 4TO PHUCK TIenaTOLEIUIIOJIIPHOU
KapUUHOMBI cHIkaetcs ¢ 40 1o 5%.

JuarHoctuka renatoue/untoysipHod  kapuuHombl  (IHK)  Ha mo3aHux — cragusx
muarHoctukd HT1 sBnsieTcs BaKHBIM MOMEHTOM BBIOOpa METO/a JICUEHUs, TaKk Kak TpeOyer
Ha3HAa4YeHMs HUTU3WHOHA Mepe INIaHUPYEMON TPAHCIIAaHTAlMEH TEYEHH.

[Ipu nmogo3penun Ha I'LIK nmo peumaunBy noasema anbda-geronporenHa OT OMONCUH €€
(F'OK) cnemyer BozmepkaThCsi BO M30€KaHHE TEMATOTEHHOTO 3aHOCA M METacTa3MpPOBAHMS
OITYXOJIH.

YapTpa3BykoBO€ HCCIIEIOBAHHE OPIONTHOW MOJOCTU JOJKHO TMPOBOAUTHCS KaXKIbie 6
MecsI1IeB, a MarHUTHO-pe3oHaHCHas Tomorpadus (MPT) nmedeHu exeromaHo, €ciiu BBIABIAIOTCS
NOJO3pUTENbHBIE  Y3JIOBbIE  00pa3oBaHWs,  MOKa3aHbl  METOAbl  BH3YyaJlM3allud  C
koHTpactupoBanueM (KT, MPT, pannon3oTonHoe nccieroBaHue), O3BOJISIONINE TOATBEPIUTD
renaToueUTIOSPHYI0 KapIUHOMY. YpOBeHb alib(a-(peTonpoTenHa J0HKEH KOHTPOJIUPOBATHCS
Kaxaple 3-6 wmecsaneB, a mnoBTopHOoe moBbimeHne A®II JOMKHO CIYy)KHATh TOBOJAOM JUIS
yrayonennoro oocnenoBanus Ha npeameT K. TTokazana koHCYbTaIMs JETCKOTO OHKOJIOTA.

KonTpoib 3¢ peKTHBHOCTH JIeUeHU st

KoHTponp Tepanuu HUTHU3MHOHOM BKIIIOYAET OIpEAeNieHHE YPOBHS (eHWIaJaHUHA U
TUPO3UHA, IPH HU3KOM (MeHee 20 MKMoJb/11) ypoBHE (peHMIamaHuHa HE0OX0AUMO YBEIUYEHHE
Oenka B nueTe. YpOBEHb THPO3UHA XKeJaTeabHO yaepkuBath B nauanasone 200-400 MxMoub/m,
YTO HE M03BOJIET MOABUTHCS MOOOUYHBIM 3P dexTam. [ToGounsie 3pdexTs! B BUaE GOTOOOSIZHU U
YyBCTBa «IIECKA B IV1a3aX» MOSBIIAIOTCS NPU YBEIMUEHUN KOHIIEHTPALMN TUPO3UHA B CHIBOPOTKE
kpoBu Bbiie 800 MKMoub/1 1 00YCIIOBIIEHO HE CTOJBKO ACHCTBHEM HUTHU3MHOHA, CKOJBKO
HapyIEHUEM JUEThl 1 HU3KOW KOMIUIAEHTHOCTBIO POAUTEINICH.



3aboneBanue neTel, UMEIOMNUX MEYCHOUYHYIO HEJIOCTATOYHOCTh, YaCTO MPOTEKAET KpaitHe
TSDKEJIO C BBIPAKEHHOW Koaryinomatued u acuutamMud. HasHaueHWe HUTH3WHOHA OOBIYHO
MPUBOAUT K MOPA3UTEIBHO OBICTPOMY KIIMHMYECKOMY YJIYUIICHHIO B TEUEHHE HECKOJIbKUX JTHEH,
90% manueHToB 0TBEYAIOT Ha Tepanuio. Eciau npoduiab Koaryasuuu He yIydIIaeTcs B TEYSHUE
1 Hexenu, TO 103y HUTU3MHOHA CJIEAYET MOBBICUTH. Y OOJBIIMHCTBA ACTEH, KOTOPHIE UMEIOT
KJIMHAYECKHE MPOSBICHUSA LHUPpPO3a M MOPTAIBHOW TMIEPTEH3UH, JIEYEHUE MPUBOAUT K
KOMIICHCALINM U JIaXKe PErpeccy UUPPOTUUECKUX U3MEHEHU .

@yHKIMA NOYEYHBIX KaHAJIbLEB HOPMAJIM3YETCsA, MPEKPAIIAOTCS IMOTEPH KalbIUS U
dbocdopa ¢ MOUOH.

Jleyenne HUTU3MHOHOM B TEUECHHE MEPBBIX 3 MECALIEB KU3HU MPEAOTBPALIAET PA3BUTHE
KapAMOMUONATHH, IpU O0Jiee T03/IHEM Havalle TEPAIUU €€ TEUEHUE YJIydIlaeTCs] HE3aBUCUMO OT
dbopMbI 3a001€BaHMSL.

[IpuMeHeHHEe HHUTH3WMHOHA OOECIICYMBACT TIOJHOE KYIMHPOBAHHE HEBPOJIOTHICCKHX
KPHU30B 10 TUITY TOpHUpUH.

Tepanus auTuznHOHOM TNiepekiaouat ¢penotunn HT1 B dpenotun tuposuremun |l (puc.1).
EcrectBennbiii xon pasutuss HTIl Tuma, npencraBinser co0Ooil reHeTnyeckuii aeduuut 4-
TUAPOKCUGEHIINUPYBAT TUOKCUTEHA3bI, SBJISETCA YPE3BbIUAHO PEAKUM U TIOXO OMHCAHHBIM B
JUTEpaType, HO 3aJepKKa HMHTCIUICKTYAIBHOTO Pa3BUTHs  SBJISCTCS  OONICH3BECTHBIM
KOMIIOHEHTOM B CTPYKTYpPE JJaHHOT'O 3a00JIeBaHMsL.

Jleuenne TtyOymonatun (cuHapoma {DaHKOHM) M BUTAMHH JI-pEe3UCTEHTHOrO paxuTa
HanbOosee 3QPEKTUBHO HA paHHUX cTaausax W BkiItodaeT kpome NTBC HazHaueHWE aKTUBHBIX
MeTabonuToB BUTaMuHa [| (KanbpIUTpuona), MpenapToB KalblUsg U JABYOCHOBHBIX (ocdaros.
O6cnenoBanue Biitovyaer omnpeaeneHue KILIC (pH kpoBu, cranmapTHbIX OHKapOOHATOB,
neUIUT OCHOBAHHIA).

Coueranue amMHHOALUIYPHH, TIIOKO3ypuH, ¢ocdaTypur, MOYEYHOTO KaHAIbIIEBOTO
anua03a CBUAETENBCTBYET O MONHOM cUHApoMe (DaHKOHM M NMPUBOIUT K TSHKEIOMY Paxwury,
He(POKAIBLUHO3Y, TTIOMEPYJIOCKIEPO3y U XPOHUYECKON TOUYEYHON HETOCTATOYHOCTH.

O0beM M KpaTHOCTh HCCIICIOBAHUNW TIPH JICYCHUH HHUTH3UHOHOM TMPEICTABICHBI B
Tabnuile 3 U UMEeT 1eNbI0 Kak mpenoTBpanieHue ocioxHeHuit HT1, Tak 1 KOHTpoIb TOOOYHBIX
3¢ ¢ekToB U panHIO0 auarHoctuky ocnoxkHenuit HT1, I'IIK B nepByto odepens.

Taoauna 3.
[11aH MOHUTOPHPOBAHUSI MAPAMETPOB KPOBH M YACTOTA HHCTPYMEHTATbHBIX
ucc/ie0BaHMil NPU HA3HAYEHUU HUMU3UHOHA

Hccnenoanue Havano [IepBrIe 6 Mec. [Tocne nepBbIX 6 Mec. u
Tepanuu naiee
1 pa3 / 3 |pa3/ 3 |pa3/ 6|1 pa3
pas/mec. | Mec. Mec. Mec. B IoJl
KoHuenTpanus aMMHOKHUCIIOT X X X
CyKIMHUIAETOH B MOYE X X X
KoHneHTpanyuss  HUTU3MHOHA B X X
KpOBU
OO6mmit anamu3 kposu (Hb, Ht, Plt, | X X X
WBC)

UCCJIEJOBAHUE NEYEHU U EE ®YHKIMU




A®II B cCBIBOPOTKE KPOBH X X X
[TpoTpoMOMHOBOE BpeMsI X X
Yactuunoe TpomOomiacTuH. Bpems | X X
OuIMpyorH X +
AJIT/ACT X X +
[TTII X X +
[enounas pocdaraza X X +
KT wm MPT' X X
[TOYKU, CKEJIET

OO0muit aHaM3 MOYH, KpEaTHHUH X X
Jencumerpus (crapiue 4 j1eT) uin X +
Pentrenorpadus

OCMOTP OOPTAJIBMOJIOT'A
OcMoTp B 1I€JI€BOM JamIie, oneHka | X X X
OCTPOTHI 3PEHHUS

+ = 10 KJIMHUYECKUM JAaHHBIM,

1

MPT npenmoururensHee € KOHTPACTHPOBAaHWMEM IIPpU  IIOAO3PEHMHM HA aJCHOMY, IIpH
0OHapyKEHHUH Y3JI0B U JUI OLIEHKU Pa3MEpOB IOYEK.

| BaxkHO NMOMHHUTB, 4YTO 3a00p MOYHM Ha CYKIMHWJIAIETOH M KPOBM /Jisl NPOBeJeHUs
TaHgeMHoi Macc-ciekTpoMeTpuu (TMC) aMUHOKHUCJIOT J0JKHBI IPOBOAMTHCS /10 HAYajIa
HH(QY3MOHHOH Tepanuu, OCOOEHHO BBeJAEHUSl IL1a3MO03aMeNIAIIIUX PACTBOPOB U
KOMIIOHEHTOB KPOBH

IMPO®UITAKTUKA

3akirodaeTcsi B IpeHaTalbHOW JUarHOCTUKE M MpEphIBAHUU OEPEMEHHOCTH Ha paHHUX CpOKax.
Bo3moxHa npu Hanuuuu B cembe 00abHBIX HT1 THIa mnu cmepreil neTeil ¢ HeyCTaHOBIEHHBIM
JUAarHo3oM OT II€YEHOYHOM HEJOCTaTOYHOCTH, KPOBOTEUEHHH WJIH BHYTPHUYEPEIHBIX
KpoBou3iusHuM, oT cencuca, uiau [1IK. IlpeHatanbHas auarHocTHkKa BKJIKOYAET KpPOMeE
MOJIEKYJISIPHO-T€HETHYECKOTO MCCIIEI0BaHUsI 00OUX POAMTENEH, UCCIIe0BaHHE XOPUOHAIbHBIX
BOPCHH Ha cpoke 10 11 Henens.

HNCXO0IbI X ITPOT'HO3

be3 meuenns HUTHU3MHOHOM IIOJABIISIIONIEE OOJBIIMHCTBO AETel morubaer mo 15 jerHero
BO3pacTa, OMPEIEISIONIMM B TMPOTHO3E SBJSETCS BpeMs neOroTa 3a0oieBaHuUs, T.€. JIETH C
octpoii u monoctpoit Tupozunemueit (HT1A) ymupator 1o 1 roaa.

[Tocneanue ropl MOSABUINCH COOOIIEHUS O TeUeHUE OEPEMEHHOCTH U OJaronojyyHbIX pojax y
nByx xkeHimuH 60ipHBIX HTI1, momyuatomux NTBC, u ogHOrOo MOIOA0OTO 4enoBeKka, CTaBIIEro
oroM. OmacHOCTh AJIA IJIOJA 3aKIIOYaeTCsl B BBICOKOM KOHIIEHTpPAIMU THPO3WHA B KPOBU
MaTepHu.




ITOKA3AHUSA K TPAHCIIVIAHTAIIMHU ITEYEHHA, B TOM YU CJIE ITPU IEYEHUN
HUTU3NHOHOM

B cocTosiHuM 0oCcTpol e4eHOYHON HEOCTATOYHOCTH TPAHCIUIAHTALMIO TIEYEHU IPOBOJIAT
IpU  yCIIOBUHU, €CAU TNpoduiIb KOAryasluyd He yiydmaercs depe3 | Hexemro jedeHus. B
COCTOSIHUM XPOHHUYECKOM MEYEHOYHOM HEAOCTATOYHOCTH TMOKa3aHUEM ISl TpaHCIJIaHTaLMKU
MEYCHHU SABJISIETCA TENaTOLEIOJISIpHAs KapUMHOMa, & MMEHHO PEUUIWB IOBBIIICHUS YPOBHSA
anbga-heTonpoTenHa W/WIM JEKOMIICHCAIUS IUppo3a TEYeHH, IMPH KOTOPOM BEAYITUMU
SIBJISIFOTCSL pasyinuHbie MeTobl Busyanusanuu (MPT, KT), nosiBienun y3inoB auamerpom Oosee
10 MM ¥ KOTMYECTBEHHOM UX YBEIMYCHUU. BHOTICUY y3IJI0B CeNyeT N30erarh B CBSI3U C PUCKOM
METACTa3UupPOBaHUA.

BEJIEHUE JIETEM C THPO3SUHEMMEN

Jletu ¢ ocTpoit popMoii TUPO3UHEMHUH, 10 YCTAHOBIECHUS UCTUHHOTO TUArH03a, OOBIYHO
MONaJal0T B OTJEJEHUE IaTOJIOTHU JIeTeld paHHEro BO3pacTa, MH(PEKIMOHHOE OTHEIECHUE C
JUArHO30M CETICUC WM OCTPBIM IemaTuT, B XUPYPrUYECKOE OTIEICHHE WM PEaHHMAlUI0 B
CBSI3U C HKEIIYZI0OYHBIM KPOBOTCUCHUEM UM BHYTPUUEPEITHBIM KPOBOU3IUSHUEM.

[TpoomKUTETFHOCTh TOCITUTAIM3AINN 3aBUCUT OT CKOPOCTH BepU(UKAIIMK JUArHO3a U
Havaja crenupudeckoit Tepanuu. OTBET HA JICUCHUE HUMUZUHOHOM OTMEYACTCS B IIEPBBIC JTHU.
[Ipo10KUTENBHOCTS TOCIUTATU3AINKN 3aBUCUT OT CKOPOCTH BOCCTAaHOBJICHHS IOKaszaTelsen
KOaryJuorpaMmsl ¥ 00b9HO cocTtaBisiet 30 qHeil.

Jletu B BoO3pacTe cTapuie roja Haubojiee 4YacTo, 1O YCTAHOBJIEHHUS JAMarHo3a,
TOCHUTAIM3UPYIOTCA 110 TOBOAY TenaThTa, 00bEMHOT0 00pa30BaHUs MEUEHH B XUPYPrUUECKOe
OTJeNieHHe, O0paIlalTCcs 3a KOHCYIbTAMe K OHKOJIOTY, HH(PEKIIMOHUCTY U TaCTPOIHTEPOIIOTY
— renarosory.

[IpoBenenue nuddepeHmanbHON AMATHOCTUKY, YCTAaHOBJIEHUE JUMarHo3a U Ha3HaueHUe
crienu(pUYECcKON Tepany COKpalaeT cpok rocnurtanusanuu. Ha ¢pone HasHaueHust numusunona
MPOJOKUTEIBLHOCTD CTAI[MOHAPHOIO JIeUeHUs! 00bIYHO He mpeBbimaer 14 nuei. Ilanuentos co
CTaOMIJIBHBIMHU TTOKA3aTeJIIMU MOHUTOpUHra MeTabonu3Ma u ypoBHs ADII MoxxHO HalIr01aTh B
aMOyNaTOPHO-TIONIMKJIMHUYECKUX YCIOBMSX W B JIHEBHOM CTalMoHape (AJIUTEIbHOCTD
rocrnutanu3ainui He Menee 10 cyTok).



