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aluI030M.
l'uneprpoduyeckass KapIuOMHOTATHS — MOPAKEHHE Ceplla, KOTOpPOe XapaKTepus3yeTcs
YTOJIILEHUEM CTEHOK JKEIyJJOUKOB (IIPEUMYIIECTBEHHO JIEBOT0), HAPYILIEHUEM €r0 TUACTOINYECKON
(GYHKIMHU ¥ HEPEIKO COTPOBOKIACTCSA PA3BUTHEM OOCTPYKIIMU BBIXOTHOTO OTAETIA.
Tupo3zuHemuyeckne Kpusbl — COCTOSIHUS, CIPOBOLIMPOBAHHBIE IMPUEMOM OEJIKOBOW MUIIM U
COIIPOBOXKIAKOLIUECS JIUXOPAJAKOM, pBOTOM, NHTOKCUKAIUEN, KAPAUOMHUOIIATHEH.

1. KpaTtkaa wuHcpopmauusa no 3aboneBaHUd WM COCTOSAHUIO (rpynnbl
3aboneBaHU NN COCTOAHUN)

1.1. OnpepneneHue 3aboneBaHUsA WUNU COCTOSAHUA (rpynnbl 3ab6oneBaHUN UK
COCTOSIHUN)

Hacnenctsennas tuposzunemus 1 tuna (HT1) niam renaropeHanbHas TUPO3UHEMUS — PEIKOE
(opannoe) 3abosieBaHUME C ayTOCOMHO-PELIECCUBHBIM THIIOM HACJIE€IOBAaHUs, OOYCIOBICHHOE
myrauusmu B rene FAH, koaupyromero ¢pepment pymapuinaneroruiposnasy. CHHOHUMBIL: 1epUuIuT
dbymapunaneroanerassl, AehUIUT GymMapuiianeToaneTaTruapoIasbl.

1.2. 3tuonorma wu natoreHe3 3aboneBaHUsi WU COCTOsIHUA (rpynnbl
3aboneBaHU UNN COCTOAAHUN)

[latorennsie BapuanThl TeHa FAH mnpuBoAAT K CHUKEHHIO aKTHUBHOCTH (epmeHTa
dbymapunaneroruaponassl (FAH, EC 3.7.1.2), ocymecTBisitoniero B HOpME KOHEUYHBIM JTall
Jerpajallid TUPO3WHA Ha HETOKCHYHbIEe (ymMapaT U aineroarerar. B pesynbrare pacmal TUpO3UHA
OCYILIECTBIISIETCS MO  albTEPHAaTMBHOMY  [ATOJIOTMYECKOMY  TyTH, ¢  0Opa3oBaHHEM
BBICOKOTOKCUYHBIX u KaHLIEPOT€HHBIX CYKIIMHUJIAIETOHA, MajlensianeToaneTara,
dbymapunaneroanerara ([Ipunoxenue I'1).

I'en FAH nokanu3oBan Ha quHHOM 1uiede 15-if xpomocomsl (15023-q25) u coctout u3 14
9K30HOB. Ha ceronHsmHuii 1eHp B reHe onucano okoio 100 myranuii, 4aCTbIMU U3 HUX SBJISIOTCS:
€.554-1G>T, ¢.1062+5G>A, ¢.1025C>T (Pro342Leu) ¢.1090G>C (Glu364GIn). [13]. [TatoreHes
HT1 tumna 3axitouaeTcss B TOKCUYHOM JIEHCTBUU (yMapuiialieToalerata u Majiensialeroalerara u
X KOHEYHBIX METa0OJUTOB — CYKIMHHWJIANETOHA M CYKIHMHUJIAIeTOaleTaTa, KOTOpble TOPMO3AT
okucnutenabHoe QochopunupoBanue u Onokupyrot 1ukia Kpebca. HakomneHue 3TuX BeliecTs
MPUBOJUT K  MpOrpeccupyromeMy 3a00JeBaHUI0 IEYEHH C  pa3BUTUEM  I€YCHOYHOU
HEJOCTATOYHOCTH, LUPpo3a, TyOymonmatuu ¢ (QOpMHUpPOBAHMEM pEHAIBHOM TyOyJomaTuy,
runodocharemMudeckoro paxura, cuaapoma dankonu [14].

Kpome TOro, CyKUMHHWJIALETOH HHIHOUPYET 0-aMHHOJIEBYJINHAT Jeruaparasy,
POMEXYTOYHBIH MEIUaTOp MOP(POOHIMHOTEHA, YTO MPHBOAUT K HApYIICHUIO OMOCHHTE3a reMa H
KJIMHUYECKH MOJKET HPOSIBIATHCS CUMITOMaMH OCTPOH IepeMekKaroencs: noppupuu — O0IsIMHU B
’KMBOTE, apTEPUAILHON TUIIEPTEH3UEH, TepruepruuecKoi MOJIMHEHPOTIaTHEN.

bonpmmacTBO (0 90%) manumeHTtoB 0e3 crnenuguUecKoro JedeHus (JueTroTepanus,
MaTOreHETUYECKHE IpernapaTbl) W TPaHCIUIAHTALMKM T€YeHH Morudanu B Bo3pacte 1o 10 ner.
BbDKMBaeMOCTh 3aBUCHT OT CPOKOB MOSIBIICHHSI CHUMIITOMOB [15].

1.3. Anngemmonorusa 3aboneBaHusi UM COCTOAHUA (rpynnbl 3aboneBaHnn unun
COCTOSIHUN)

Yacrora HT1 B pazauusbix nomyiasnusx konebnercs ot  1:100000-120000 sxuBbIX
HOBOPOXJIEHHBIX. UETKUX B3aMMOCBS3€H MEXIy TE€HOTUIIOM U (EHOTHIIOM HE YCTAHOBIIEHO,
pa3nuyYHbIE KIMHWYECKWE BAapUAHTBI MOTYT IIPUCYTCTBOBAaTh Yy WWIEHOB OJHOM CEMBH C
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onuHakoBbiMH Mytammsimu [1, 4, 10]. HambGonpmas pacmpocrpanenHocts HT1 oOnapyxkeHa B
peruone Saguenay-Lac-St-Jean (KBebek-IIpoBanc, Kanana), riae ona nocruraer 1:1846, a 1 u3 22
saBisieTcss HocuteneM Oone3nu [13-15]. B atoit nomynsuuu Haunbosee gacto (~ 90%) BcTpeuaercs
Myrtanus caiita cruaiicuara c.1062+5G>A (IVS12+5G>A) [12, 14, 15]. Beicokas wacrora HTI
HaOmomaercss B YeueHckoi pecryonmke — 1:16020, wambosiee dYacToil SBISCTCS MYyTaIus
€.1025C>T (p.Pro342Leu) [16].

1.4. OcobeHHOCTU KoAupoBaHus 3aboneBaHUsi WM COCTOSAHMA (rpynnbl
3aboneBaHun unu coctosiHun) no MexayHapoaHOW cTaTU4YeCKOM Kraccudumkauumm
6one3Hen n npobrnem, cBA3aHHbLIX CO 340POBLEM

E 70.2 — Hapymenust oOMeHa THpO3nHa

1.5. Knaccudukauusa saboneBaHmsa unu coctosiHus (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

B ocnoBy knaccuduxanuu HT 1 monoxkensl kivHuYeckue BapuaHThl TeueHus octpas (HT
1A) u xponnueckas (HT 1B).

1.6. KnuHu4yeckas KapTuHa 3aboneBaHWA WNM  COCTOAAHMA  (rpynnbl
3aboneBaHU UNN COCTOAAHUN)

I[Ipu HT1 oObryHO OEpeMEHHOCTh W TEpPUHATAIBHBIN TMEPHOJ] TPOTEKAIOT HOPMAJIbHO, U
peOEHOK MpH POXKACHUU BBIMJISIAUT 370poBbIM. CeMeMHbI aHaMHE3 MOXKET ObITh OTATOIIEH, B
CeMbSIX MOTYT OBITh Cllydyal paHHEW IETCKOW CMEepTH OT KPOBOMZIUSHHUI B MO3T WM OCTPBIX
KpOBOTEUEHHUH, pACIEHEHHbIX KaK  CEelCUC, BHYTPUYTpOOHBbIE  HMH(MEKIHH, CHHIPOM
JTMCCUMEHUPOBAHHOTO BHYTPUCOCYAMCTOTO CBEPTHIBAHUS KPOBH.

Octpas popma nacnenctsennor HT1 (HT1A) neGrotupyer B mepBbie 2-3 Mecsla KU3HU U
XapakTepu3yeTcs TIJIaBHBIM 00pa3oM TSHKENOM IMEeYeHOYHOM HeIO0CTaTOYHOCThbIO, Tenaro- H
CIUICHOMETaJNell, HapyIIeHHOW CBEPTHIBAEMOCTHIO KPOBU M THUIOTJIMKEMUEH, MPUBOASIIUMU K
CMEpPTH B TMEpBBIE MeECSbl JKU3HU. JIMCOYHKIHMS TIMOYEYHBIX KaHAIBLIEB COMPOBOXKAAETCS
cuaapomoM ®ankonu u paxurom [2, 8]. [lamueHTam AOBOJBHO YACTO CTaBST OLIMOOYHBIC
JTMArHO3bI — CETICHUC, ITUTOMETAJOBUPYCHBIN remaTuT, (eTaibHblid rematutr. Y gereil ¢ HTIA
BBIpOKEHA MHTOKCUKAIUS, TUNOTJIMKEMHs, JEWKOLUTO3, BO3MOXKEH AaclHT, JWHaAMUYecKas
HEMPOXOJIUMOCTh, Tape3 KullleyHuka. [Ipm 95TOM OTMedaeTcs TOBBIIICHHBIH YpOBEHb
cykuununanetona (>= 10-100 paz), ansda-dperonporenna (ADPIT) (>= 100-1000 paz). Hurtonus
OOBIYHO HE MPEBBIIIAET TPEX-UYEThIPEX HOPM, YMEpEeHHas runepOuwinpyounemust B npeaenax 100-
150 MKMOJIB/1, B paBHOM COOTHOIICHUU MPSIMON U HempsiMoi OmnupyOuH. [IpuunHO# neTanbHOro
ucxoma mpu ectectBeHHOM TeueHUH HTIA 0ObIYHO CTaHOBUTCS OCTpas IeYEHOYHAs
HEJO0CTAaTOYHOCTh M KaTacTpoudeckoe KpoBoTeueHue Ha ee poHe. J[MarHo3 3arpyaHsercs TaKuMu
COMYTCTBYIOIIUMHU COCTOSTHUSIMHU, KaK BHYTPUYTpOOHas WHQEKIUS, HEOHATalIbHBIA TemaTHT,
CEeTICHC.

ITpu octpoii popme HT1 Ha mepBblii maH B KIMHUYECKOW KapTHHE BBICTYMAIOT CUMITOMBI
MHTOKCUKAIlMM (BBICOKas TemIepaTrypa, MOBBIIIEHHass BO30yIMMOCTb, [0 Mepe HapacTaHUs
CUMITOMATUKHM HACTylaeT HapyLIEHWE YPOBHS CO3HAHHA BIUIOTH A0 KOMBI), & TAKKE CHUMIITOMBI
MOPAKEHUS TMevyeHu (YBeIWYEHHE NMEYEHU, MOXKET ObITh B COUETAHHWU C YBEJIMUYEHUEM CElIe3E€HKH,
acllUT, JKeITyXa — PEIKO), TaCTPOMHTECTHUHAJbHBIM CHHAPOM (CPBITMBAHUS TMOCHE KaXIAOTO
KOPMJICHHSI), TSDKENBIH TeMOpparuyeckuil CHHApPOM (MelleHa, KpoBaBas pBOTa, TIeMaTypus,
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9KXMMO3bI, METEXUH, HOCOBBIC KPOBOTECUEHUS), crenuduyuecKkuil 3amax Moud (3amax ''BapeHo
kanyctbl"). C 3-X HEIeNbHOro BO3pacTa IpPH HAIUYUM CIEAYIOIIEM CHUMITOMAaTHUKU: YacTble
CPBITMBaHMs U PBOTA, OCTAaHOBKA B NPUOAaBKE MACCHl Teja, BBIPAKEHHAs MBIIICYHAS TUIOTOHMS,
COHJIMBOCTbH, HECTIEIU(UIECKHE CUMIITOMbI HHTOKCUKAILIUU, CEPOCTh KOXKH, YBEIHMUCHHE Pa3MEpPOB
KUBOTA 3a CYET AacluTa, TenaTo-CIUICHOMEraluu, JUHaMH4YecKas HENpoXOJAUMOCTh (mapes
KUILIEYHHUKA) MPU HAJTUYUU KUAKUX KaJIOBBIX Macc, ¢ KPOBBIO UM 0€3, OTEKH, MaCTO3HOCTh CTOI, B
71a00paTOPHBIX JAHHBIX — TUMOTJIMKEMUS, TUIOKOATyJSIHs, JECHKOUUTO3, HUTOIN3 OOBIYHO HE
Bbiie 3 HopMm, nosbinieHue ypoBeHss I'T'TII, ¢ HOpmanbHbIMM (Kak MpaBUIIO) MOKa3aTelsiMU
OMTMpyOMHOBOTO OOMeHa (T.e. MIMEET MECTO XOJjiecTa3 0e3 JKENTYXH), 3HAUUTEIHHOE MOBBIIICHUE
ypoBHs ADII (mpu HopMe 110 60 Hr/Mia y aereit 10 5 Mec. @pPBI MOTYT TOCTUTATh | MIJIH. HI/Mi),
PEOCHOK TO/ICKUT CEJICKTUBHOMY CKPUHHUHTY Ha 00Jie3Hr 0OMeHa, B ToM uuncie Ha HT 1.

IIpu xponunueckoit popme (HT1B) ormeuaercs npyras KIMHUYECKas KapTHHA, OOJIE3Hb
pa3BUBaETCS TMOCIIE TOJ0BAIOTO Bo3pacTa, Jaiie B 3-4 roga. HT 1B u3nagaibHO MeHee arpeccuBHa,
HO 3a00JeBaHHE HEYKIOHHO MPOTPECCHUPYET U MOXKET COIPOBOXKIATHCS HPUCTYNIaMU OCTpPOI
MeTa0onuecko gexommeHcanuu. [lpu 31Ol  Qopme HAOMIOMAOTCS Pa3IUYHON CTENECHH
BBIPQ)KCHHOCTH TIOPKEHHS TIC€YCHH, TOYEYHBbIE KaHAIBIEBbIC IUCPYHKIUH, PaXUTOIOIO0OHBIC
M3MEHEHHUs CKeneTa, 00ycioBieHHble runodocdaremueii u runepdocdarypueit, kapauoMuonaTus,
HEBPOJIOTHYECKHE KPHU3bI, CXOJHBIE C IOPPUPUISCKUME (O0JIe3HEHHBIE MTapeCTe3NH, apTepruaTbHas
THMEPTOHUS,  TaXuUKapaus,  TMapaluTHUecKass  HEMpPOXOMUMOCTh  KWIICYHWKA,  HWHOT/A

[POTPECCUPYIOIINE Tapaliud), THIOTIMKEMHs, CBA3aHHas C THIIEpIUIa3ueit B-KieTok
HODKENYI0YHOM JKeNe3bl U THIEpceKpenueil nHcynuaa. HeBpoaoruueckue Kpusbl OOBIYHO AJISATCS
1-7 nHei, moce Yero HacTymaeT Mepruo]i BOCCTAHOBIICHHUS.

VY manueHToB HaOMOAaeTcs HapylmieHHue (YHKIHH peadCcopOIMyd B TMOYEUYHBIX KaHAJIbIAX,
npuBojsaniee K  cuHapomy DaHkoHM, anMI03y, TE€HEPAIM30BAHHON  aMHMHOAIUIYpUH,
pe3ucTeHTHOMY K BuTamMuHy D runodocdaremuueckoMy paxuTy M 3ajepkke pocta. B psane
cilydaeB y peOcHKa HaOMIOAaeTCsl paxuT ¢ AePopManusiMu KOHEYHOCTEH, CTOJIh BBIPAXKEHHOM, UTO
JIETU TIepecTaloT XOAUThb. B 3TOM ke Bo3pacTe AUArHOCTHPYIOT LUPPO3, renaToCIICHOMETaluIo,
MOTyT OBITh HOCOBBIE KpOBOTEUYEeHHs, rumnonporenHemuyeckue oteku. HT1B xapaxrepusyercs
MOCTETNIEHHBIMH ~ W3MEHEHUSMU  TI€YEHH, TMPUBOAALIMMH K  LUPPO3Y U Pa3BUTHUIO
renaToUeUTIOAPHON KapuuHOMbI. DaKTUYECKH PUCK Pa3BUTHUS IeHNaTOLEIUTIONSPHON KapLHUHOMBI
IIpH 3TOM 3a00JI€BaHUM CUMTAETCS CaMbIM BBICOKMM Cpelld BCeX HapylleHuil oOMeHa BemiecTB [17,
18]. Panee cooO11anoch, 4To renaTole/UTIoNIsIpHas KapiuHoma popmupyercst y 37% MaiueHToB ¢
HacneactBeHHor HT1 crapmie 2 net [19], Ho mocnenyromume uccnenoanus B Ckanaunasuu [20] u
KBeOeke [17] mokazamu OoJiee HH3KYIHO YacTOTY TeHNaTOLCIUIIONIAPHON KapuuHOMBI (~ 15%),
BEpPOSITHO, BCIEACTBHE TpAHCIUIAHTAIlMM T[E€YEHH W  YIYYIIeHHs CHOCOOOB  JICUEHHUS.
'emaronemnionsapHas KaplUUHOMAa Yy MNAIMEHTOB C HACIEACTBEHHOW TUpO3uHeMued 1-ro Tuma
pa3BuBaeTcss B Oojiee paHHEM BO3pacTe, YeM NpU JPYTUX HACIEIACTBEHHBIX O0JIe3HSIX OOMEHa
(uacto 1o 5 nert) [18]. luTonu3 MuHUMaNBHEIH (B Ipeaenax Tpex HopM). YpoBeHb ADIT noBblieH
B nipenenax 1000 Hr/mi, cyKiuHMIaneToHa — He Oosiee ueM B 20 pas [9].

ITonoctpast u xponuueckass GopMel 00Jie3HH BCTpedaroTcss npuMepHo y 20-25% OG0sbHBIX ¢
ne6rotoM B 4-12 Mec, KIMHUYeCKas MaHHQecTaluss KOTOpOM IPOBOLMPYETCS BHEUTHUMHU
¢daxTopamu. TakumM TpUTepHBIMH (PAKTOpAMU SIBIISIOTCS JIMXOPAJOUYHbIE COCTOSIHMS, MH(EKINH,
OenkoBasi Harpys3ka, TOJIOJaHME U JIpyrue TUIepKaTaboJMYecKue COCTOSHHUS. Y TalueHTOB
oOHapyXHUBaeTCs MPOrpeccCUpylollee MOPAKEHUE MEYSHHU C IenaTro- WIM renaTocrieHOMerainen
(uMppo3, NE4YEeHOYHas HEAOCTAaTOYHOCTh), 3aJEpXKKa pOCTa, NPU3HAKK paxuTa, MBbIIIEUHAs
TUIOTOHUS, KoaryjlomaTus. XapakTepHO OTCTaBaHUE TNoKas3arened (U3NUYECKOTO pPa3BUTHSL.
HeBponoruyeckue CUMOTOMBI HEPEIKO BKIIOYAIOT THApoledalbHy0 KOH(QUTYpaIHio Yepera,
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cumnroMm ['pede, 3aepKKy ABUTATEIbHOTO M TICUXMYECKOTO pPa3BUTHA. MOTYT HaOIrOnaThCs
HEBPOJIOTUYECKHE KPU3bI (c1a00CTh B KOHEYHOCTSIX, MApaInyd KOHEYHOCTEH U JuadparMbl, pBoTa,
ayToarpeccust M 1p.), KOTOpbIE B ps€ CIydaeB CIYKaT IMOBOJOM JUIS OIIMOOYHOTO JMArHo3a —
myasthenia gravis. HeBponoruueckue M3MEHEHUSI HENOCTOSHHBL. Hepeaxko OMUCHIBAIOT
TUIEPIUTMEHTALNIO KOXKU.

Crnenyer OTMETUTh, YTO 3Ta KJIACCU(PHUKAIUSA JOBOJIBHO YCIOBHA, IOCKOJIbKY HEKOTOPBIE AETU
C OCTpOM JEKOMIIEHCAIlMEl B T€UEHHE NEPBOI0O roJia KU3HU BBDKUBAIOT U UX (POpPMa CTAHOBUTCS
"XpOHWYECKOi", a ManueHTsl ¢ "XpoHu4eckoi" (GopMoii OCTalOTCSl B TPYIIE PHCKA 1O Pa3BUTHIO
MeTabomuueckux Kpu3oB. [lpu 3TOM, BO3pacT Ae0rOTa SIBISETCS BAXXHBIM HPOTHOCTUYECKAM
nokasaresuem. [{o nmosiBIeHUs MaToreHeTHYECKOro JeueHus B TedeHne 1-ro roga ymepau 60% nereit
¢ ne0rTOM 3a00JIeBaHMs B BO3pacTe 10 2 MecAleB, 23% npu nedroTe B BO3pacte oT 2 10 6 MecsIeB
U ToNbko 4% neredt neOroTupoBaBmUX mocie 6 mecsneB [21]. B Hekotophix permoHax P®
MIPOBOJIATCS MPOTPaMMBI 110 MaccoBomy oocnenoBanuto Ha HT1. Cnenyer otMeTuts, uto 10 4 nHe
KU3HU Yy JIOHOILIEHHBIX U 10 7 JHEH XKU3HU Y HEJOHOUIEHHBIX HOBOPOXKJICHHBIX, HEOHATaTbHBIN
CKpUHHUHT OyzaeT Hed(p(eKTUBHBIM, TaK Kak B KpoBH y mauueHtoB ¢ HT1 eme He HakarmBaroTcs
BBICOKHE KOHIIEHTpAIMK CyKInHunanerona [ 31, 36].

NMe4vyeHOYHLbIE nposiBineHnda TMpo3nHemMmMun tTmn 1

OcHoBHble knuHHUYeckue nposiieHns HT1 cBA3aHel ¢ nopaxenwem mnedeHH. Moryr
HaOMOaThCsl OCTpas MEYEHOYHAs HEJAOCTaTOYHOCTh, LUPPO3 TMEUEHUW U TenaToLeUIIoNIIpHas
kapuuHoma [21]. Tlo maHHBIM MEXIyHapOIHBIX HCCiIeAoBaHUN 69% cMepreil ObLIM CBSI3aHBI C
MEYECHOYHOW HEOCTAaTOYHOCTHIO U KpOBOTeYeHHEM, a 16% — ¢ remaToleumoasipHON KapIIMHOMOM.
Cunrernueckas ¢GyHKIUs HapymieHa y OonbpmuHcTBa manueHToB ¢ HT1. Ypoenp dakTopos
cBepThiBaHUs 3amMeTHO cHukeH npu HT1, m y HEKOTOphIX MaUEeHTOB HMEHHO HapyIICHHS
KOaryisiiuM ~ SIBJISIIOTCS.  BEAYLUIUMH, Jpyrue TMpPU3HAKU TMOPaKEHHs TI€YEHU BBIPAKEHBI
HE3HAYUTENIbHO, IOATOMY MAIMEHTOB OOCIEAYIOT Ha MpeaMeT MEepBUYHOM IeMaToJIOrH4ecKon
npobnemsr  [22]. TIpoTpoMOMHOBOE M YaCTHYHOE TPOMOOILIACTHHOBOE BPEMsI MOXET OBITh
Ype3BhIYAHO MPOJOLKUTEIBHBIM JaXKe Yy KIMHHUECKU 3/10poBbiX Aereit ¢ HT1, BbIssBIEHHBIX MpU
ckpununre. [Ipumenenne ButamuHa K TOJIBKO Ha KOPOTKOE BpeMsi MOXKET YIYYIIUTh MPOQUIH
KOaryisiiiii. YPOBHHM TPaHCaMUHA3 B CHIBOPOTKE BAPBUPYIOT U MOTYT ObITh HOPMAJIbHBIMH WIIU
HE3HAYUTENIbHO TMOBBIIICHHBIMH, XOTS B HEKOTOPBIX KPU3HCHBIX CUTYallUSX MOTYT HAOII0IaThCs
ypoBHu Oosee 1000 ME/m, 4to yka3piBaeT Ha 0oJiee CYIIECTBEHHYIO CTEICHb ITOBPEKICHUS
renaToUTOB, U KaK MPaBWIO 3aCTaBseT NPEINPUHATH MIATU K AKCTPEHHOUM TpaHCIUIAHTAlluU
neyeHu. JKenryxa peKo BCTpEUaeTcsl Ha pPaHHUX CTaJAUAX renaTopeHalbHON Tupo3uHemuu. Torma
KaK, ramMmma-riloTaMuiITpancdepaza oObIYHO TMOBBIIIEHA Oojiee 4eM B 2 pa3a, U COOTBETCTBYET
JMCCOLIMMPOBAHHOMY XOJIeCTasy.

[leyeHouHble KpHU3bl MOIYT OBITh  CIPOBOLMPOBAHBI HMHQEKUUSAMH U APYTUMHU
KaTabOJIMYeCKUMHU CTpeccaMu KakK y MJaJIeHIeB, Tak M y JAeTeil crapuiero Bo3pacra. PebGeHok
pa3apakuTeNIeH, 0CIabiIeH U 4acTo TUXOpaauT. YacTo BCTpeyaroTCs aClMT, JKEITyXa U Kelly104HO-
KUIIeYHble KpoBOTeUeHUs. MoXkeT omymaThbes 3anax "BapeHoM KamycThl", HO 3amax HaOmronaeTcs
He 4acTo — npuMepHo B 15% ciydaeB. Mmeercs remaromeranus pasiaudHod creneHu. Kpus
COIPOBOKJAETCS BBIPAKEHHONW NOTIMBOCTBIO, TMIIEPTUIPO3 3a4acTyl0 OOBICHAETCS TEUCHHEM
OCTpOro paxuTa, YTO HE UCKIIOYaeT, a Juib noarsepxkaaetr HT1. Tpemop, runeprunpos u peskas
cJ1ab0CTh KaK MPOSIBJICHUE TMIIOTJIMKEMHMH B MEPUOJ KpH3a BCTpEdaeTcs yalle, 4eM BHe ero. Bo
BpeMsi KpH30B HaOMII0aThCs MOBBIIEHHE YPOBHS TUPO3WHA, METHOHHMHA, IIPOJIMHA U YacTO APYTUX
aMUHOKHMCIIOT B IulasMme. IledeHouHble TpaHCaMMHAa3bl MOTYT PE3KO IOBBIIIATHCS, U MOXKET
pa3BUBAThHCS TUNEPOMIUPYOMHEMHsI, YTO COOTBETCTBYET pacmajay remnaTouuToB. B 3TOT mepuon
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MOXET YCHJIUTHCS IUCPYHKUUS MOYCUHBIX KaHAJIbIEB. XOTS MHOTHE KPH3bl pa3perIaroTcs
CTMIOHTaHHO, NPU YMEHBIICHUH OETKOBOW HArpy3Kd, aJeKBAaTHOTO IAPEHTEPAJIbHOTO MUTAHHUS U
JETOKCUKALIMOHHOW  Tepaluy, W HEKOTOpbIE IPOIPECCHPYIOT [0 IOJHOM I€YEHOYHOU
HEIOCTaTOYHOCTH U MEYEHOYHOH HIE(aTONaTHH.

Mexny kpu3zamMu y OOJBIIMHCTBA MAIMEHTOB HAOJIONACTCS TIeNaTOMEraius JCTKOW WM
CpelHeH CTENeHW TSDKECTH. Y HEKOTOPBIX IAalMEHTOB C (OPMHUPYIOMIMMCS LUPPO3OM WIIU
rernaToMerajimeil ¢ HapyleHUeM reMOJIMHAMUKY U TOBBIIICHUEM PE3UCTCHTHOCTH MAPEHXUMBI (110
JI' cocynoB medeHn) oTMEYaeTcs CIuieHoMmeranus. [leueHo4HbIe TpaHCaMHHA3bl B HOPME HJIM
HEMHOTO TIOBBIIICHBI, 3 YPOBEHb OMIMpyOnHa B HOpMe. AJbda-peronporens nossieH (10-1 000

000 wur/mi; B Hopme < 10). Kiounudyecku ypoBHH o-(peronporerHa g CBIBOPOTKE
OPUEHTHPOBOYHO OTPAKAIOT ArPECCUBHOCTL 3a00JIEBAHUS, KAK M YPOBHH METHOHHMHA B ILIa3ME.
[unepOuIMpyOMHEMHST ¥ TUIIEPAMMOHUEMHS SBJSIOTCS TO3JHMMH IPU3HAKAMHU II€YEHOYHOM
HE/IOCTATOYHOCTH

[Mnppo3, BEpoATHO, B KOHEUHOM HTOTe pasBuBaercs y Bcex naunueHtoB ¢ HTI1, u puck
reMaTone/UTIOSIPHON KapIUHOMBI dpe3BbiyaitHo BbiCOK [19]. C kakapiM rogoMm 0e3 JiedeHus
6one3nun puck pazsutus ['TIK yBenmnuuBaercs ¢ 14 mo 75%. Pannee, 1o mMecsyHOTO BO3pacTa,
HayaJo TMaToreHeTHuueckor Tepanuu cHmwkaer puck [TIK mo 1%, w wHeobxomumocTs B
TpaHCIUIAaHTAIMK TeueHu yMeHbliaercs ¢ 71% no 26% [15, 23]. BaxkHo, 4TO Naneko He KaKIbli
ciydait ['TIK Bo3Humkaer Ha ¢done mupposa. Tak B 0030ope R. Khanna, 2018, Bxmtouatomem 15
uccienoanui, cpeausas yacrora 'K y nereit coctasuna 0,41 ma 1000000, y B3pocnsix — 0,8 Ha
muutoH Hacenenus [24]. Yacrora I'IIK mpu HT1 npesbimact B 40 pa3 ee 4acToTy MpH APYrHX
MeTa0oMMYecCKnX W WH(GEKIMOHHBIX 3a0osieBaHmsx nedeHu. Puck passutus ['IIK mpu HTI
BO3HMKAET MPH OTCYTCTBUU TEpaluM HUTU3MHOHOM™* M HayalloM Tepamuu Mo3Ke | MecsSYHOTO
Bo3pacta [25]. Tem He MeHee, Jdake MPH UIMTCILHOM IepHojae Oe3 JIeUCHHs, YacTh JETeH
OnmaroJapHo OTBEYAIOT Ha TEpamnui0 — BOCCTAaHABIMBAIOTCS CTPYKTypa IEYEHH, KYIUpPYETCs
TyOyJonaTHsi, BOCCTAaHABIMBACTCSI MHUHepaibHas IJIOTHOCTh KOCTEW M AJIEKTPOJMTHBIN OanaHc.
OTMmeueHbl ciiydad, KOT/a MalueHThl ObUIM HalpaBlieHbl HA TPAHCIIAHTALUIO C IIPEIBAPUTEIbHOM
MTOJITOTOBKOM NTBC (2-(2-auTpo-4-TpHdI0opoMeTHIOCH30M )-1,3-IUKIOTeKCAHEAMOH
(HUTU3MHOH™*)) s yIydiIeHus OOMEHHBIX MPOIECCOB, KypcoM Ha 3 Mec., a MO MPOIIECTBUU
3TOr0 MEpHoJia, MOKa3aHWs K TPaHCIUIAHTALMU HcuYe3alu. Y HEKOTOphIX AeTed MNpoosrKaiach
KOHCEpBaTHBHAs Tepamnusi, CTabMIN3alus U/ WU perpecc Huppo3a.

BonpmuHCcTBO MHCTpYyMEHTaNbHBIX MeTonoB uccienoBanus (KT, Y3U, anruorpadwus) He
MO3BOJIIOT HAJEKHO IU(PPEPEeHIIHPOBATh TO0OPOKAYSCTBEHHBIC U 3JI0KAYECTBCHHBIC Y3CIKOBBIC
obpazoBanus. s KT-o0HapyXeHHsT BaKHO BBIMOJHATE TOMOIPadHi0 ¢ KOHTPACTOM U 0e3 Hero,
[OTOMY 9YTO KOHTPACTHPOBAaHHWE MOXKET CKpBIBaTh OJHH Y3CIKH, HO BBIABUTH JpYyrHe.
YysctButenbHOCTh Y3U 1o Kkpaiineit Mepe Takas ke, kak y KT, HO OHO BO MHOTOM 3aBHUCHUT OT
ombiTa Bpaya. CienyeT OTMETHUTh, YTO TIOCKOJIbKY MpeMeAuKanus OapOuTypataMu MOXKET
CIPOBOIIUPOBATh MOPPUPHIAHO-TIOMOOHBIE KpPU3bI, JIydllle u30erarb €€ HWCIOJIb30BaHUSA Y
narueHnToB, He nmosrydaBmux NTBC [26].

HeBponornyeckune Kpusucbl Npu TMpo3mHemum tun 1

HeBponornyeckue (TUPO3MHEMUYECKUE) KPU3BI TeNaTOpPEHANbHOM THUPO3UHEMUH — OTO
OCTpBIE€ AMU30/bI mepudeprueckoil HeBponaTuu. Knuaudecku kpusbl aenstcs Ha nBe dasbl: (1)
aKTUBHBIM Tiepuoj ¢ mpeoOianaHueM OOJIE3HEHHBIX IapecTe3Wil, BEreTaTHBHBIX TMPU3HAKOB
(HampuMep, TUTIEPTOHUS, TAXUKAPIUS, KUIIEUHAs! HEMPOXOIUMOCTh) U HHOTa TIPOTPECCUPYIOIIETO
napanuya U (2) mepuoa BOCCTAHOBJICHHS TOCIE MapaluTU4YecKoro kpusa. M3 48 mamueHToB
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(bpanko-kaHaACKOTo TpoucxoxacHus y 20 (42%) ObuIM OMKMCaHbl HEBPOJIOTHYECKUE Kpu3bl [27].
[lepudepuyeckas runeprnapecTe3usi MPOSBISIETCS ¢ PAaHHETO BO3pacTa — MJaJIeHel OTKa3bIBaeTCs
HaxXOJUTCS Ha pyKax Yy MaTepu, OECHOKOUTCA NpU TNPUKOCHOBEHHUAX, MOTJIAXKUBAHUSAX,
MPEINOYNTAeT HAXOIUTCS B KpoBaTKe. boie3HeHHbIe Kpu3bl HanOoJiee YacThlii HEBPOJIOTUYECKUN
BapuanT [28]. Bo BpeMs mpopoma, KOTOPBIH YaCTO BO3SHUKAET MOC/C HE3HAYUTEIbHOW HH(EKIINN
C aHOPEKCHEH U PBOTOM, PeOCHOK pa3IpaKUTEICH U MEHEE aKTHBEH, YeM OOBIYHO. 3aTeM y peOeHKa
MOSBJISIETCSL CUJIbHAsE 00Jib, YacTo B Horax. YacTo mauueHThl MPUHUMAIOT IO3ULIMI0 KpalHero
THIEPIKCTEH3UH TYJIOBHINA U IIEH, KOTOPBIE MOTYT OBITH OITMOOYHO MPHHSTHI 32 ONIMCTOTOHYC HIIH
MEHUHIH3M. [ UIIEpTOHYC MOXKHO MPUHATH 3a TOHUYECKUE CYIOPOTH, HO Ha CaMOM JI€JI€ MalueHTh
HaXOJATCsl B CO3HAHMUU. Takyke MOTYT HaAOJII0JaThCsl HACTOSAIIUE CYIOPOTH, YacTO B COUETAaHUH C
Tsokenmoi  rumoHarpuemued  [27]. Kpusbl Moryr ObITh HACTOJBKO MYYHTCIBHBIMH, YTO
COIPOBOXKIAFOTCS CaMOTIOBPEkKACHUSIMU [27]. Ba)kHO OTMETHTB, YTO YMCTBEHHOE PA3BUTHE JCTEH C
HT1 siBnsieTcst HOpMaIbHBIM U YTO BO BpeMs KPU3UCOB YPOBEHb UX CO3HAHUS HE CHUKAETCSI.

AxtuBHas (aza 00buHO JUTCA OT 1 0 7 mHEH. B oueHb peakux ciaydasx BO BpeMsl KPH30B
HCKYCCTBEHHAs] BEHTWJISILIMA JIETKUX Oblla HE0OXOIuMa H3-3a JbIXaTeNbHOM €1a00CTH, B OJJHOM
ciyyae Ha cpok Oosee 3 mecsieB [27]. YacTo BO3HHKAIOT PBOTA M KHUIIIEYHAS HEMPOXOIMMOCTD,
KOTOPBIE MOTYT YCIOXHUTH PEXUM NMHUTAHUSA. ApTepuaibHas THUICPTOHUS U CTOWKAs TaXuKapus
XapaKTepHbI Ui paHHEeH CTauK HEBPOJOTHYECKOro Kpr3a. MOTyT Takke BOZHUKHYTh BbIpa)KEHHAs
rUIoHaTpueMusi, runodocdaremus u runokanuemus [27].

Crnenyer otMeTuTh, 4TO y 30 pPOCCHICKHX IMAIMEHTOB HE HAOMIOAIN MOJO0OHOW OCTpOW M
TSDKEIOW  cUMOTOMATuKU.  HeBposiormueckue  Kpu3bl — SIBISIOTCSA ~ OCHOBHOM  MPUYMHOU
3aboneBaeMocTy y manuentoB, He mosydaBmmx NTBC. Mo gaHHBIM MeXAyHAapOJHOTO OIpoca,
10% cmepreit mpu HT1 mpowmsonumm Bo Bpemsi HeBposiormdeckux kpusncoB. [ereir ¢ HT1 u
MpU3HAKaMHU, YKa3blBAIOIIMMU Ha MNPUOTMKAIOMIMNACA HEBPOJIOTMUECKUNA KPHU3UC, CIEAyeT
TOCIUTAIM3UPOBATh Ui TOCTOSHHOTO HAOMIOACHHS 3a pecnupaTopHO (yHKIHMEW BO BpeMs
OCTpOH (ha3ml.

MaTonorusa no4yek npu TMpo3nHemuun tmn 1

VY nauuentoB ¢ HT1 nmoutu Bcerna nmpucyTcTBYET NMOPaKEHUE MOYEK PA3IMYHOM CTEIEHH, OT
Jerko AMCYHKIMU KaHAJIbLIEB 10 SBHOM MMOYEYHOW HemocTaTroyHocTH. [lopaxeHue mnouek
COOTBETCTBYIOT BTOPUYHOMY CUHApOMY (DaHKOHHU, MOTHOMY HJIM HEMOJHOMY: CHI)KEHHE YPOBHS
KaJblUsi B KPOBU; CHIDKEHHE YPOBHS ¢ocdopa B KpPOBH; IMOBBIIICHUE YPOBHS MIEIOYHOMN
docdaraszel; pazBuTHE METa0OJIMYECKOrO aluI03a, HapylIeHHe peadcopOruu OukapOOHATOB B
MPOKCHUMAIIBHBIX KaHAJIbIaX; MOXET OBITh HOpMajbHas OAKCKPEIHs KajbI[Usi C MOYOH mpH
TUINOKAJIbLIEMUH; MOBbIIIeHUE KiIupeHca (hochaToB Mouu, BcackiBaHUE (PpochaToB B KUIIICUHUKE HE
cTpanaet; riaoko3ypus (20-30 r/n1 u BhIIE); pa3BUTHE MeHEPATH30BAHHON TMIIEPAMUHOALUYPHH;
HapylieHne (QyHKIuUH aMMOHHOAUUAOT€HE3a — CHU)KCHHE TUTPALMOHHOW KHUCIOTHOCTH,
noBeieHue pH mMouu 6osnbiie 6,0; pa3BUTHE THIIOKATHEMHUH.

TsoxecTh TUCHYHKIIMN MTPOKCUMAILHBIX KaHAJIBIEB Pa3inyHa U MOKET PE3KO yCYryOIsThCS B
Nepuosbl JIeKkoMreHcarmu. ['unodocdaremuueckuil paxuT SBISETCS OCHOBHBIM KIMHUYECKUM
MpU3HAKOM AuchyHKINU odeuHbIX kaHanbleB npu HT1. V Hekotopsix nereit ¢ HT1 nabmtomaetcs
MOYEYHbI KaHAJIbLEBbIM anuao3. ['eHepann3oBaHHas aMUHOAIMAYPUS BCTpEYAEeTCs 4Yalle, 4eM
rimoko3ypus. [loteps pocdara ¢ MOUOii, BEpOSTHO, SBISETCS OCHOBHBIM MEXaHHU3MOM paxuTa y
9TUX MAIMEHTOB, O Ye€M CBMJIETEIbCTBYIOT YacThle MPOsABIEHUS TMnopochaTeMUun U OTCYTCTBUE
TUMOKANbLIIMEMUH WM TUMOIUIA3UU 3MajH 3yOOB, YTO MOKET CBHJIETEIBCTBOBATH O HAaTOTEHE3E,
CBsI3aHHOM C BUTaMuHOM D [29].
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CkeneTHble U3MEHEHUA npun TMPpo3nHeMun Tmn 1

Jlo nosiBiIeHUs1 BO3MOXKHOCTEN MaTOreHeTHUecKoro jgedenus nauueHtel ¢ HT1 umenu rpyObie
MHOTOIIJIOCKOCTHBIE ~ JlepOpMallMi  CKeJleTa, MaTOJOTMYECKHe IepeliOMbl, yTPUPOBAaHHBIC
MPOSIBJICHUSL paxuTa B BHJIE THUIEPIUIa3UM Xpsmiedl (4eTku W Opaciersl), OallleHHOro depera,
TUIEPruIpo3a, CUHApoMa XBOCTEKa, pa3paXKUTeIbHOCTH, NOTIMBOCTH, JOMKOCTH HOI'TEH, 3yOOB.
[Ipu mpoBeneHNH peHTreHorpaduy BBISBISIIOT CHIKEHHE KOCTHOTO BO3pacTa M OCTEOTICHUIO,
BILJIOTH JI0 OCTEOINIOPO3a, PACHIMPEHHE JUCTAIBHBIX MU(U30B TPyOUaThIX KOCTEH, nedopmanus u
HCTOHYEHHE KOPTUKAJIBHOTO CJOS ISICTHBIX M IUIFOCHEBBIX KOCTEW, Mpearsieunid, rojaeHei, oenep,
cabneBuaHbIe AeOpMaIK BCEX KOCTEH Ha KOTOpbIe OblIa Harpy3ka — €CIH XOIWJI — HIDKHUX
KOHEUHOCTEH, eclu moj3al — u Oedep, W Iwied, W mnpemmieunii. HaGmomarotes nedopmanus
IPYIHOM KIJIETKM, KJIIOYMI, BBIPQKEHHAs TrappucoHOBa 0O0po3ja, IUCIUIa3Usl U TOJIBBIBHX
Ta300€e/IpEeHHBIX CYCTABOB.

Huarno3 nacnencrseHHot HT1 ciaexyet npenmonarats npu HaJTuduH BaIbI'YCHBIX (Yallle) UiIu
BApPYCHBIX MCKPUBIIEHUN KOHEYHOCTEH C CONMYTCTBYMOIIEH remnatomeranueid. Hekoropeie 60ibHBIE
70 2-3 JeT caMOCTOSITENbHO NEPEBUTAOTCS, XOTS PE3UCTEHTHOCTh K Harpy3kaM y HUX HM3Kad, a
3aTeM IMepecTalT XOJAWUTh, YTO HE PEIKO SBISETCS MOBOJOM JUIsl OOpalieHUs K Bpadam. OTO
JIOBOJIHO THUIHYHO JUISl MAIIMEHTOB M3 MHOTOJIETHBIX, COIIMAIIbHO HEOJIaronoJlydHbIX WIH IUIOXO
TOBOPSIIMX MO-PYCCKU CEMEHW U3 CEeTbCKOM MECTHOCTH, TOPHBIX ayllOB, YAAJCHHBIX PailOHOB, I'le
HET CHelHaUCTOB.

Opyrme knuHunyeckme nposiBneHnss wn AauddepeHunanbHas AUarHOCTUKa
TMpo3unHemmm tTmn 1

Knununyecku 3Haunmas runeprpoduueckas KapJUoMUONaTHs OblIa 3aperucTpupoBaHa y Tpex
JeTel ¢ THPO3UHEMHEH, M y OJIHOTO OHa cTaja nmpuauHoii cmeptr [30].

l'unornukemMuss — CUMNOTOM THUIWYHBIN I MJIQJEHLEB 1O TOJla C TSDKEIbIM TEYEHHEM
3a00JIeBaHUs, COITPOBOKIABLIEMCS] IEYEHOUHON HEI0CTAaTOYHOCThIO. [I0aTOMY clienyeT mpoBOAUTD
g depeHnnanbHbIA JUarHo3 ¢ IIIUKOTeH03aMy, HapYIICHUSIMH O0eTa OKUCICHUS KUPHBIX KUCIIOT.

[loBbilIeHHE ypOBHSA THpPO3WHA TakXKe MOXKET HaOmogaTbest Mpu  Japyrux  (Gopmax
HACJIEICTBEHHON THPO3MHEMHUH, KOTOPbIE OTIMYAIOTCSA IO CHEKTPY KIMHUYECKHX MPOSBICHUM.
HenocraTtounocts THpo3nHaMUHOTpaHC(epas3bl — MepBOro pepmeHTa Myt Kataboiau3zmMa THUPO3HHA
— NPUBOJUT K PA3BUTHUIO HACIEJACTBEHHOW THpo3uHemuu 2-ro THna (OMIM 276600), Taxxke
Ha3pIBaeMoOil cuHApoMOM Puunepa-Xanxapra. Tupo3uHemus 2-r0 TUIa COMPOBOKIACTCA
MOBBILICHUEM YPOBHSI TUPO3UHA B KPOBH U Moue. KnuHudeckuii peHOTUN BKIIOYAEeT YMCTBEHHYIO
OTCTaJOCTh, OOJIE3HEHHBIC BBICHIMAHUA Ha poroBulle, GoTododuro, kepatur u OO0JIE3HEHHBII
NAJIBMOTUIAHTAPHBIN THUnepkepato3 [4]. Myranuu, NpUBOISIINE K CHUKCHUIO aKTHBHOCTH -
TUAPOKCUGEHIINUPYBATAMOKCUT€HA3bl — BTOpOro ¢epMmeHta karaboiu3ma THPO3WHA, MOTYT
croco0cTBOBaTh pa3BuTHIO XokMHCHHYpUr (OMIM 140350) unu HacneACTBEHHON THPO3UHEMUH 3 -
ro tuna (OMIM 276710);

2. [InarHocTtuKa 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHUMW WU
COCTOSIHUA) MeAULMHCKME MNOKa3aHMA W MPOTUBOMNOKAa3aHUA K NPUMEHEeHUIo
MeTO[0B ANarHOCTUKMU

I[I/Ial"HOS HT1 YCTaHaBJIMBAIOT Ha OCHOBAHWU JAHHBIX CEMEMHOro aHaMHE3a, KIMHHYCCKHUX

CUMITOMAX, JTaHHBIX WHCTPYMEHTAIbHBIX MCCIEIOBAHUMN, a TAKXKe pe3ylibTaTaX OMOXMMHYECKON U
JAHK-nuaraoctuku
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2.1. XXanoobl U aHaMHe3

[Tpu cOope anamHe3a H kajo0 PeKOMEHJI0BAaHO OOPAaTUTh BHUMAHKE HA CIIENYIOIINE 5KaT00bl
1 aHAMHECTUYECKUE COOBITHS:

- OTATOIICHHBIM CEMEHHBI aHaMHe3 (CXOOHBIE CHUMITOMBI Yy CcHOCOB TmpoOaHna,
OIM3KOPOICTBEHHBIN OpaK);

- clly4au BHE3aIlHOM JETCKOM cMepTH;

- CpBITMBaHUs, pBOTA;

- IOTEPsI Macchl TeJa, M0Xas MpudaBKa Macchl TeNa;

- JKENTYXa;

- HOCOBBIE€ KPOBOTEUEHMSI, KPOBOTEUEHMSI U3 MECT UHBEKIIUII;

- YBEJIMUEHHUE Pa3MEpPOB MIEUEHH, CENIE3EHKH;

- cieuuduueckuil "KamycTHBIA" 3amax Tena;

- pa3nu4Hble AeQopMaIK CKeleTa (Jalie HIKHUX KOHEYHOCTEH);

- 33016l TUMOTJINKEMUY B aHAMHE3€.

KanoOpl m aHaMHe3 TaKKe OMHUCAHBI B pa3jiese "KIMHnIecKas KapTuHa'.

2.2. dusnkanbHoe obcnegoBaHue

[Tanmenty ¢ momo3penumem ©Ha HT1 crmemyer mnpoBecTH TOJHOIEHHOE (PU3UKAIBHOE
oOcnenoBanue, obOpamias ocoboe BHUMaHME Ha MalblIaTOPHOE U MEPKYTOPHOE HCCIEeI0BaHUE
MIEYECHU U CEeJIe3CHKHU.

Octpas dpopma HT 1A:

- 3a/iepKKa GU3UYECKOTO Pa3BUTHS,

- ¢eOpunbHas TEMIeparTypa;

- pBOTa, 00E3BOKMBAHUE;

- uapes;

- rernaTo-/TenaroCcIieHOMeraus;

- aCLIUT U AUHAMUYecKasi HeMPOXOAUMOCTh KUIIICUHUKA;

- )KeNTyXa (Ha cTaguu OCTPOro IernaTuTa);

- OCTpO€ JKETyJOYHO-KHUIIEYHOE KPOBOTEUYEeHHE (BO3MOXKHBI MeEJEeHa, pBOTa KodeiHon
rymei);

- 0€30€JIKOBBIC OTEKH, aHACAPKA;

- KPOBOTEUEHHS 32 CUET CHIKEHHSI OEJIKOBO-CUHTETUUYECKOM (PYHKIIUU MTEUCHH;

- MHOTJ1a crielu(prUecKuii "KamyCcTHBIN" 3amax Tena;

- TUINEPTrUApO3, KOTOPBIA BHIPAXKEH B MEPHUOJ KPU30B, OCOOEHHO Ha (DOHE JIMXOPAaJKU U
TUTOTJIMKEMUH;

- runepecte3us (peOCHOK MPeaNOYUTaeT HaXOIUThCS B KPOBAaTKe, a HE HA PYKax y MaTepH)
SIBJISIETCS IIPOSIBIIEHUEM TOJTMHEUPOIIATHH.

Xponnueckas HT 1B:

- 3aliepkKa pocra, Ha 3-4 rojga oTcraeT (DU3HMOJOTHMYECKash CMEHa 3yOOB, 3aJICpP)KUBACTCS
KOCTHBII BO3PacT;

- rernaTo-/TenaToCIICHOMETaIHs;

- aCIIUT U JIMHAMHYECKAsI HEITPOXOAUMOCTh KUIIICYHUKA;

- JKenTyxa (Ha CTaJiuu OCTPOTO renaTuTa);

- OCTpO€ JKEMyJOYHO-KHUIIEYHOE KPOBOTEUYECHHE (BO3MOXKHBI MEJIEHa, pBOTa KodehHOoU
ryuiei);

- 0e30eNKOBBIC OTEKH, aHACAPKA;
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- KPOBOTEUEHHUS 32 CYET CHIDKEHHS OSTKOBO-CHHTETUUECKOH (PYHKIIMU MIEUYEHHU;

- uHOTAa cnenuduyeckuil "KarmycTHBIN'" 3amax Tena;

- TUOEPruapo3, KOTOPBHIA BHIPAKEH B IEPUOJ] KPU30B, 0COOCHHO Ha (OHE JIMXOPAIKH H
TUIOTJINKEMUH;

- Tunepecte3ust (peOSHOK MPEANOYNTAET HAXOUThCA B KPOBAaTKE, a HE HA PyKaxX y MaTepu)
SIBJISIETCS [IPOSIBIIEHUEM MOJIMHENPONIATUH;

- paxuTomno100HOe 3a00JIeBaHNE BCIIEACTBUE THKEIOW TyOYIOTIATHH;

- mepudepuyeckas HeHpomarusi, OCTpbie aOAOMHHAIBHBIC KpPW3bl, WM TaK Ha3bIBacMbIe
"Tupo3uHeMHUYecKue" KpU3bl, KOTOpbIE MPOBOLMPYIOTCS IPUEMOM BBICOKOOEIKOBOW MHIIU H
COITPOBOXKAAIOTCS JIMXOPAJIKOM, PBOTOM, NHTOKCUKAIIUEW;

- KapIMOMMOIIATHsI M apTepuanbHas THUIEPTEH3UsT NPOSABISAIOTCA Kak pe3yabTaT
MeTab0IMYECKHUX MPOLECCOB, TaK U BTOPUYHO Ha (JOHE MOPAKEHUS MOYEK.

2.3. JlabopaTopHble AMarHoCTUYeCKue uccrnenoBaHus

- PexomenayeTcsi BceM ManyeHTaM ¢ KJIMHAYECKMMH MpU3HAKaMH, XapakrepHbiMu st HT1
KOMIUIEKCHOE  OTpENEeICHUE KOHIICHTPAIlUM Ha aMHHOKHCJIOT H  CYKIIMHWIAIETOHa B
OMOJIOTHYECKHX JKHIKOCTSIX METOJIOM TaHIEMHOW MacC-CIEKTPOMETPHH C IEJIbI0 OHOXUMHYECKOTO
MOATBEPKICHUST JUarHo3a u JuddepeHnnaibHOd JUArHOCTUKA C JIPYTUMHU HACIEICTBEHHBIMU
HapymeHussMu ooMeHa Beniects [1, 4, 10, 31].

YpoBeHb yOenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB — O.

KommenTtapun: BaxkHO MOMHUTH, YTO B3sATHE OMOJOTMYECKOTO Marepuana i aHAIN30B
(MOYHM Ha CYKIIMHHWJIALETOH M KPOBH JJISi MPOBEICHUS TaHAEMHON MaccC-CIEKTPOMETPHUH) JTOJIKHO
MPOBOJUTHCS 10 Hauyana HUH(Y3MOHHOW Tepamuu, OCOOCHHO BBEICHHS IJIa3MO3aMelIaoINX
PacTBOpPOB M KOMIIOHEHTOB KPOBH.

[TarornomounuHbIM Npu3HakoM HT 1 sBisieTcst BBICOKMI YPOBEHBb CYKIIMHUWJIAIIETOHA B MOYE
1 1uiazme kpoBu (Hopma 0-2 MM/Momb kpeatnHnHa). HeGombIoe moBbIlieHne CYKIIMHIIIAIETOHA B
KpOBM M MOYE MOXKET HaOIoIaThCsl NpU MepekopMe OeIKOBOM muuieil, MNpUBOIALIEM K
¢dbyukuuonansHOM HenmocratouHoctu FAH. VccrnenoBanmwe cyKuuHMiIaleroHa HEO0X0AUMO
MIPOBOJMTH /10 Hayasjla JETOKCUKAIIMOHHOW Tepamnuu, MepeuBaHusl IIa3Mbl U JPYTUX KOMIIOHEHTOB
KpPOBHU.

Bricokuii ypoBeHb METHOHMHA MPUBOJAUT K MOSBICHHUIO "KalyCTHOro'" 3amaxa, KOTOpbIA HE
Tak creud@uyeH, Kak OMNMCHIBAJIOCh paHee, M CKOpee OTpakaeT MEYEHOYHO-KIECTOYHYIO
HEJI0OCTAaTOYHOCTh. Y PpOoBeHb THPO3uHA BbIle 200 MKMOJIB/JT ¥ TTOBBIIICHUE €r0 MPEANICCTBEH HUKA
(dbeHmnanaHuHa TIpU TUPO3SUHEMHH OIPENENSIIOTCS JIMIIb Yy JeTel ¢ HOPMAaJbHBIM HYTPUTHUBHBIM
CTaTycoM. Y HCTOILIEHHBIX JeTeH C JTUTEIbHBIM aHAMHE30M U KIIMHUKOM OEJIKOBO-3HEPreTUYECKOM
HEJ0CTATOYHOCTHU COJIep KaHue TUPO3HHA U (DeHuIIaaHuHa B KPOBH MOTYT ObITh B HOpMe. Ha done
MPOBEJICHUHU CHelU(pUUEcKOil Tepanuu HUTU3MHOHOM™*| HU3KOOENKOBOW AMETHI M MPOBEICHUU
JETOKCUKAIIMOHHOM Tepanuu ypOBEHb CYKI[MHWIALETOHA 3HAYUTEIBHO CHUYKACTCS U JOCTUTaeT
HOPMBI B TeueHue cyrok. Cienyer ¢ OCTOPOKHOCTBbIO OTHOCUTCS K MHTEPIIPETAllUU Pe3ylIbTaTOB
aHallM3a aMHMHOKHUCIIOT, MOCKOJbKY MOBBIIIEHHE YPOBHA (heHUIIalaHWHA, TUPO3MHA U METHOHWHA
4acTo HaOMoaeTcs Mpu 3a00IeBaHMIX, COMPOBOKIAIONIUXCS TSKEIBIM MOPAKEHUEM NIEYeHU

- PexoMeH10BaHO BCEM MalMEHTaM C KIMHUYECKUMU NpHU3HaKamu, XxapakrepHeiMu st HT1
omnpenenenue anbda-peronporenna (APII) B cbiBOpoTKe (WM IU1a3Me) KPOBH, KOTOPBIN SIBIISETCS
oJTHUM 13 OnoxuMudeckux mapkepoB HT1 ¢ menbio OMOXUMHUECKOTO MOATBEP)KICHUS IMarHos3a u
middepeHnanbHON TMarHOCTUKU C JPYTUMH HAclleICTBEHHBIMU HApYIIEHUSIMU OOMEHa BEIECTB
[1, 4, 10, 31].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENIbCTB — 5.

Kommenrapun: A®IT — mapkep nponudepannu xerdHbx npotokos, npu HT 15 nmoBblieH B
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necatku, a y npereir ¢ HT 1A pmaxe B Tthicsium pa3. A®Il He cneunduysblii, HO OYECHb
YyBCTBUTEJIbHBIN [10OKa3aTelb, IPU HOpMaJIbHOM ero ypoBHe quarto3 HT1 comuutenen. B Hopme y
nereit ot 0 1o 3 mec. Konnentparus A®II < 1000 ar/mit; ot 3 MecsneB A0 18 et KOHIEHTpauus
A®DII < 12 ar/min.

JIpyruM MapKepoM SIBJISETCS TIOBBIIICHUE 0-aMHUHOJICBYJIMHOBOM  gycroTer, Tak Kak
CYKIMHUJIALETOH WHIHOUPYET IEruporeHasy 0-aMHUHOJICBYJIMHOBOM  ycrorer B mevenn u

SpUTpOLMTAX. B HOpME comepikanue 0-aMUHOJICBYJIMHOBOH gyciorhr B pa3oBoil mpobe MoYM
cocraBisieT < 34 MkMOJIB/I (hopMmyna nepepacuera < 4,5 mr/i x 7,626), B cyrounoit moue — ot 11,4
no 57,2 mxmods/cyrt (1,5-7,5 mr/cyr).

[ToBbIlIEHHE KOHIEHTPAI[HH 0-aMHHOJICBYJIMHOBOM  yycnothi oTMewaeTes Takke npu
ocTpeix nophupusx (ocTpas nepeMexaromascs, ''mectpas", BpoKJIeHHas Kompomnopupus),
OTpPaBJICHUM CBHUHIIOM, JAe(ULUTE aMHHOJEBYJIMHAT-AEruapaTasbl (rOMO3UTOTHI). YMEpEHHOe
MOBBIIIICHUE MOXKET HAONIOAAThCS TMPU JUA0ETUYECKOM KETOalua03e, OepeMEHHOCTH, TO3AHEH
KOXXHOU MOop(pUpHH U MIPU MpHEME HEKOTOPBIX TPOTUBOCYAOPOKHBIX CPEJCTB.

- PekomeHsoBaHO BCeM MalMEHTaM C KIMHUYECKUMU U OMOXUMUYECKUMH H3MEHCHUSMH
xapaktepasiMu  anmg HT1 wuccnenoBanme rena dymapmnaneroruaponassl (FAH), ¢ uemnsio
MOJIEKY/ISIPHO-T€HETUYECKOTO TMMOATBEPsKACHH auarnosa [1, 4, 5, 10, 16, 31].

YpoBeHb yOoenuTenpHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4.

KoMMeHTapuu: 4acTBIMU ITAaTOTEHHBIMH BapUaHTaMH SBISIOTCS: ¢.554-1G>T, €.1062+5G>A,
€.1025C>T (Pro342Leu) ¢.1090G>C (Glu364GIn).

- PexoMeHmyercs manmeHTaM C KIMHWYecKuMu mposiieHusmMu HT1 mpoBenenue oOmiero
(KITMHUYECKOTO) aHaJIM3a KPOBU Pa3BEPHYTOTO (TEeMOTJIO0MH, KOJIMYECTBO SPUTPOIIUTOB, IIBETOBOM
MoKa3zaresb, KOJWYECTBO JICHKOIIMTOB, TPOMOOIMUTOB, JeHKoIMTapHas ¢GopMmyla U CKOPOCTh
OCEllaHUSl DPUTPOLUTOB), JUIA OIICHKA OCHOBHBIX IapaMeTPOB KPOBETBOPEHHUA U HaIMUUs
BOCHAJMTEIBHBIX TIpoIieccoB [32].

YpoBenb yoeaurensHoCcTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JOKa3aTeNIbCTB — .

- Pexomennyercs mauueHtaM ¢ kinHu4Yeckumu mnposisienusmu HT1 mpoBenenue oOmiero
(KITMHUYECKOT0) aHaIn3a MOYH JUIS OLIEHKH COCTOSIHUSI MOYEBBIBOASAIINX MyTel U mouek [33].
YpoBenb yoeaurensHoCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JOKa3aTeNIbCTB — .

- Pexomennyercss manueHTam ¢ KiaumHH4eckumH mposieieHusimu HT1 npoBenenue ananmsa
KpOBH 00I11eT0 OMOXMMHUYECKOTO TEPAIIeBTHYECKOro (TJIH0K03a, 00ImIMid 0eIoK, OeaKkoBbIe (hpakiiuu
(uccnenoBaHue ypoBHA ~albOymMuHa B KPOBH, OIpEleleHHE  albOyMUH/TIOOYIMHOBOTO
COOTHOIIEHUS B KpoBH), MccnenoBanue ypoBHs oOmiero OmnmpyOuHa B KpoBu, VcciemoBaHue
ypOBHSI OmnupyOMHa CBSI3aHHOTO (KOHBIOTUPOBAHHOTO) B KpoBH, lccinemoBaHue ypoBHS
OwnnpyOuHa CBOOOJHOTO (HEKOHBIOTMPOBAaHHOTO) B KPOBU XOJIECTEPUH, TPHUIIIHLECPHUIBL,
JUMONPOTEU bl HU3KOM U BBICOKOM MIOTHOCTH (MCCIEIOBaHME YPOBHS JHMIONPOTEUHOB B KPOBH),
menoyHass  Qocdaraza, ramma-rmotamunarpancdepasa  (I'TT), kpeaTuHuH, MOYEBHHAa,
anaHnHaMuHoTpaHcepaza (AJIT), acmapratamuuorpanchepaza (ACT), kampiuil oOuwmii u
MOHMU3UPOBAHHBIN, HATpUH, Kaluil, HeopraHuueckuii gocdop, xene3o u GeppuTUH) Ui OLEHKH
(YHKIMOHATIBHOTO COCTOSIHUS BHYTPEHHHUX OPraHOB, HaJIW4MS HMH(EKIHMOHHBIX OCJIOXHEHUH U
HYTPUTHBHOTO cTaTtyca nmanuenra [1, 4, 5, 10, 31].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTeNbCTB — 5.

Kommenrtapuu: B kpoBH 0TMeUarOTCs YMEPEHHO MOBBIIIEHHBIN YPOBEHb TpaHCaMHHAa3 (B 2-3
u Ooiiee pa3), BBICOKHI ypoBeHb ramma-riatroTamuirpanchepassl (ITT) u menounoit docdarassl
(ILI®), xoTOpHBIE ABJISAIOTCS MPU3HAKAMU BHyTpHIieueHOYHOTo Xoisiectasza. [Ipu HT 1A ormeuaercs
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YMEPEHHBIM  BHYTpUIIEUEHOUHBIM  Xxojecta3, mnpu HT 1B xomecra3 MoxeT  OBITH
JMCCOIMUPOBAHHBIM: IIPU HOPMAJILHOM ypOBHE OmiupyOuHa otMedaeTcs Beicokuid yposenb ['TT, a
Taroke menouHoi ¢ocdarazer (D), yBenuyeHnne KOTOPOl MOXKET OBITH MPOSBICHUEM OCTPOTO
paxura.

[Ipn Hanmuum paxuronoo0HOro 3abosjeBaHusi akTUBHOCTH IIIdD mpesbiiaeT HOpMy B 5 u
Oonee pa3. BreIpakeHHOCTh TYOyJIONATUU OMPEAETSETCS DJICKTPOJMTHBIM JTUCOANaHCOM U
MIPOSIBJIAETCS HU3KUM YpOBHEM Kaiblusi U Qochopa B cbiBopoTke KpoBU. Cunapom dankoHu
MOXET OBITh, Kak IOJHBIM, TaK W  HEMOJHBIM, ONTHMaJbHO OH  OIpPEIEINseTCs
KaJIbIIMIA/KPEaTUHUHOBEIM U (pocop/KpeaTHHUHOBBIM KOA(P(PHUIIMEHTOM B DPa30BOi (BTOPOIA)
MOPLUMHU MOYH, KOTOPbIE MOTYT OBITh JIO)KHOOTPULATEIbHBIMU IIPU HHU3KOM YPOBHE 3THX
NMEKTPOJUTOB B KpoBHU. [lpm3nakm cumHapoma (DaHKOHM  BKIIOYAKOT  IJIIOKO3YPHIO,
reHepaIM30BaHHYI0 aMUHOAIIMTyPHIO, TOUEUHBIN KaHAJIBLIEBBIN alui03, pocdaTtyprio. Bropuunslit
TUIeprapaTupeo3 CONpsHKEH ¢ THUIMOKaiableMmuel, runodocdareMueil 1 COOTBETCTBYIOIIUMHU UM
Kanpmid- U pocharypueit [1, 4, 7, 9]. V ne nedennsix namuerToB KOC KpoBH XapakTepH3yeTcs
nepunurom 6ukapobonaros. [Ipu octpom teuenun HT 1A oTmeuaeTcss MeTabOIMYECKUI aIua03 3a
CUeT HapylIeHHs KoMIeHcaluu OukapOoHaTaMu. MOXET BBISABIATHCS TUIOTIMKEMUS, KOTOpas
CBSA3aHa C NEYEHOYHO-KJIETOYHON HEJOCTATOYHOCTHIO ¥ UCTOLEHNEM 3aI1acoB IJIMKOT€HA B MIEYECHH
WM 00YCIIOBJIEHA TUIIEPUHCYIUHU3MOM.

- PexkoMennyercs TmpoBeJeHHWE KOAryJlorpamMMbl  (OpPUEHTHPOBOYHOTO  HCCIICIOBAHUS
romeocrtaza) (AUTB, MHO, onpenenenue mpoTpoMOMHOBOTO (TPOMOOIIJIACTUHOBOTO) BPEMEHH B
KpOBM WIM B IUIa3Me, MPOTPOMOMHOBOE BpeMs, HPOTPOMOMHOBBIM HHJIEKC, (DUOPHUHOTEH)
nanueHTaM ¢ KIMHu4YeckuMu mnposiBieHussMu HT1 st oueHkn (yHKIIMOHATIBHOTO COCTOSHUS
[ICYEHHU ¥ CBEPTHIBAIOIIEH CHCTEMBI KpOBH [4].

YpoBeHb yOoenuTenbHOCTH peKkoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KommenTapwmii: Koarymorpamma HeoOxoauma i BBISBICHUsS BUTaMuH K-3aBHCHMOM
KOaryJiomnaTuy, KoTopasi XapakTepuszyeTcsl AeHUIMTOM BCEX MEUYEHOUHBIX (PAKTOPOB CBEPTHIBAHUS
(I, Vv, VII, X, IX, XI, XII), yuiuHeHueM TpOoTPOMOMHOBOTO W aKTHBHUPOBAHHOTO YaCTHYHOTO
TpomOoIuIacTuHoBOr0 BpemeHu (AUTB), cHmwkeHrneM nmpoTpoMOMHOBOTO MHJEKCa, (GUOPUHOTEHA,
antutpomOuna III. Koarymomatusi wame BcTpedaercss mnpu octpoi tuposuHemun (HT 1A),
MPOTEKAET 3HAUUTENIBHO TsDKellee, YeM MpHU APYyrux OO0JIe3HSX IEeYeHH, MPU STOM AaKTHUBHOCTH
TpaHCAMHMHA3 U U3MEHEHHUs CcoJepxaHus OWIMpyOMHA MOTYT OBbITh BBIPRXKEHbI YMEPEHHO U HE
COOTBETCTBOBATH TSHKECTH COCTOsIHMS pebenka [1, 4, 7, 9, 10].

- PexomeHnpayercs mamueHtam it nuddepeHnuansHon auarHoctikd HT1 ompenenenue B
CBIBOPOTKE KPOBH: TaJaKTO3bl Ul MCKIIOYCHUS TaJlaKTO3EMHUHU THUI 1, olpelelieHue aKTUBHOCTH
anbda-l-aHTUTpUIICKHA B KPOBH i1 HCKIOYeHUs jaedumura anbda-l-aHTUTpHUIICHHA;
UCCIIeIOBAHUE YPOBHS aMMHUaKa KPOBH [UTsl HCKITFOUCHHUS HAPYIICHUH IMKJIa MOoueBHHBI [ 32, 36].

YpoBenb yoeautenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTHU JOKA3aTEeNIbCTB — .

KommeHTapuu: k 3a00JIeBaHUSIM C KOTOPHIMH HEOOXOMMO MPOBOIUTH TU(PPEpEHIIHATHHYIO
JMArHOCTUKY OTHOCSTCS: TajlakTo3eMusi TuUl |, HapylmieHUS OKHUCICHHUS JKUPHBIX KHUCIOT,
MUTOXOH/pPHAIIbHbIE TeMaToNaTud, HapylIleHUs IUKJIa MOYEeBHUHBI, 00Je3Hb BuiabcoHa,
OHKOJIOTHYECKHe 3a00JIeBaHMs MEYCHU U JIpyrue 3a00JIeBaHUS, COMPOBOXKIAIONINECS CHHIPOMOM
xoJectasza. BeiOop uccnenoBanuii — HHIUBUIYATbHO B 3aBUCHMOCTH OT KJIMHUYECKON CUTYAIIUU.

2.4. UHcTpyMeHTanbHble AnarHoCTMYeCKue uccrieqoBaHus
- Pexomenpgyetcst mpoBeneHue yabTpa3BykoBoro uccienoBanus (Y3U) opranoB OpromrHoit

ITIOJIOCTH M IIOYCK (y.]'IBTpaSBy'KOBOe HCCIICAOBAHUC OPraHOB 6pIOUlHOI>'I IOJIOCTHU (KOMHHCKCHOC),
YJIBTPAa3BYKOBOC HCCICAOBAHUC HO‘-ICK) BCCM IMAlIUCHTAM C KIIMHUYCCKUMU IMPU3HAKAMU HT1 JUIA

12 n3 47


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgauun — HacnegcteeHHas TuposuHemus 1 tuna — 2021-2022-2023 (23.09.2021) — YTBepxaeHbl MuHsgpasom
P®

BBISIBJICHUS T€MaTO-, CIUICHO- U Hedpomeranuu, aciura [1, 2].

VYposeHs yoeautenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.

KomMenTtapun: Busyanuzaius nmapeHXUMBbI MIEUY€HN HAYMHACTCS OOBIYHO C YJIBTPa3BYKOBOTO
UCCIIEIOBAHUS, SBJIAETCA IEPBBIM METOJOM OIMCAHMs, JKEJNATEJbHO C JOMNIUIEPOBCKUM
HCCIIEIOBAaHUEM, @ IIPU BO3MOKHOCTH U 3JIACTOMETPUH. Y BCEX MALMEHTOB IPH IOJ03PEHUH Ha
HT1 nomxno ObITh BhINOJIHEHO Tak ke Y3U mouek. Koutponsubsie Y3U neuenu u moyek JOJKHBI
IIPOBOJUTCS Kaxzable 6 Mec., Ipyu cTaOmiIbHO cHukaromuxcs nokasarensix A®IL. Ecnu B nedenu
OOHaApYXHMBAIOTCA Y3/Ibl (KaK TUMEpP- TaK M TUIOAXOTEHHBIE), CIEAYyeT MPOBECTH AlIbHEHIIYIO
BU3YyaJIM3alHI0, IPEANOYTUTENBHO ¢ nomolbio MPT. OnHako He CylecTBYET €MHOTO UJI€aIbHOTO
MeToga. B HekoTopo#l cremeHu BBIOOp MeTona OyaeT 3aBHUCETh OT HMMEIOLIMXCS PECypCoB U
CPEICTB.

[Ipu Haymumu GoKaTBHOTO WU MYIHTH(HOKAIEHOTO TopaxeHus napenxuMmbl npu HT1 yxe
SBJIIETCS OCHOBAaHMEM [UIsl PELICHMs] BOMpOCAa O NPOBEACHHM TpaHCIUIaHTAaUuM nedeHu. Her
HEO0OXOJIMMOCTH B SKCTPEHHOM omepanuu npu Iud@y3HbIX U3MEHEHHUAX [eYeHHu, LUppo3e 0Oe3
y3JI0B, TaK KaK JIEYEHHE HUTHU3MHOHOM IPHUBOJUT K perpeccy LHUppo3a M JAeT BO3MOXHOCTb
OTCPOUYUTH TPAHCIUIAHTALHUIO.

Ecnu nmaperxuma umeet muddy3HyIO THIIEPIXOTEHHOCTh, HEOTHOPOIHOCTh, HO 0€3 00BEeMHBIX
BKJIFOYEHUH U NpU HOpMasibHOM ypoBHe A®DII, nokazaHo TMHaMHUYECKOE HCCIEAOBAaHUE COTIIACHO
IUTaHy MOHUTOPUPOBAHHMS C TIEPHOAMIHOCTRIO 6 Mec. [1, 10-13].

[Ipy mosiBIEHWM TUTIOIXOTEHHBIX OKPYIJIBIX O0Opa3oBaHMU (Y3J0B pPEreHEepalvu) WM WHBIX
MOJO3PUTENLHBIX Ha aJ€HOMY, KapLUHWHOMY, WM TeMaHTHuoMy o0Opa30BaHMN TMOBBIIIEHHOMN
IUIOTHOCTH, @ TaK)Ke JIOTIOTHUTEIbHOE BU3YAIM3UPYIOIIEe NCCIIeI0BaHNE, KPATHOCTh UCCIIEI0BAaHUS
A®II Bo3pacraer — pa3 B 3 Mec. Bcerma cimenyer uMeTh IWCKHM WJIM CHUMKH TMPEIbITYIIHX
WCCIIEIOBAaHUMN JJI1 CPaBHUTENIbHOM OLIGHKH AaKTYaJlbHOTO HCCIEI0BaHUSA. Y BCeX NalleHTOB
JOJKHO OBITh YJABTPAa3BYKOBOE HCCJIEIOBAHUWE HE TOJBKO IEYeHH, HO W mouek. Eciu y3ibl
MPUCYTCTBYIOT B IE€UYEHH, CIIEyeT MPOBECTH AAJbHEHINYI0 BU3yalH3alUIO, MPEANOYTUTEIHHO C
noMoibio MPT ¢ BHYTpUBEHHBIM KOHTPACTUPOBAHHUEM.

- PekoMeHyeTcsl TYIJICKCHOE CKaHMPOBAHHE COCY/IOB TEUYCHH, MYIJIEKCHOE CKaHWPOBAHHUE
apTepuil TOYEK, AYIJIEKCHOE CKaHUPOBAHHWE COCY/OB CEJIC3CHKH IMMalMeHTaM C KIMHHYECKHUMH
npusHakaMmu HT1 wim ¢ ycranoBiaeHHbIM auarHo3oM HT1 mo mokasaHusiM C 1LEJTbI0 OLIEHKU
CKOPOCTH KpPOBOTOKa M COCTOSIHHS COCYAOB II€UEHHU, BBISBICHHUS IPU3HAKOB MMOPTAITHHOU
runeprensuu [4, 10, 12, 31].

YpoBeHb yOeauTenbHOCTH peKoMeHaanui — C, ypoBEHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KommenTtapuu: 1[BeToBO# nommiep MOXKET MCHOIb30BAaTHCS UISl OLIEHKH COCYIOB MEUEHU U
NMopTajgbHON rurnepTeH3uu. OJHAKO HE BCE Y3EJIKH MOTYT ObITh OOHapyXeHbI, U 3PPEKTUBHOCTD
MEeTO/Ia 3aBHCUT OT OIbITa cnenuanucra. MynbTu-gerektopHoe KT-ckanupoBaHue sBiseTCS
OBICTPBIM U 00ECIeYuBaeT MHOTOIUIOCKOCTHYIO BHU3YaIH3allMI0 C XOPOILIUM MPOCTPAHCTBEHHBIM
paspellieHreM aHoOManuii B medeHu. KOHTpacT MOXKeT yaydylIuTh AeTanu3aiuio ¢ 66% no 82%,
MTO3BOJISAIS BBISABJISITH 3JI0KauecTBeHHbIC M3MeHeHus [14, 17, 18]. Tem He MeHee, aHANIM3 pUCKA H
TIOJIB3BI ABISIETCS 00s3aTebHBIM, YTOOBI U30€KaTh 0OMYUEHHS Y JeTe, y)Ke MOABEPIKEHHBIX PUCKY
31I0Ka4€CTBEHHOTO O00pa30BaHMs, MO3TOMY OH TpeOyeT MOBTOpHOW olleHKH. MHorma tpedyercs
ceJalus, 4TO TaK K€ OTPAaHUYMBAET UCCIIEIOBAHHE.

- PexomeHJ0OBaHO BceM MalMeHTaM ¢ KIWHUYecKuMU npusHakamu HTI1 mnposenenue
AIIACTOMETPUH TeUeHH (d1acTorpaduu MeUYeH ) ¢ eNbI0 OlleHKH cTeneHu ¢pudposa [1, 4, 5, 6].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTENbCTB — 5.

KommeHTapun: DnactoMeTpusi — ONTUMaJbHBI HEWHBA3UBHBIA YIBTPAa3BYKOBOM MeETOJ
KOJIMYECTBEHHON OIIEHKM IIJIOTHOCTH TKAHU IMEYEHH (B KAaueCTBE aJbTEPHATHBBI — KOMIIbIOTEpHAs
TOMOTpadusi OpraHoB OpPIOIIHOW MOJOCTH W/WIM MarHMTHO-pPE30HAHCHas ToMOrpaduu OpraHoB
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OpIOIIHOM MOJIOCTH).

- PexomeHnnoBaHO mnamueHTaM ¢ KiIMHMYeckuMu npu3Hakamu HT1 no mnokasanusm
MPOBEACHNUE KOMIBIOTEPHOW TOMOrpaduu OpraHoB OpIOMIHOW TIOJOCTH W/WIM MAarHUTHO-
pe30HaHCHOM  ToMorpauu  OpraHoB  OpIOUIHOM  MOJIOCTM €  MAarHUTHO-PE30HAHCHOM
xonanruonankpearorpapueit (MPXIII') ¢ menpio BEISBICHHS 00BEMHBIX O0pa30BaHUN M OICHKH
COCTOSIHUSI IPOTOKOBOM cuctemsl [1, 4, 5, 6, 11, 31].

YposeHns yoeautenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.

Kommenrtapun: JlaHHbIE METONBI BU3yadH3allMd HEOOXOAWMBI JJISI MCKIIOYEHHUS Ipolecca
MaJIMTHU3AIHAY, HAIIPUMEp, IIPU MOI03PEHUH Ha ()OPMHPOBAHKE T€MATOLEILTIONIPHON KapIIUHOMBI,
PUCK KOTOpPOM OYeHb BENMK IpH mnokazaressix A®PII, nmpeBbplIarOmMX HOPMY B COTHH U JaXKe
Teicsiun pa3. Beibop 3a KT mmu MPT c kxonTpacTHbIM ycuiieHueM. llopakeHHblE remaTolUThI
KOHTpAacT HE HakamuBalooT. [leTckuil Bo3pacT He SBIsIeTCS NPSMbIM IPOTHUBONOKAa3aHUEM K
WCCIIeZIOBaHUIO, HO OTPAaHUYMBACT €r0 pUMEeHEeHne. BpeMeHHble pamku: aptepuanbHas ¢asza 10-20
CEeK, KOHTpacTHUpoBaHHE BOPOTHOM BeHbl Ha 60-80 cex u meueHouHble BeHbl Ha 3-5 MuH. [locne
BHYTPUBEHHOTO BBEJCHMSI KOHTPACTHOIO TIpernapaTa JIMHAMUYECKHE IOCIIE€0BATEIbHOCTU
ofOecreunBarOT aHalu3 BacKyJspu3aluud y3i10B. JuQQy3HO-B3BElICHHAs] BHU3yalH3alUs MOXKET
MIOMOYb OTJINYUTD g depeHInpOBaHHbIE renaToleUTIOIsPHbIE KapIUHOMBI oT
N0OpOKaueCTBEHHBIX Y3€JIKOB

- PexoMeHmoBaHO manueHTaM ¢ KiIMHWYeckuMu mnpuzHakaMu HT1 1no mnokazaHusm
MPOBEJICHUE PATUOM30TOITHOTO WCCISAOBAaHUS TIEYCHH (TemaTOCIUHTHTPpAus CTaThdeckas |
JTUHAMAYECKasl, TeMaToOmIMCIIMHTHTpadUs ) U TToUeK (CHMHTHTpadus MOYEK U MOYCBBIICTUTETHLHOM
CHCTEMBI) C LENBIO OIIEHKH (DYHKITHOHAIBHOTO COCTOSIHUS opraHoB [1, 4, 6, 11].

YpoBeHb yOenuTenbHOCTH peKoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KommenTtapun: MeTton codeTaeT HE TOJIBKO BU3YAIH3AIIUIO, HO SIBISIETCS U (DYHKIIMOHAIBHBIM
nuccaenoBanueM. HapyiieHne BHYTPHUKIETOYHOTO TPAHCIIOPTA, AKCKpEUHUH paauodapmMmpenapara
(P®OIT) ¢ xemublo, MyTH BBIBEJCHUS €0 W3 OpPraHU3Ma, B TOM YHCIIE, IepepachpeneicHus
MeYEHB/CENIE3CHKa TPU CTAaTHYECKOW rematocuuHTHrpadun, runepdukcanus PDII B cenesenke
oosee 15% sBISAIOTCS MPU3HAKOM MOPTAIBHON THIIEPTEH3UH. Y YaCTKU CHM)KEHHOTO HAKOTUICHHS —
9TO KUPOBAas U COCIMHUTENbHAs TKaHb, KUCTHI, aJcHOMa (A0OpOKavYeCTBEHHAsI OITYXOJb), Y3JIbI
pereHepanyu ¢ MOHWKEHHON BaCKyJIsIpU3aIiiei.

PenocumaTHrpadus mnoszsosseT auddepeHInpoBaHO OIEHUTH (YHKIIUIO TPABOM W JIEBOU
MOYEK.

- He pexomenyercst npoBeaeHre OMOTICHH TIEUYEHH y JIeTel ¢ IUPPO30M U BHICOKOBEPOSITHOM
renarouesuItosapHoit  kapuuHomoir mpu  HT1, 49toOGsl wu3bexarh pucka TreMaTOreHHOU
JMCCEMHUHAIINH 3JI0KaYeCTBEHHBIX KIIETOK [24].

YpoBenb yoeaurensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTHU JOKA3aTEeNIbCTB — .

Kommenrtapuu: [uarnoz HT1 mopdornoruuecku He Bepuduuupyercs, T.K. U3MEHEHHs HE
TUNIAYHBL — JKUpOBast AuCTpodusi, mponudepanuss >KETUHBIX MPOTOKOB, MHOTOSICPHBIC
renaToIuThl, pa3pacTaHle COSAMHUTEIHLHON TKaHU U 00pa30BaHUE JOKHBIX JTOJIEK.

- PCKOMGHI[OBaHO IMalrnueHTamM C KIMHNYCCKUMHAU IIpHU3HaAKaMHU HT1 MMpOBECACHUC
PEHTTCHOACHCUTOMETPHUHN C LECJIIbKO UCCICIOBAHUA MHHCpﬁJ’ILHOﬁ IUIOTHOCTHA KOCTHOW TKaHU [4, 6,
9, 11, 31].

ypOBeHL Y6CI[I/ITCJ'II>HOCTI/I peKOMeHZ[aLII/Iﬁ — C, YPOBCHDb JOCTOBCPHOCTHU NOKA3ATCIILCTB — 5

KOMMCHTapI/II/IZ I/ICCJ'ICI[OBaHI/IC MNpOBOAUTCA Yy MAIMCHTOB C IMPU3HAKAMU Ty'6y.TIOHaTI/II/II
N3MCHCHUCM J'Ia60paT0pHBIX HOKaBaTeﬂeﬁ, anI/ITOHO,Z[O6HBIMI/I KOCTHBIM IlC(I)OpMaI_II/ISIMI/I.
PCHTFCHOI[CHCI/ITOMCTpI/IIO Ha3HA4Yar0T, KaK MpaBuJIO, ACTAM CTApIIC 5 ner.
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- PexomennoBana peHTreHorpadusi KHCTEH ManmueHTaM ¢ KIMHUYecKuMHu npusHakamu HT1
JUIL TMATHOCTUKHM (B T.4., B JMHAMUYECKOM HAONIOEHNH) KOCTHBIX M3MEHEHHH, BBI3BAHHBIX
runodocdaremueii [32].

VYpoBeHb yoeauTenbHOCTH pekoMeHaamuii — C, ypoBeHb 10CTOBEPHOCTH JOKA3aTENIbCTB — 5.

Kommentapun: B T.4., 1711 OLIEHKH KOCTHOTO Bo3pacTta. PeHTreHorpagpuueckoe onpenencHue
KOCTHOT'O BO3pacTa Ha3HA4aloT JETSIM crapuie 2 Jer.

- PexomennoBana nanueHtaMm c kinHuyeckumu npusHakamu HT1 nmo nokxazanusm OKIT,
sxoKaparorpadus ¢ 1eNbio oleHKH MOPhOGYHKIIMOHAILHOTO COCTOSIHUS cepatia [4].

YposeHns yoeautenbHOCTH pekoMeHaanuii — C, ypoBEeHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.

Kommenrtapuu: JlanHble METOABI MO3BOJSIOT OLEHUTH MOPHOPYHKIHNOHAIBHOE COCTOSHUE
ceparia 1 Takke HeoOXOJUMBbI IIPU MTPOBEICHUH MCCIIEI0BAaHUMN B YCIOBUSIX CElallUu.

2.5. UHble gnarHocTtu4yeckme nccrnenoBaHus

- PekoMeHayr0TCSl TpU MOCTAaHOBKE MArHO3a MAllMEHTaM ¢ KIIMHUYEeCKMMU npusHakamu HT1
MPUMEHSATh MYJIbTUAUCIUTUIMHAPHBIA TOX0J] B BUAY TOTO, YTO 3a00JI€BaHUS XapaKTEPU3YIOTCS
MOPAKEHHEM MHOTHX OPTraHOB M CHCTEM, TpeOyeT KOMIUICKCHOM Tepamuu, 4YTO JHUKTYeT
HEOOX0JMMOCTh COBMECTHOTO BEICHHSI MAIIMEHTA CIICIIMAIMCTAMU pa3HbIX npoduieit [1, 4].

YpoBeHb yOoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KommenTapun: mokasaHbsl IEpBUYHBIC M TTOBTOPHBIE KOHCYJIBTAIIMM Bpada-reHeTHKa, Bpada-
opTanpMoJIOTa,  Bpada-HEBpPOJIOTa,  Bpada-IMETOJIOra,  Bpada-racCTPOIHTEPOJIOTa,  Bpaya-
TPaHCIUIAaHTOJIOTa, Bpaya-3HI0KPUHOJIOra, Bpada-KapAHoJora, Bpaya-1eTCKOro Kapauosora, Bpaya
— TpaBMaToJIOTa-opTolea, Bpada-Hedpoiiora, Bpaya-neaguaTpa, Bpada-TepaneBTa, a Takxke Bpadei
Apyrux crenuanbHocTei manuentam ¢ HT1 [1, 4].

2.5.1. QudhepeHumanbHaa guarHocTuka

- PexomenmoBano rmpoBeneHue auddepeHaNbHON  AMArHOCTUKA TUPO3HMHEMHUU C
3a00JICBaHUSIMHU CO CXOTHON CHMIITOMATHKOM C I€IbI0 YCTaHOBJICHHS Arartosa [32, 36].

YpoBenb yoeaurensHoCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTHU JOKa3aTeNbCTB — .

KommenTtapun: Octpyto HT 1 ciaepyer nuddepeHnupoBars ¢ IpyruMu HaciaeACTBEHHBIMU
HapylIeHUSMH OOMEHa BELIECTB, OCOOEHHO IMPU HAaJMYHUU COIMYTCTBYIOUIETO CENTHUYECKOrO
COCTOSIHUS, PE3UCTEHTHOTO K Tepamnuy aHTUOMOTMKAMM ILIMPOKOTrO CIeKTpa JeicTBus. Bupyc-
accolMpoOBaHHbIE 3a0oseBaHus (reprec-TPyIibl: UTOMEraloBUpyc, OmmrelHa-bapp Bupyc,
reprec 1, 2 u 6 Tunos), TORCH undeknnu ve uckimoyaror Haawaust HT1 tuna [1, 4, 11].

JlnarHoCTUYECKUH TMOMCK MpH TelNaTOMETaIMM M TenaTHUTe HEOOXOIUMO MPOBOIUTH C
rajiakroemuer, (pykrozemmueil, HemepeHOCUMOCTbhIO (pykTOo3bl, Oone3npto Humanna-Iluka,
00JIe3HBI0 Bunscona, HEOHATaJbHBIM rEMOXpPOMATO30M, remModaronuTapHbIM
TUM(GOTUCTUOIIUTO30M,  MHUTOXOHAPUANBHONW  IUTONATHEH,  BPOXKJIEHHBIMU  OOJIE3HAMU
TJIMKO3WIIMPOBaHUA, JAe(UIMTOM TpaHCalbJ0Jda3bl, aneTaMHHO(EeHOBOW  (TapaneTamooM)
WHTOKCHUKaIuel, nHdekuusiMu (Cerncucom, calbMOHEIIe30M, TyOepKyIe30M, reprec-BUpyCHOH, B
TOM 4YHUCJE, [IUTOMETaJOBUPYCHON HH(EKIHel, BUpyCHbIMU renaTutaMmu A u B), oTpaBneHueMm
rpubamu, JIEKapCTBEHHBIMH CpEICTBAaMU Ha pacTUTENbHOW OcHOBe. ['eHepann3oBaHHAA
aMUHOALIUJEMHUSI YacThli TMpPU3HAK TIEUEHOYHON HEIOCTaTOYHOCTH, HapyIIeHHUs (QYHKIUH
accumutsinuu [1, 4, 6, 7].

[Topaxxenue nouek npu HT 1 cneayer auddepenunpoBaTsh ¢ IUCTUHO30M, CUHApOMOM Lowe
(oxymnouepeOpopeHaibHass  TUCTpO(Us), TOYCUHBIM KAHAIBLEBBIM  aIlJ030M, CHHIPOMOM
@dankonn. Ilpu  paxuTONOAOOHBIX H3MEHEHHUSAX  CKeJeTa PEKOMEHIOBAHO  HCKIIOYaTh
runogocdaTasuio (HU3KUHA ypoBeHb Ieno4yHoil (ocdarassl u (hocdopa B CHIBOPOTKE), NEPHUIMT
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BuTamMuHa D (HyTpUTHBHOTO U FeHETHYECKU 00YCIOBICHHOTO0), cHapoM Dankonu [1, 4, 9].

HeBponoruueckne Kpu3sl peKoMeH10BaHo AuddepeHnpoBaTh OT MPOSBICHUN OTEKa MO3Ta U
KPOBOM3JIUSHUN, OaKTEpUAIbHOTO MEHUHIMTA, THIEPHATPUMEMHUECKOTO 00€3BOKUBAHMS, OCTPOM
nepemexaroiieiics nopdupuu [1, 4, 9].

[Ipy wu301MPOBAHHON TUNEPTHUPO3UHEMUH PEKOMEHJIOBAHO MWCKIIIOYaTh HapylIEHUE B
MUIIEBOM paluoHe (MOBBILIEHHOE YIOTpeOJEHWE MHUIIEBOro OeKa), 4YTO COINpPOBOXKIAETCS
COCTOSIHUEM TPAaH3UTOPHOTO THPO3MHO33, (DYHKIMOHAIBHOW HEIOCTAaTOYHOCThIO (epmeHTa FAH.
Taxxke pEeKOMEHJOBAHO HCKIIOYAaTh TUPO3MHEMUU 2 U 3 TUNOB, Apyrue OOJIE3HU MEYEHU C
HapYIICHUEM CHHTETUYECKOW U IETOKCUKAMOHHOM (yHkimu [1, 2, 8].

[Hocunapomusblil tupdepeHranbHbIN TMarHo3 OTpaXkeH B npuioxeHuu [ 2.

3. JleyueHne, BKNrO4vasn MeAUKAMEHTO3HYH0O U HeMeAUKAMEeHTO3HYH Tepanuum,
AuvneTtToTepanuio, ob6e3bonnBaHue, MegULIMHCKUE MOKa3aHUA U npPOoTUBONOKa3aHuUA K
npuMeHeHno MeToao0B Jle4YeHusA

3.1. KoHcepBaTMBHOE fneYyeHue

OCHOBOI1 JIeYeHUs SIBISAETCS TPUMEHEHUE IMAaTOTCHETHYECKOW Tepanmuu B COYETAHUU C
HU3KOOEJIKOBOW JUETOW W Ha3HAYCHHEM CIICIHATM3UPOBAHHBIX IMPOJYKTOB HA OCHOBE CMeceu
AMUHOKHCIIOT, HE COJIEPKAIUX TUPO3UH U (PEHIITaIaHUH.

- nsa neyenus HT [ Bcem mamueHTaM peKOMEHJOBaHA MOMWU3HEHHAs MaTOT€HETHYeCcKas
Tepanus  mpenapatoM HATH3WHOH**  (NTBC, 2-(2-autpo-4-Ttpudaroopomerridenszonn)-1,3-
uKIIorekcaneanoH) [2, 8, 9, 10, 31].

YpoBeHb yOenuTenbHOCTH peKoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4.

KommenTtapun: Jlnsg Oomnbineit 3¢hGEKTHBHOCTH JIEUEHUST HUTH3MHOH**  11ermecooOpa3Ho
WCIOJIb30BaTh Ha CTaJAWU, MPEAIISCTBYIONIEH PAa3BUTHIO TIeNaTOLEUIIONAPHON KapLUHOMBI.
MexaHu3Mm AelcTBUS MTpernapaTa 3aKIl04aeTcs B TOM, UTO OH OJIOKUpPYET 4-TuApOKCU(EHUIITHPYBAT
JUOKCUTE€HA3y U MPENATCTBYeT 00pa30BaHMI0 KOHEUHBIX TOKCHYECKUX METabOJIMTOB, YpPOBEHBb
TUPO3MHA B CBHIBOPOTKE KPOBH IPU ITOM MOBBIINIAETCS, YTO SBISETCS CTPOTUM IMOKa3aHUEM Jis
OTpaHMYEHUSl B JIMETE HATYpaJbHOTO NHILEBOro Oenka, a BMEecTe ¢ HUM U (peHuanaHuHa (Kak
MpeIeCTBeHHUKA TUPO3MHA) U TUpo3uHa. Jledhuuut Oeiaka KOMIEHCHUpPYETCs MyTeM Ha3HAUYEeHUS
CHEIHATM3UPOBAHHON JUEThI C OTPAaHUYEHUEM ITUX AMUHOKHCIIOT.

Jlo3a HuTH3MHOHA** TOAOMpAETCSs WMHIAWBUAYAITHLHO B 3aBUCHUMOCTH OT 3(h(EKTHBHOCTH,
KOTOpasi OLIEHUBAETCS MO YPOBHIO CYKIIMHMJIAIIETOHA B MOY€ U KPOBHU, U YPOBHIO THPO3MHA B
ceiBopoTke KpoBH. Octpas (popma tupo3zunemuu (HT 1A) tpebyer HazHaueHHUs HUTHU3UHOHA™* B
7103€ 2 MI/KT, TIO Mepe pOCTa M YBEIMUCHUS MacChl Tella peOCHKa 103a cHrbkaeTes 1o 1 mr/kr [40].

[MoanepxuBaromas tepanesruueckas no3a npu HT 1A cocrasnser 1 mr/kr/cyrku, npu HT 1b
HavanpHas f03a 1-1,5 Mr/kr/cytku, ecinu ypoBeHb THpo3uHa MeHee 600-800 MkMob/mn, cyTouHas
703a Jaercs B OJMH-ABA IpueMa BHYTpb. [lepuon monyBbIBeleHHUs cocTaBiseT 54 dvaca, 4TO
MO3BOJISIET PEKOMEHI0BATh OJHOKPATHBIN MPHEM CYTOYHOU J03bl. Koppekius 10361 HUTH3WHOHA™ *
MPOBOJMTCS B 3aBUCUMOCTH OT OMOXMMHUYECKHX MOKa3aTelield M HapacTaHUs Macchl Tela peOeHKa.
Oxono 10% manmueHTOB Ha Tepanuil0 HUTHU3MHOHOM™** He OTBEYAIOT, YTO OMNpeAenseTcs
pe3ynbTaTaMid OMOXMMHUYECKOTO MOHUTOPUHTA (CYKIMHWIAIETOHA B MoYe, (YHKIIMOHAJIbHBIC
npoOsl medyeHu, anbda-deronporenn (ADII). Takue mnaUEHTH SBISIOTCS MOTEHIMATBLHBIMU
MPETeHICHTAMH Ha TPAHCIJIAHTALIUIO TTEYCHH.

IIpu BbIcOKOM ypoBHe Owmnupybuna (> 100 MKMOJB/I) W OCTpPOH MEYEHOUHOM
HEJOCTAaTOYHOCTH B COYETAaHWUU C rumnepamMmonuemueit (> 100 MxkMonb/1) HE HCKIOYaeTCs
HE0OXO0IMMOCTh B SKCTPEHHOMW TPaHCIUTAHTAIIUU TICUCHHU.

CHmxeHue ypoBHS CYKIIMHHWJIAIETOHa Ha (OHE Tepanmuu HUTU3HHOHOM™** TPOMCXOAUT B
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Te4eHne 24 4YacoB, KOHIICHTpAIMs aMHHOKHUCIOT (THpo3vWHA W ()eHWIAJaHWHA) IOBBIMIACTCS B
3aBHCUMOCTH OT KOJMYECTBAa MHIIEBOrO HarypambHOoro Oenka. ADII cHmxaercs MeIJICHHO U
3aBHCUT OT HaYaJIbHBIX KOHIICHTPALUH, HE BCET/1a JIOCTUTAaeT HOPMBI.

HeoOxomuMo yBenuyeHue [103bl HHUTH3MHOHA™* 1m0 2 MI/KI/CYTKM TpU OTCYTCTBHUHU
MIOJIOKUTEIILHON JIMHAMUKM TOKa3aTesiel KoaryJlorpaMMbl U YPOBHSI CYKIIMHUJIALIETOHA B MOYE B
TEUCHHE 2 HEJNeb, COXPAHSIONIEMCS] BBICOKOM YpOBHE THpo3uHA B KpoBH (0osee 800 MKkMoJin/m).
Jleuenne HUTHU3UHOHOM™* NODKHO OBITH HENpepbIBHBIM. B Xoze Tepamuu mpenapaTtoM
KOHIICHTpAlMsi THPO3WHA  YBEIUYMBACTCS, NEPEPbIBBI B  TEPalUU TPO3AT  Pa3BUTHEM
TUPO3UHEMHUYECKMX KPU30B (MOPPUPUHOINONIOOHBIX HEBPOJOTHYECKUX KPHU30B, MAIUTHHU3AIUEH ).
Pexomennyemas xonunentpamuss NTBC B mnazme 30-50 mxMounb. Jletn ¢ oxxupeHuem TpedyroT
TIOJIep)KaHUs dyTh MEHbIIel KOHIIEHTPAIMK TperapaTa Ha 1 KT Beca, B CpefHEM 35 Mr/M2/1eHb.
D¢} PexTUBHOCTD JI€UEeHUs 3aBUCUT OT CPOKOB YCTAHOBJIEHHUSI JUAarHo3a M CBOEBPEMEHHOI'O Hadasa
neyerus. Y 90% mnarmueHToB Ha (POHE TpHeMa HUTHU3MHOHA™* TeYeHOUYHAas HEJ0CTaTOYHOCTH
CTaHOBHUTCS KOHTPOJIUPYEMOI, BHETIEUEHOUHBIE TIPOSIBIIEHHS, KaK MPABHIIIO, KYMUPYIOTCS. MUPOBO#
onbIT npumeHeHust HuTH3nHoHa™* (NTBC) y netell, HauaBIIKX JIeUEHUE B BO3pACTe 70 2 MECSIEB

KHU3HH, ITOKa3all, 4YTO pI/ICK paBBI/ITI/Iﬂ y HHUX FeHaTOIIeJ'IJ'HOJ'I?[pHOfI KapIII/IHOMI)I CHMXKACTCA C 40 0
5% [1, 4, 9, 40].

- PexoMmeHI0OBaHO Ha3HAYCHHE JAMETOTEPANIMU C OTPAHWYCHHUEM THpO3WHA M (heHWITalaHWHA
BceM manueHTaMm ¢ HT1 MOXU3HEHHO ¢ IeIbl0 CHYDKEHUS 00pa30BaHUsI TOKCHYHBIX METaOOJIMTOB
[1, 8].

YpoBeHb yOoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB — O.

Kommenrtapuu: IloTpeOHOCTH B JAPYyrUX HE3aMEHHMBIX AMHMHOKHCIOTaX BOCIOJHSAETCS
Ha3HAYEHUEM CIICHUAIN3UPOBAHHBIX cMeceil 0e3 Tupo3uHa W (eHWIaJaHWUHA, YTO TO3BOJISET
MOBBICUTh KBOTY TOTpeOaeHUss Oenka U JOOUTHCS HOPMAJIBHOTO POCTa M Pa3BUTHS peOCHKa, a
TaK)K€ CHHU3UTh KOHIEHTPALHUIO THPO3WHA B CBHIBOPOTKE, YMEHBIIUTh YACTOTY U BBIPAKEHHOCTD
BO3MOJKHBIX MTOOOYHBIX (D PEKTOB.

Pacuer neuebHOrO MuTaHus (MPU HAJTWMYMU T€pAUU HUTU3UHOHOM) JJIsl IeTel MepBOro rojaa
YKU3HU TIPOU3BOIAT UCXOJI M3 MOTPEOHOCTH B Oenke, OJu3Koi K ¢uzuosornueckon (2,2-2,3 r/kr
Macchl TeJa B CYTKH), JaHHbIe MpuBeneHbl B Tabnuie 2, npuioxenue ['3. He menee 50%-60%
CYTOYHOM TMOTpeOHOCTH B O€JIKe YIOBJIETBOPSETCS 3a CYET CHEIUAIM3MPOBAHHONW CMecH
aMuHOKHCIOT (Tabnmuua 1, npunoxenue I'3), ocranpHas yacth (40-50%) komneHcupyercs 6eITKoM
CIIe)KEHHOTO MaTEPUHCKOIO MOJIOKA WM JIETCKOI MOJIOUHOM CMECH C HU3KHUM COJIep>KaHueM Oelka
(1,2-1,3 r OGenka na 100 MO BOCCTAaHOBICHHOH CMeCH), a ToOcCiIe 4-X MECSIeB TakKe
HU3KOOEIKOBBIMU MPOAYKTaMH MPUKOpMa (OBOIIHBIE M (PPYKTOBBIE MIOpE, OE3MOJIOYHBIE KAl C
comepkanueM Oenka He Oomee 0,5 r ma 100 M roToBoM KamM, CHEIHATA3UPOBAHHBIE
HU3KOOEIKOBBIE MPOJIYKTH HA OCHOBE KPaxMalloB, HallpuMep, caro u ap.). [Ipu Ha3HaueHuu qUeThI
C HHU3KUM COJIep>)KaHHEM TUpO3MHa U (EeHWIATaHWMHA OPUEHTHPYIOTCS HAa MUHUMAJbHbBIE
MOTPEOHOCTH B 3THX aMHUHOKHCIOTax (Ttabnuia 3, mpunoxkenue [3). Jledbunur kamopuiiHOCTH
7e4eOHOro paruoHa KOMIEHCUPYETCS C MOMOIIbIO 100aBlIeHUs )KUPOB (PACTUTEIHLHOIO Macia, HO
He Oonee 3,5-4 r o01ero xupa Ha KT MacChl Tejla B CYTKH) U YBETTMYEHHUS KBOTHI YTIIEBOJIOB 3a CUET
no0aBJIeHHS BBIIIEYKa3aHHBIX HU3KOOEIKOBBIX MPOAYKTOB, a Takke 5% IIIOK03bl. AHAJOTUYHBIM
00pa3oM CTpoHTCs JiedeOHBIN pallMoH Y MAlMEHTOB CTapIlle roja, OOl 6eI0K pacCUUTHIBACTCS
ucxos u3 6e30macHbIX TOTpebHOCTeH B Oenke (He 6onee 1,5-1,8 r/Kr Macchl Tena B CyTKH).

[Ipn HEBO3MOXKHOCTH HEMEMJIEHHOTO Ha3HAYEHHs] Tepamul HUTU3MHOHOM™* MPUHIUIIBI
OpraHMu3aliyi TUETOTEPANUUd OCTAIOTCS Te e, HO orpaHuYeHus B Oenke Oonee skectkue. Pacuer
MIPOU3BOJIUTCS, UCXOS U3 MHUHMMAIBHBIX MOTPEOHOCTEH B Oelke Ha KI Macchl Tela B CYTKH (Ha
MIepPBOM TOJy JKU3HU — 1,5 MI/KT Maccel Tena, y AeTeil crapiie rojaa ot 1,5 mo 1,2 r/kr Maccel Tena).
s cOanaHCUPOBAHHOCTH CYTOYHOTO palMOHA WCIONb3YIOT HHU3KOOENKOBbIE HATypaldbHBIE U
CHeIHaTM3UPOBAaHHBIE MPOAYKTH Ha OCHOBE KpaxMaloB, a TaKKe pacTHTENbHBbIE Macjia, B ITHUX
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MPOJIYKTAaX >KEJIATeNbHO YYUTHIBATh COJCPIKAHHE IMaTOTCHETUYECKH 3HAYUMBIX AMHHOKHCIIOT.
HeobOxomuMo MOXKM3HEHHOE NPUMEHEHWE JUeThl C HHU3KUM CcojepkaHueM (eHuIalaHuHA H
TUPO3HMHA, B OCTPOM IEPHOJIe KOJIHMUECTBO 001Iero Oenka cHmxkaercs 1o 1,2-1,5 r/kr maccel Tena 1o
HOPMAJIM3aIii COACPKAHUS CYKIIMHUIIAIETOHA B MOYe W/Wiau KpoBu. [IpuMep pacdera muTaHus u
CYTOYHBIN HAOOp MPOIYKTOB MpeacTaBiieHbl B Ta0nuiax 3-4. OCHOBHBIC NMPUHIHUIBI OPTraHU3AINI
7e4eOHOro0 TMUTAHUS, MPUMEPHl PAcUeTOB W HH(POPMAIMOHHBIC MaTepuajabl TPEICTABJICHBI B
[Ipunoxenun I'3.

- Ilpu neyenun nanuentoB HT1 He pexoMeHI0OBaHO NPUMEHSTH OEJKOBBIE Mpenaparbl ¢
IIEJIBIO MTPEI0TBpAICHHsI 00pa30BaHUsI TOKCHYHBIX MeTabomToB [1, 2, 3, 4, 10].

VYpoBeHs yoeautenbHOCTH pekoMeHaauii — C, ypoBEHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.

Kommenrtapun: Ilpon3BogHble KpOBH NPHUMEHSIOTCS HCKIIOUUTEIBHO IO KU3HEHHBIM
MOKa3aHUSM T[pPU TPOBEACHUM OSKCTPAKOPIOPATBHBIX METOJOB JETOKCHUKALIUM, 3aMEHHOM
NepeMBaHNH IJIa3Mbl, UCKIIIOYAIOTCS MpenapaThl U3 Tpymi "AMUHOKUCIOTHI U UX MPOU3BOJIHBIE",
"[IpenapaTtsl sl JeyeHUs 3a00JeBaHUN TeueHH" Ha OCHOBE AaMHHOKHUCIOT (B TOM YHCIE
IpernapaThl Ha OCHOBE aJleMETHOHMHa™*, opHUTHHA U JAp.). ChIBOPOTKH MOTYT HCIIOJIb30BaThCs B
ciTydae KpaitHel He0OXOIUMOCTH | IMOCJIe Ha3HAYEHUsT HUTU3UHOHA™ *,

- He pexomeHI0BaHO TPHUMEHATH MaparneTamMon*®, aMOKCHIIMIUIMH + [KIaByJaHOBas
KHucIoTa|**, nuazemam™®*, BaiblnpoeBas KUCIOTa** W JIpyrue MeIWKaMEHTO3HBIE Mpenaparbl C
BBIPOKEHHOW TEMAaTOTOKCUYHOCTHIO JIIST  NPEJAOTBPAIICHUS YXYAIMICHUS (YHKIIHOHAIHLHOTO
cocrostHus nieuenw [1, 2, 3, 4, 10].

YpoBeHb yOoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KommenTtapun: Ilapameramon™** skckperupyercss uepe3 cuctemy muToxpoma P450.
Juazemam™**, BaybnpoeBast KUCIOTa** u Apyrue mpemnaparbl ¢ MEYCHOYHBIM IyTeM MeTaboIu3Ma
MOTYT BBI3BaTh MEPEAO3UPOBKY U yXyIIeHNUE PYHKIIMOHAIHHOTO COCTOSTHUS TIEUEHHU.

3.2. Xupypruyeckoe rneyeHuve

- Ilpu mporpeIMEHTHOM TEYEHHH IaTOJOTHYECKOTO Tpoliecca B medeHu namueHtam ¢ HT1
PEKOMEH/IOBaHA TPAHCIUIAHTAIIMS TICYCHH C IEIbI0 PaJUKaIbHOTO JIeueHus 3a0oseBanus [4, 7, 8,
31].

YpoBeHb TOCTOBEPHOCTH JI0KA3aTeIbCTB — 5 (YPOBEHb yOeIUTEIbHOCTH pekoMeHaanuii C).

KommenTtapun: B cocTostHUM OCTpO NE€YEHOYHON HEIOCTAaTOYHOCTH TPaHCIUIAHTAIHIO
MEYeHU MPOBOIAT IMpPH YCIOBUH, €CIM MpOo(dUiIb KOaryisilMk He YiydiiaeTcs uepe3 1 Hememro
JedeHus. B COCTOSIHMM XpPOHHMYECKOW IEYEHOYHOW HEJOCTAaTOYHOCTH ITOKa3aHUEM  JUIS
TPaHCIUIAaHTAIlMM TICYCHU SBJISETCS TeHaTOLENIoONsApHAs KaplIMHOMA, a WMEHHO pCIH/IUB
TIOBBILIECHUS YPOBHS alb(a-eronpoTerHa W/UiaK IeKOMIIEHCAIUS [IUPPO3a MeUeHH, P KOTOPOM
BEIyLIUMU SBISIOTCS pa3nuyHbie MeTo bl Bu3yanu3anuu (MPT, KT), nosiBnenue y3ioB 1uameTpom
6onee 10 MM M KOJIMYECTBEHHOE UX yBelIWYeHHE. buorcuu y3ioB ciemyer u30eraTh B CBSI3U C
PUCKOM MeTacTa3upoBaHuUs. PelieHune o TpaHCIUIAHTAlMU TEYEHU MPUHUMAETCS KOHCHUIMYMOM
Bpayei.

Tpancrnanranus medeHu sBiseTcs 5(Q(EKTHUBHBIM METOJOM JIeUEHHUs HacleJICTBEHHON
TUPO3MHEMHH TIPpU HEBO3MOXXHOCTHM KOHCEpBAaTUBHOW Tepamuu U TMpu  (HOPMHUPOBAHUH
37I0Ka4eCTBCHHBIX 00pa3oBanuii B meuenn [13, 17, 19].

IToxazanusamu k TpancmianTanuu nedenu npu HT1 sBistroTcest:

1. narnoctuposannas ['TIK.

2. IlosBnenue oyaroBsix obpazoBanuii npu MPT win KT u peungus yBenuuenuss ADII Ha
¢doHe neyeHnss HUITU3MHOHOM ** 1ipu XxpoHuyeckoM Teuennn HT 1.
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3. OrcyrctBue 3pdekra ot Tepammu NTBC mpu ocTpoil TUPO3MHEMUH, 3aKITIOYAIONIEECs B
COXpaHSIOIIEHCS TUIIOKOATYJISIIIK Ha (OHE Tepanuu BUTaMuHoM K.

4. JIeKOMIIEHCUPOBAHHBIA LIUPPO3, OCIOKHEHHBIN aCUTOM, TUIIOKOATYJISLUEH, 3aBUCUMOCTh
nanuenta otT MHQy3uil anbOymMHMHA, TpPU3HAKK SHIE(ATONATHH, TUIEPAMMOHUEMHUS, KOTJIa HET
BpeMenu Ha nosisiieHue dpdexra or NTBC.

B otnmume ot manuentos ¢ ['TIK 6e3 comyrcTByromero MeTabom4eckoro 3a00ieBaHus, IPH
HT1 B coueranuu ¢ ['LIK GonbHbIE 10JKHBI OBITH MIEPEMEIEHBI B IPUOPUTETHBIN JIUCT OXKUJIAHUS
Ha TPaHCIUTAHTAIIUIO, BEIKHUIATEIbHO-HAOII0IaTeIbHASI TAKTUKA HE JIOTTYCKAETCsI.

Kpome Toro, HEOOXOAMMO MOIYEPKHYTh, YTO JKE TEXHHYECKU pe3eKTabeinbHas OIMyXOJb
('K, angenoma, remaHruoma, xojaHruokapuuaoma) y nanuenta ¢ HT1 TpeGyeT TpancruianTanuu
MEYEHH, IKCTPEHHOCTh KOTOPOM OTpeAeaeTCs 3J10KaueCTBEHHOCThI0 HOBOOOPA30BaHMUSL.

BppKkuBaeMOCTh MAIMEHTOB TIOCJIE€ TPAHCIUIAHTAIMM HE 3aBUCUT OT MPOUCXOKICHUS
TpaHCIJIaHTaTa, OpraH >KUBOTO POJICTBEHHOTO JOHOpAa, TaK W TPYINHBIA OpraH MPaKTHUYECKH
pPaBHO3HAYHBI 10 3-X JIETHEH BBDKMBAEMOCTH U cocTaBiseT 75,5% u 78,9% (1o maHHBIM aHaIu3a C
2002 mo 2012 rox 2 103 xwuBsix 1 46 674 TpynHbIX TpaHcmanTanuii) [15, 16]. [Tocnexnue roast
MOJTy4aeT pPaclpOCTPAHCHUE CIUTMT — TPAHCIUIAHTAIMS, TO3BOJISIONIAS HCIOJIh30BaTh OJIMH
JOHOPCKHI OpraH sl ABYX PEIUITUEHTOB.

- PexomeH10BaHO Ha3HauUE€HUE HUTU3MHOHA®* mepe]] IUIaHUpyeMOil TpaHCIUTaHTaluel IeYeHn
npu renarouetonsgpHot kapuunome (I'IK), BoisiBnenHoit Ha mo3nnux cragusx HT1 ¢ mensio
noBbIIeHUs 3hdeKTUBHOCTH Tepanuu [4, 7, 8, 31].

YpoBeHb yOenuTenbHOCTH peKoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIHCTB — O.

- [Ipu m100BIX XUpyprudecKkux BMemarenbcTBax y nanuenToB ¢ HT1, ne momygapmmx NTBC,
pexomMeHayeTcss Hu30eraTh HCIOJIb30BaHMS MpeMeAuKaluu OapOuTypaTaMu IOCKOJIBKY 3TH
mpenaparsl MOTYT CIIPOBOIIMPOBATH MOPGUPHUA-TIOA00HBIE Kpu3bl [26, 27].

YpoBeHb yOenuTenbHOCTH peKoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

Kommenrtapuu: MmMerotcst yoenuTenbHble JOKA3aTENbCTBA MOATBEPKIAIOT TUIIOTE3y O TOM,
YTO aHOMAaJIbHBIN MeTabou3M nophupHrHa JEKUT B OCHOBE HeBposioruueckux kpusucos mpu HT1.

[ToBbIIEHHAS DKCKpELHs 0-aMUHOJICBYJIMHOBOM  yycnorei  mabmonaercs IpH  OCTPOii
nepemexaromieiics nopGUpUM, OTPABICHMH CBUHIIOM M ceMeiiHOM aedHIMTe IeruapaTasbl

0-aMUHOJICBYJIMHOBOH  yycniote:, Bee onm NPUBOJAT K Tepu(eprdecKoil HEBPONATHH.
JlereHepanus aKkCOHOB M BTOPMYHAs JeMHUEIMHU3alMs y namuenToB ¢ HT1 HamomuHAOT Te,
KOTOpble HAOMIONAIOTCS NpU  OCTpoll mHepeMexaromeiics nopdupuu. IlosToMy cneayer c
OCTOPOKHOCTBIO IIPUMEHATH MpENnapaThl, KOTOPbIE MOIYT IIPOBOLUPOBATH MOPPUPHS-NOA0OHEIE
KPH3BL.

4. MeauumnHckas peabunutauus, MeaULIMHCKue nokasaHus ]
NPOTMBONOKAa3aHMA K NPUMEHEHUIO METOAOB peabunutauuu

PeabunuranmoHHble MEpOIPUATHUS, HANpaBICHHbIE Ha YIydlleHHe (YHKIMM MeYeHH,

COCTOSTHUSI HEPBHOW CHCTEMBI, KOPPEKIHIO CKEJIETHHIX AeGopManuil MpOBOAAT MAallUEHTaM C
ycTaHoBJIeHHBIM quarHo3oM HT1 cormacuno mpyrum KP [31].
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5. npO(bVIﬂaKTVIKa n AncnaHcepHoe Haﬁl'IIO,D,EHVIe, MeANUMHCKNEe MNMOoKa3aHusa u
npoTUBOMNOKa3aHUA K npuMeHeHno metoanoB HpO(bVIﬂaKTVIKVI

5.1. MNpodmnakTnka

- CembsaMm, umeroumm pedenka ¢ HT1 pexomenayercss KOHCynbTalMsl Bpaya-Te€HETHKA, C
LEJBIO ONPE/ICIICHHS TCHETUYECKUX PUCKOB ISl CEMbH U IPOTHO3a NoTOMCTBa [31].

YposeHs yoeautenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.

KommenTtapun: Kak u npu apyrux ayrocOMHO-penieccUBHBIX 3a0osieBanusix npu HT1 mns
KaX/10i OEpeMEHHOCTH PUCK pOKIeHHs peOeHka coctaBisieT 25%. B ceMbsix, Tae ecTh peOeHOK ¢
HT1, cymectByer BO3MOXHOCTb IIPOBEACHMS IIPEHATAIbHOM M  NPEUMIUIAHTAMOHHOU
nuarHoctuku. IlpeHaranbHas guarHoctrka HT1 Bo3MokHa MeTogamMu MpsSIMOM WM KOCBEHHOM
JHK-muarnoctuku obpasuoB JIHK, Beigenennoit m3 O6monrara BOpcUH XopuoHa Ha 9-11 Henene
OepeMEeHHOCTH W/WJIH KJIETOK aMHUOTHYECKOM kuIKocTH Ha 20-22 Henene 6epeMeHHOCTH

- PexomennoBaHo nmnpoBeneHHE NPOGUIAKTHYECKON BakUUHAIMM 0€3 OrpaHWYEeHUN
MaIreHTaM, MOJyJIaronuM HUTU3UHOH®* ¢ 1enblo (opMUPOBaHHS UMMYHHOH 3aIIUTHI OpTaHU3Ma
ot unpekwmii [32].

YpoBeHb yOoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KomMmeHTapun: BakIMHAIMIO 1IEIeCO00pa3HO MPOBOIUTH CIIEIUATUCTAMHU, HMEIOIIUMH OIBIT
paboTHI C MAIEHTaMH ¢ METa0OTHYECKIMHE OOJIC3HSIMH, HITH TI0J UX KOHTPOJIEM.

5.2. lucnaHcepHoe HabnogeHne

- PexomennoBano naOmoaenne nanueHtoB ¢ HT1 npu nedennn HUTU3MHOHOM™* corjlacHO
Iany MoHuTopuHra (npunoxenue ['4) [32].

YpoBeHb yOoenuTenbHOCTH peKkoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KomMeHTapuii: miaH MOHUTOPUHTA MMEET LEIbI0 Kak npenoTBpaiieHue ocnoxHennit HT1,
TaK U KOHTPOJIb TOOOYHBIX 3(pPEeKTOB M paHHIOK nuarHocTuky ocioxxkunernnidt HT1, 'K B mepByto
ouepe/ib.

- Pexomennyercs Bcem narnuentam ¢ HT1 onpenenenne aMUHOKHUCIIOT U CYKIIMHUIJIALETOHA B
OMOJIOTMYECKUX KUAKOCTSIX METOJOM TaHAEMHOM Macc-CIEKTPOMETPUM C IIeJIbI0 KOHTPOJIS
HM3MEHEHH, BBI3BaHHBIX TyOymomarueii [1, 4, 10, 31].

YpoBenb yoeaurensHoCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTeNbCTB — .

KomMmMeHTapuu: ucciaenoBaHue KOHIIEHTpAIMs aMMHOKHCIOT B KPOBHU: 4acTOTa B MeEpBbIe 6
MecsieB — 1 pa3 B Mecsll, mocie NepBbix 6 MecsleB u naiee 1 pa3 B 3 Mmecdia; UcCleIOBaHHE
CYKIIMHUJIAIIETOHA B MOY€: YaCTOTa B MEpBbIe 6 MecAlleB — 1 pa3 B Mecsl, OCIIe MEPBBIX 6 MecsIEB
u nanee 1 pa3 B 6 Mecsies.

- PexomenmoBano BceM manueHtam ¢ HT1 onpenenenme anbda-deronporenna (ADII) B
CBIBOPOTKE (MJIM IJIa3M€e) KPOBH, KOTOPBIN SABJISETCS OMHUM M3 Ouoxumuueckux mapkepoB HT1 ¢
IIEJTBIO paHHEH THarHOCTHUKH TemaTole/UTIOSpHOi Kapiuaomsr [1, 4, 10, 31].

YpoBensb yoeautrenbHOCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTEeNbCTB — .

KommenTapun: yactora B nepBble 6 mecsueB — 1 pa3 B Mecsll, MOCIE NEPBbIX 6 MECALEB U
nanee 1 pa3 B 6 mecsies.

- PekomeHtyeTcst mpoBeieHne KOaryJiorpaMMbl (OpUEHTHPOBOYHOTO MCCIIE0BAHUS CUCTEMBI
remoctasa) (AYTB, MHO, nporpom6uHoBOe Bpems, pubdpunoren) naurenram ¢ HT1 s ouenku
(YHKIIMOHAJIBHOTO COCTOSIHHSI IEUYSHN U CBEPTHIBAKOIIEH crucTeMbl kposH [4, 31, 40].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JIOKA3aTeNbCTB 5.
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KoMMeHTapuii: npoBoAUTCS NpU Havyasle Tepanuu, 1 pa3 B mecs (nepBble 6 MecAleB), Janee
yacToTa Ha (poHE UIMTEeNBbHON Tepanuu | p B ro.

- Pexomenpayercs mauuentam ¢ HT1 mposenenue oOmiero (KIMHUYECKOTO) aHAIM3a KPOBU
pa3BepHYTOT0 (reMOrJIOONH, KOJMYECTBO SPHUTPOLMTOB, I[BETOBOIl IOKa3aTesb, KOJIWYECTBO
JEUKOLIUTOB, TPOMOOLIUTOB, JIEHKOIMTApHAs (OPMYJIa U CKOPOCTh OCENaHUs SPUTPOILUTOB), IS
OLICHKH OCHOBHBIX MTAPaMETPOB KPOBETBOPCHUS M HAJTMYHS BOCTIAMTEIBHBIX MpoIieccoB [32].

VYpoBeHb yoeanTenbHOCTH pekoMeHaamuii — C, ypoBeHb J0CTOBEPHOCTH JOKA3aTEIbCTB — 5.

KomMMeHTapuu: npoBoauTCs Npu Havyasle Tepanuu, 1 pa3 B mecsi (nepBbie 6 Mecs1eB), anee
gacToTa Ha (pOHE UIMTENLHOW Tepanuu He pexe | p B TOI.

- Pexomenpayercsa nauuentam ¢ HT1 npoBenenue oOrmiero (KIMHUYECKOT0) aHAIU3a MOYH JIJIs
OLICHKH COCTOSHHSI MOYEBBIBOISAIIMX MyTel U mouek [32].

VYpoBeHb yoeanTenbHOCTH pekoMeHaamuii — C, ypoBeHb T0CTOBEPHOCTH JJOKA3aTENbCTB — 5.

KomMMeHTapuu: mpoBoauTCs MpU Hayaie Tepanuu, | pa3 B mecsl (nepBble 6 MecsleB), fajee
4yacToTa Ha (poHE ATUTENIbHOMN Tepanuu 00bIYHO, B CpeHEM, | p B To.

- Pexomennyercs mnamuentam ¢ HT1 mnpoBenenue AHanmmza KpoBU OHOXMMHUYECKOTO
oOuieTepaneBTHUYECKOro (IJI0K03a, o0l Oenok, OenkoBble (Qpakuuu (UCCIeIOBaHUE YPOBHS
anbOyMHUHa B KPOBH, OIpPECIICHHE aTbOyMUH/TIOOYIMHOBOTO COOTHOIIEHWS B KPOBH), OOIIWH,
CBSI3aHHBIH W CBOOOJHBIM OWIIMPYOWH XOJECTEPHH, TPHUIJIHIECPHbI, JHITOTPOTEHIBI HU3KOW M
BBICOKOW TIJIOTHOCTH (HMICCIIEIOBAaHWE YPOBHS JIMIIONMPOTEMHOB B KpOBH), mieiouyHas (ocdarasa,
ramMma-TimrotamuiaTpancdepaza (I'TT), kpeaTuHnH, MOYeBHHA, alaHuHaMHHOTpaHchepaza (AJIT),
acnaptaramuHoTpancepaza (ACT), kampumii oOmMMIA W WOHW3WPOBAHHBIM, HATPHM, KaJlWH,
Heopranuueckuii Qocdop, xeme3o u (PeppuTHH) s ONCHKH (YHKIIMOHATBLHOTO COCTOSHUS
BHYTPEHHUX OPraHOB, HAIWYMS UHPEKIMOHHBIX OCIIO)KHEHUH W HYTPUTHUBHOIO CTaTyca MalueHTa
[1, 4,5, 10, 31].

YpoBeHb yOenuTenbHOCTH peKoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KomMeHnTapuu: mpoBoauTcs Npu Havane Tepanuu, 1 pa3 B 3 Mecdua (mepBble 6 MecsleB),
nanee 4acToTa Ha (poHe AIUTENbHOM Tepanuu He pexe 1 p B ro.

- Pexomenpayercss mpoBeneHHe yiabTpa3BykoBoro wuccienoBanus (Y3UW) opraHoB OpromrHon
MOJIOCTH U MOYeK (YIbTPa3BYKOBOE HCCIIEOBAHHE OPraHoOB OPIOLIHOM MOJOCTH (KOMILIEKCHOE),
yIIbTPa3BYKOBOE HCCle0BaHMe Mouek) BceM nanueHTam ¢ HT1 s BeisiBiIeHMs remnarto-, CIijieHO- U
Hedppomeranuu, acuura [1, 2].

YpoBenb yoeaurenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTEeNIbCTB — .

Kommenrtapuu: V mnamuentoB ¢ HTI1, coxpaHsSroTcs BBICOKHE PUCKH 3J0Kau€CTBEHHBIX
HOBOOOpa30BaHUM, B TOM uucie Ha (JOHE Tepaluu U OTYACTHU MOCIE TPAHCIUIAHTAIIUU NIEYeHU. DTH
PUCKH MOTYT OBITH CYIIIECTBEHHO CHIKEHBI 10 ypoBHs Hike 1%, ecnu neuenue NTBC nHagato B
paHHeM JeTCTBe U TMpojoibkaerca 0Oe3 mepepbiBa. [loku3HeHHOe HaOMIOACHHE 32 ATUMH
neyeHoyHbIMu ocnoxHeHusMu ipu HT1 sBusiercs oOsizatenbHbiM. [IpoBoauTcs ¢ 4actoTod He
pexe 1 p Brox.

- Pexomeniyercst ynbTpa3BykoBas Aommieporpadusi COCyI0B NMEYSHU, CEIE3eHKH, TOYEK BCEM
narueHTam ¢ HT1 mo moka3zaHusM C LeNbI0 OIEHKH CKOPOCTH KPOBOTOKA M COCTOSIHUS COCYIIOB
MICYCHH, BBISBJICHHS TIPU3HAKOB MOpTalbHOM runeprensun [4, 10, 12, 31].

VYpoBenb yoeautrenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTEeNbCTB — .

Kommenrtapuu: [{BeToBO# mommiiep MOXET UCHOIB30BATHCS UIS OLICHKH COCYAOB MEYCHU U
nopTanbHON rurnepTeH3uu. OJHAKO HE BCE Y3€NKH MOTYT OBITb OOHapyxkeHbl, U dP(HEKTUBHOCTh
MEeTO/Ia 3aBHCHUT OT OIbITa crenuanucra. MyneTu-aerektopHoe KT-ckaHupoBaHue sBIsIETCS
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OBICTPBIM U 00ECIeYNBAET MHOTOIUIOCKOCTHYIO BU3YAJIU3ALUI0 C XOPOIIUM IMPOCTPaHCTBEHHBIM
paspenieHreM aHoManui B medyeHu. KoHTpacT MOXeT yaydmuTh Jaerainusanuio ¢ 66% no 82%,
MO3BOJISISL BBISBIIATH 3JI0KauecTBeHHBbIC m3MeHeHus [14, 17, 18]. Tem He MeHee, aHAU3 pHCKA U
TIOJIB3BI SBIISIETCS 00s3aTENBLHBIM, YTOOBI M30€KATh O0OyYEHUS y IETEH, Y'KE MOABEPKEHHBIX PUCKY
37I0KaQUYeCTBEHHOTO 00pa30BaHUs, MO3TOMY OH TpeOyeT MOBTOPHOH omeHku. MHorma Tpebyercs
cealus, 4YTO TaK K€ OTPaHUYMBAET UCCIICIOBAHHE.

- PexomennmoBano Bcem mammentam ¢ HT1 mpoBenmenuwe smactomerpum (dmactrorpadun)
MICUCHH C LIEJIBIO OL[CHKH COCTOSTHUS TKaHU 1evyeHu u 3ddextuBHocTH Tepanuu [1, 4, 5, 6].

VYpoBeHb yoeanTenbHOCTH pekoMeHaamuii — C, ypoBeHb J0CTOBEPHOCTH JOKA3aTEIbCTB — 5.

KommenTtapun: ®ubposnactorpadust — ONTUMaIbHBIM HEMHBA3UBHBIN YIbTPAa3BYKOBOM METO1
KOJIMYECTBEHHOM OLIEHKM IUIOTHOCTH TKaHU II€YEHH, IO3BOJISET ONpenenuTh 3((EeKTHBHOCTH
Tepanuu. YacToTa — €XeroHo (B KauecTBE aJIbTEPHATUBBI — KOMIIbIOTEpHAsl TOMOrpa(usi OpraHoB
OpIOLIHOM TMOJIOCTH W/MJIM MarHWTHO-pE30HAHCHas TOMOrpadusi opraHoB OpIOUIHON MOJIOCTH C
MarHUTHO-PE30HaHCHOW xoJaHruonankpearorpagueit (MPXIII))

- PexomennoBano BceM mnanueHtam ¢ HT1 wucnonb3oBaHue KOMIBbIOTEpHOM TOMoOTrpaduu
OpraHoB OpIOIIHOM MOJIOCTH W/WJIM MAarHUTHO-PE30HAHCHOM TOMOTpaduu OpraHoB OpIOIIHOMN
MOJIOCTH ¢ MarHUTHO-pe30HaHCHOM XxosaHruomnankpeartorpadueit (MPXIII) ¢ uenbio BbIsBICHUS
00BEMHBIX 00pa30BaHMiA U OIICHKH COCTOSIHHSI IPOTOKOBOM cuctemsl [1, 4, 5, 6, 11, 31].

YpoBeHb yOoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KommenTtapun: [lanHble MeTOIbl BU3yalM3allUd HEOOXOJIUMBI JUIS HCKIIOYEHHs Ipoliecca
MaJMTHU3ALMY, HAlpUMep, NP MOA03pEHUH Ha (popMHUpOBaHHE TeNaTOLEIUTIONIIPHON KapIIHHOMBI,
PUCK KOTOpO#l OYeHb BenuK mnpu mnokazatensx ADII, npeBwlIaronux HOPMY B COTHH M JIaKe
Thicsiun pa3. Beioop 3a KT unmn MPT ¢ koHTpacTHRIM ycuieHueM, mpenaparoM Beioopa mist MPT
SBIIIETCS TaJIOKCETOBasl KUCJIOTa (TOProBoe Ha3BaHUE — MPUMOBHCT). [lopakeHHbIE renaToUUTHI
KOHTpAacT HE HakaruumBaloT. [leTckuil Bo3pacT He SBIseTCS MNPSMBIM IPOTHBOMOKAa3aHHEM K
HCCIIe0BaHUIO, HO OTPAaHUYMBACT €T0 MpUMEHeHne. Bpemennsie pamku: aprepuainbHas ¢asza 10-20
CeK, KOHTpacTUpoBaHHEe BOPOTHOW BeHbl Ha 60-80 cex m medyeHouyHble BeHBI Ha 3-5 muH. [locne
BHYTPUBEHHOTO BBEJCHHSA TaJOKCETOBOM  KUCIOTHI JAMHAMHUYECKHE  IMOCIIEOBATEIbHOCTU
ofOecrieunBarOT aHalu3 BacKyisgpuszauuu y3ioB. Juddy3Ho-B3BenIeHHass BHU3yalIH3alUs MOKET
IOMOYb OTJINYUTD b depeHInpOBaHHbIE renaToneUTIOIsIPHbIE KapIUHOMBI oT
noOpoKauecTBEHHBIX y3eaKoB. [loka3zaHbl Ipu Hayase Tepanuu U Jajiee ¢ 4acToTou 1 pa3 B rof.

- PexoMeHIOBaHO BceM TalmMEHTaM ¢ KIMHUYeCKUMHU npusHakamu HT1 mnpoBenenue
PaIMOM30TOITHOTO HUCCIIEIOBaHMS TIeUeHH (TeNaTOCIMHTUTpadus CTaTUdecKas W JTUHAMUYecKas,
renaroOuIucuuHTUrpadusi) U Nouyek (peHocUUHTUTpadusi) ¢ UENbI0 OIEHKH (PYHKIHOHAIBHOTO
cocrostHus opranos [1, 4, 6, 11].

YpoBenb yoeaurensHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTHU JOKA3aTEeNIbCTB — .

Kommentapun: MeTos codeTaeT He TOJBKO BU3YAIU3aIUI0, HO SBJISACTCS M (PYHKIIHOHATBHBIM
uccienoBanueM. HapyiieHre BHYTPUKICTOYHOTO TPAHCIIOPTA, SKCKPEIUH pajurodapMIipenapara
(POIT) ¢ >xenubto, MyTH BBIBEIEHUS €r0 W3 OpraHu3Ma, B TOM YHCIE, TepepacrnpeacieHus
MeYeHb/CeNie3eHKa MPU CTaTuueckoil rematocuuHturpaduu, runepdukcanus POIT B cenesenke
6onee 15% sBASAIOTCS MPU3HAKOM MOPTATBHON TUMEPTEH3UH. YUAaCTKHA CHUXKEHHOTO HAKOTUICHUS —
9TO >KUPOBasl U COEAWHUTENbHAS TKaHb, KHUCTHI, aJlecHOMa (0OpOKAYEeCTBEHHAs OIyXOJIb), Y3IIbI
pereHeparuy ¢ MOHKEHHON BacKyIsIpU3aluen.

PenocraTHrpadgus mosBosser audGepeHIUpPOBAHO OUEHUTHh (YHKIMIO TPaBOM U JIEBOM
nouek. YacroTa omnpeensercss MHAUBUIYaIbHO.

- PexkoMeHIOBaHO malMEHTaM C HT1 MMpOBCACHUEC PCHTICHOACHCUTOMCTPUHU C MLCJIBIO
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MCCIICIOBaHUS] MUHEPAJIbHOM IJIOTHOCTH KOCTHOM TKauu [4, 6, 9, 11, 31].
VYposeHs yoeautenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.
Kommenrtapuu: HccnenoBaHue HpOBOAUTCS y NALMEHTOB C IPU3HAKAMU TYOYJONATUU:
M3MEHEHHEM J1a0OpaTOpHBIX IOKa3aTeliel, paxUTONOJOOHBIMH KOCTHBIM  J1e(OpMaIlHsIMU.
Ha3nagaror neHCUTOMETpHIO — Kak IHpaBWIIO, AeTAM crapume 5 ner. IIpoBoaurcs npu Havaie
Tepanuy U Jajiee 4acToTa Mo MOKa3aHUsM, B cpeliHeM, 1 pa3 B roa.

- PexoMenioBana pentreHorpadus KUCTEH ManueHTam ¢ KiInHudYeckumu npusnakamu HT1 B
JTUHAMUYECKOM  HAaOMIOIEHWH C  IEeJbI0  OIEHKHM KOCTHBIX  M3MEHEHHH, BBI3BAHHBIX
runodocdaremucii [32].

VYposeHs yoeautenbHOCTH pekoMeHaanuii — C, ypoBEHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.

KommenTtapuu: B T.4., 17151 o1ieHKH KOCTHOTO Bo3pacTa. PeHTreHorpaduueckoe onpeseneHue
KOCTHOT'O BO3pacTa Ha3HA4aroT JETSIM cTapiie 2 JieT.

- PexomeHnnoBaHa BceM malnMeHTaM ¢ KiuHHYeckuMu mnpusHakamu HT1 pentreHorpadus
Kocteil ckenera (Pentrenorpadusi mopa’keHHOW 4YacTH KOCTHOTO ckenera) u/wim [lpunenbhHas
peHTreHorpadusi OpraHoB TPyAHON KJIETKH, C LENbI0 JUArHOCTHUKU OPTONEIUYECKOW MaTOJIOTHH,
BbI3BaHHOU runiodocharemueii [4].

YpoBeHb yOoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KommenTtapun: Iloka3zaHel npu ImaHUpyeMOM OpTONEAMYECKON Koppekumu. IIpunensHas
peHTreHorpadusi OpraHoB TpYIOHOW KJIETKM TOKa3aHa B CJy4ae MpPOBEIEHUS IOJHAPKO3HBIX
UCCIIEIOBAaHUM, MpH HAIWYUM KIMHAYECKUX TMPOSBICHUNA JbIXaT€IbHOM HEIO0CTaTOYHOCTH,
KapAMOMHOIIATHH.

- PexomenmoBana BcemM mamweHTamM ¢ HT1 1o moka3zaHusiM 3ieKTpokapauorpadus,
axoKapArorpadus ¢ UeNbio oleHKH MOPGhO(GYHKIIMOHAILHOTO COCTOSHUS cepatia [4].

YpoBeHb yOoenuTenbHOCTH peKkoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KommenTtapun: JlanHble METOABI MO3BOJSIOT OLEHUTH MOPGOPYHKIHNOHAIBHOE COCTOSIHHE
cepalla W TakkKe HEOOXOJWMBI IMpH NPOBEJCHUM TMOJHAPKO3HBIX uccienoBanuii. Yacrora
OTpeeNAeTCsl UHAUBHUIYAIbHO.

- PekoMeHI0BaHO MPOBOJIUTH KOHTPOJIb Tepanuu BceM narueHtam ¢ HT1 B Tedenue nepBoit
HEJeNu JIeYEHUS C IEeJIbI0 OLIEHKH KJIMHUKO-Ta00paTOPHON JWHAMUKA U KOPPEKIHH JI03BI
auTusuHOHa** [1, 4, 9, 10].

YpoBenb yoeaurensHoCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTeNbCTB — .

Kommenrtapuu:  Koutpomo  momiexxar cineaytomue  mnokaszarenn  kposu:  KIIC,
(GyHKIHOHATbHBIE poObI NEYEHU (bunmupyOuH, AJIT, ACT, ITTII —
raMmariiloTaMwiITpaHcenTuaaza,  meno4ynas  ¢ocdaraza,  anbOyMuH),  KoaryiorpaMmma
(opueHTHpOBOYHOE HcCienoBanrne cucteMbl remoctasa) (IITU, AUTB, ¢bubGpuHOreH), MoueBHHa,
ANIEKTPOJIUTHI, KpEaTUHUH, Kalblui, hocdop, KIETOUHBIN COCTaB KPOBU, aMUHOKHCIIOTHBIN CIEKTP,
AO®II, cykuuMHMIALETOH, MO BO3MOXHOCTH, KoHIEeHTpauuss NTBC, npu ocTpoil mnedeHOYHOU
HEJO0CTATOYHOCTU — JIOTIOJIHUTENIBHO OTPe/IeNIeHne aMMOHHSI, TJTFOKO3bI; a TAKXKE MOKa3aTeTd MOYH:
TJII0K03a, aMMHOKHUCIIOTHI, (hocop- 1 KalbLUi/KpeaTHHUHOBBIE KOAPPULINEHTHI, aTbOyMUH, O€JIOK,
6eTa-2-MHUKpOTI00YIINH.

B panpheiimiem mocne HOpManM3allMd TOKa3zaTeled HWHTEpBAll MEXAY HCCIeTOBaHUSIMU
COCTaBIISIET HE MEHee 6 MeCsIIEB.

- PexomennoBan mno mokazanusaMm mnanueHtaMm ¢ HT1 kouTpons ypoBHS (omatoB
(UccnenoBanue ypoBHsI (hOJIME€BOI KHCIOTHI B CHIBOPOTKE KpoBHU), BuTamuHa B12 (Ompenenenue
ypoBHsI BHUTamMuHa B12 (mimanoko0anmamMuH) B KpOBH), ChIBOpoTo4HOrO kene3a (MccrmemoBanue
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YPOBHSI JKeJle3a CHIBOPOTKH KpoBH) M (epputuna (MccnenoBanue ypoBHS GeppUTHHA B KPOBH),
ButamuHoB A, E, D (HUccnenoBanue ypoBHsi 1,25-OH Butamuna J| B KpoBH), MUKpPORJIEMEHTOB
CEJICHA, LIMHKA, MEJU C LIEJIbI0 OLIEHKHM HYTPUTHUBHOI'O CTaTyca M IPOBEIEHUS KOPPEKTUPYIOIIEH
tepanuu [1, 4, 8].
YposeHns yoeautenbHOCTH pekoMeHaanuii — C, ypoBE€Hb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.
Kommenrtapun: @onaTel KpOBH KOHTPOJIMPYIOT NMPH HAPYHICHUSX CBEPTHIBAIOIICH (DYyHKIIUU
KpPOBHU U C LeNbI0 AU PepeHInanbHOTI0 AMarHo3a KoaryiaonaTui.

- Pexomennyercs manmentam ¢ HT1 koncynpTanus Bpaua — odrampMosiora (OCMOTpP €
ITOMOIIBIO LIEJIEBOH JIaMIIbI) € LEJIbI0 CBOEBPEMEHHOM TMAarHOCTUKY U JIEYEHUsI I1a3HOU 11aTOJIOTUN
[1, 4, 10].

VYposeHs yoeautenbHOCTH pekoMeHaanuii — C, ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.

Kommenrtapun: OcMmoTp cieayeT HpOBOJUTH 1O Hadajga MEIUKAaMEHTO3HOW Tepanmuu u
€XKEeMEeCSIYHO B TEUEHUH IO0JIyro/ia Mocjie Hayasa jedeHus. Tak Kak BO3MOKHbI TOO0UHbIE 3(h(HEKThHI
HUTU3UHOHA™** — KOHBIOHKTUBUT, NOMYTHEHHE pPOTOBUIIbI, KEpPaTUT, CBETOOOS3Hb, OOpaTHMas
JeHKONIEeHUS, TPAHYJIOLUTONIEHUs U TpoMOoluToneHus. Pexxe otmeuarorces iedkonuTos3, onedapur,
KOXHBIA 3yJl, SKCOJUATUBHBIM JepMaTUT, spureMaTo3Has cbinb. [locie mepBbIx 6 MecsleB —
4acToTa — MO MOKa3aHUsAM, B CpeHEM — | pa3 B rofl.

- Pexomenpyercs mnanuentram ¢ HT1 mnpoBeneHue koppekiuu Je4yeOHOTO MUTAHUS U
CUMIITOMaTUYECKON TEpamuu C IEJIbI0 MCKIIOUYEHUsI OCIIKOBO-DHEPTEeTHYECKON HEI0CTAaTOYHOCTH
[32].

YpoBeHb yOoenuTenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — O.

KommenTtapun: Koppekiuio nuerorepaniu IpoBOJAST Bpauu-T€HETHUKU UM Bpauu-AUETOJIOTH
c yactoroi 1 p/mec Ha 1 roxy xxu3uu, nanee 1 p/3 mec u o mokazaHusM 1o 3 net; 1 p 6 mec mocrne
3 ner.

- PexkoMennmyroTcss Uil HAOMIOACHHWS TAIMEHTOB C YCTaHOBJCHHBIM amarHozoM HT1
MPUMEHATh MYJIBTHIUCIUIUIMHAPHBIA MOJX0J B BHJY TOTIO, YTO 3a00JICBaHUS XapaKTEPHU3YIOTCS
MOPAKCHUEM MHOTHUX OpPraHOB M CHCTEM, TpeOyeT KOMIUICKCHOM Tepamuu, YTO JHUKTYET
HEOOXOUMOCTh COBMECTHOTO BEJICHMsSI MAIlMEHTa CIIeHAIMCTaMy pasHbIX npoduei [12, 13, 15,
28].

YpoBeHb yoeauTeapHoCTH pekoMeHanuii — C, ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — D.

KoMMeHTapuu: moKa3aHbl MIOBTOPHBIC M MEPBUYHBIC KOHCYJBTAIMU Bpaya-TeHETHKA, Bpaya-
odTanbpMoIIora, Bpava-HEBPOJIOra, Bpava-opToIe/a, Bpava-racTpoOdIHTEPOJIOra, Bpava-
SHJIOKPUHOJIOTa, Bpada-KapauoJjora, Bpaya-JIeTCKOr0 KapjuoJjora, Bpada-Hedposora, Bpadya-
neuaTpa, Bpauya-TepaneBTa, Bpava-TPaHCIUIAHTOJIOTa, a TAK)Ke Bpaded APYrHx CIeHUaTbHOCTEU
narienTam ¢ HT 1, uMetronum HapymieHus QyHKIHA COOTBETCTBYIOIIUX OPTaHOB M CUCTEM.

- PexomenyeTcst oOydeHrne poauTelieil MpaBuiaM OpraHu3allMyi TeParuyd B MEKITPUCTYITHBIN
MEPUOJI U B TIEPUOJT YIpO3bl MeTaboImueckoro kpu3sa nanuentos ¢ HT1 ¢ nenbro npepoTBparieHus
Pa3BUTHUS MOBTOPHBIX META00INIECKUX Kpu30B [37, 41].

YpoBensb yoeautrenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH JOKA3aTEeNbCTB — .

Kommenrtapuu: VY poaurteneit pebeHka BcerJa MODKHA OBITh MaMsITKa € yKa3aHUEM
HEOTJIOKHBIX MEPOIPUSITHIA B TIEPHO]] HAUNHAIOIIET0Csl METa00INYECKOTO KpH3a.

6. OpraHusauusa okasaHMA MeAULMHCKOM NOMOLLU

[TokazaHus 715 TOCIUTAIN3ALUK B MEUIIMHCKYIO OpPraHU3aIuio:
1) Aunarnoctuka 3ab0aeBaHms
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2) Ilepuoguyeckuii KOHTPOJIb

3) IloaroroBka K TpaHCIUIAHTALIUU [1€YEHU
4) TpancranTanus nNe4YeH

5) Octpsie cocTosTHUS

HpOI[OJDKI/ITeJII)HOCTI) rocuvTain3anui 3aBUCUT OT CKOPOCTHU BepI/I(l)I/IKaIII/II/I AvuarHosa u
Ha4dajia CHCIIH(l)H‘-ICCKOfI TCpaIrunu. OTBeT Ha JIEYEHHE HUTH3MHOHOM OTMEYAETCId B ICPBLIC OHMU.
[TpoIOMIKUTEIEHOCTD TOCITUTAIM3AIMH TAKXKE 3aBUCUT OT CKOPOCTH BOCCTAHOBJICHUS TIOKa3aTeleH
KOaryJaorpaMmsl U 00bI4HO cocTaBiisieT 30 qHe.

7. OononHutenbHas uHdopmauua (B ToM uyucne akTopbl, BRusilolme Ha
ncxopn 3aboneBaHUA U COCTOAAHUA)

Jletu B BO3pacTte crapiie roja Haubojee YacTo, 0 YCTAHOBJICHMsI JIMAarHO3a,
TOCIUTAIU3UPYIOTCS MO TOBOJY TenaTtuTa, 0O0beMHOro OOpa3oBaHUs TMEUEHU B XUPYPTHUECKOE
OT/IeNIeHre, 00palalTcs 32 KOHCYJIbTAIIMEH K OHKOJIOTY, WH(DEKITMOHUCTY U TaCTPOIHTEPOJIOTY —
renaToJioTy.

[IpoBenenne nuddepeHnnanbHON AUATHOCTUKHN, YCTAHOBIIGHWE JUarHo3a W Ha3HAauYeHUe
crienu(puuecko Tepanmuu COKpaIaeT Cpok rocrnutanu3anuu. Ha ¢oHe Ha3HaueHUS HUTU3WMHOHA
MPOIOJKUTEIIBHOCTh CTAIIMOHAPHOTO JICYCHHS OObIYHO He TpeBbimaer 14 mueid. [lammeHToB CO
CTaOWJIbHBIMH TIOKAa3aTesIMA MOHUTOpHWHTa MeTaboysm3Ma U ypoBHS ADII mMoxHO HaOmomath B
aMOyaTOPHO-TIOJIMKIMHUYECKAX ~ YCJIOBUSIX W B JIHEBHOM  CTalliOHape (AJUTEIHHOCTD
rocnuTayn3auu He MmeHee 10 cyTok).

VYabTpa3BykoBO€ HCCIAEAOBAaHUE OpPIOMIHON TOJOCTH JIOJDKHO TIPOBOJIUTHCA KakIbple 6
MecsIlEeB, a MarHUTHO-pe3oHaHcHas ToMorpadus (MPT) medenu exerogHo, €ciu BBISBISIOTCS
MOJI03PUTENIbHBIE Y3JI0BbIE 00pa30BaHUs, IOKa3aHbl METOAbl BU3yaIn3alliid C KOHTPACTUPOBAHHEM
(KT, MPT, panmnou3oTONHOE HMCCIIEIOBAHUE), MO3BOJISIONINE TOATBEPAUTH T'eMATOICILTIONIPHYIO
KapuuHOMY. YpoBeHb anb(a-(heTonpoTenHa JOJHKEH KOHTPOJIMPOBATHCS Kaxkable 3-6 mecsies, a
noBTopHOE moBbieHne ADIT 10oMKHO CayXUTh MOBOJOM Ui YriyOJIeHHOro oOclieZloBaHUS Ha
npeaMmet ['IIK. [Tokazana koHCynbTalUsI OHKOJIOTA.

KouTpons Tepanuu HUTHU3MHOHOM™** BKIIIOYAET OMpeleleHHe YPOBHS (eHuIalaHuHa U
tupo3uHa. [Ipu Hm3koM (MeHee 20 MKMouib/iT) ypoBHE (eHUTATaHMHA HEOOXOIUMO YBEITHYCHHE
Oenka B AWeTe. YPOBEHb TUPO3UHA XKEIATeIbHO yAepKuBaTh B Auana3zoHe 200-400 mxMoub/i1, 94TO
HE TI03BOJISICT MOSIBUTHCS MOOOYHBIM 3¢ dekram. Hexxenarenbabie 3hdexTsl B Buge GOTOOOS3HH U
yyBCTBa "Mecka B Tiia3ax" MOSBISIOTCS MPU YBEIMUYEHUU KOHIIGHTPALMU THPO3WHA B CHIBOPOTKE
kpoBu Bbimie 800 MKMoub/1 U OOYCIOBJIEHO HE CTOJIBKO JIEHCTBHEM HHUTH3MHOHA, CKOJIBKO
HapyIIEHUEM TUEThl U HU3KOM KOMIIJITACHTHOCTBIO POJUTENEH.

3a0oJyieBaHUE JETei, MMEIONINX MEYEHOUYHYI0 HEAOCTAaTOYHOCTh, YacTO MPOTEKAaeT KpaiHe
TSKENO C BBIPAKEHHOM Koaryinomarued M acuuTamu. Ha3zHadeHne HHUTH3MHOHA TPUBOAUT K
KJIIMHUYECKOMY YJIYUYIIEHUIO B TEUEHHUE HECKOJIbKUX AHEH, pu 3ToM 90% MalnueHToB OTBEYAIOT Ha
Tepanuto. Ecnu koaryjgorpaMMa He ynydliaetrcsl B TeueHue | Heienu, To 103y HUTU3MHOHA CIIEyeT
noBeicuTh. Ha oHe neueHuns y OONBIIMHCTBA JeTel, KOTOPhle UMEIOT KIMHUYECKUE MPOSBICHHUS
LUppO3a U MOPTAIBHOM THUIEPTEH3UM, JICUEHHE MPUBOAUT K KOMIIEHCAMU M JIaXe perpeccy
HUPPOTUYECKUX U3MEHEHUH.

OyHKIMS TTOYEUHBIX KaHAJbIIEB HOPMAIU3yeTCsl, MIPEKPAIAIOTCs OTepH Kaibius U docdopa
C MOYOM.

JleueHre HUTU3MHOHOM™®* B TeuecHHE MEPBLIX 3 MCCALCB JKU3HU NPCAOTBPAIIACT PA3BUTUC
KapJAuOMHUOIIaTu, Mmpu Oonee MO3JHCM HaydaJi€ TCpalru €€ TCUCHUC YIIYUIIACTCA HC3aBUCUMO OT
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(dhopMBbI 3a0071CBaHMSL.

[Ipumenenre HUTH3MHOHA™** oOecreunBaeT MOJIHOE KYNHUPOBAHHE HEBPOJIOTUYECKUX KPHU30B
[0 TUIY TOP(PHUPHUH.

Tepanust HuTH3UHOHOM™* mepekmtodar ¢enotun HT 1 B denHotun tuposuHemun 2 (cM.
[Tpunoxenne I'1). EcrectBennsiii xon pa3sutust HT 2 Tuma, npencraBisieT co00i reHETHYECKUH
nepuuut 4-ruapokcueHWIIMUPYBAT JAUOKCUTEHA3bI, SBISIETCS UYPE3BBIYAMHO PEIKUM U ILIOXO
OTIMCAaHHBIM B JINTEPATYpE, HO 3aJepKKa WHTEIUIEKTYaTbHOTO Pa3BUTHS SBISIETCS OOIIEH3BECTHBIM
KOMIIOHEHTOM B CTPYKTYpE JAHHOTO 3a00JIeBaHMsI.

[TockonbKy NeUIUT KapHUTHHA, BTOPUYHBIN MO OTHOMICHUIO K CHHAPOMY DaHKOHH, MOXKET
MPUBOJIUTh K MOPAKEHMIO CKEJIETHBIX MBI, CIEAyeT MU3MEpATh KOHIEHTPALMI0 KapHUTHHA B
CBIBOPOTKE, YTOOBI MOXKHO OBUIO BBIJICYMTH IC(UIUT KAPHUTHHA, €CIIU OH OyzeT BbisiBiieH [38].

OcTeonopo3 M paxuT, BbI3BAaHHbIE MMOBPEXKICHHEM IIOYEYHBIX KaHAJIbLIEB, Jie4aT ITyTEM
KOPPEKIMH alu03a, BOCCTAHOBIIEHUS KalblleBo-(pochaTHOro GasiaHca U BBEJIEHUS 25-TUIPOKCHU-
ButamuHa D. OOcnenoBanue Biimtouaer omnpenenenne KIIC (pH kpoBu, crangapTHBIX
OukapOoHaToB, neduuT ocHoBanwmii) [39].

be3 neuenust HUTH3MHOHOM** mojaBisroniee OOJBIIMHCTBO JETEW morudaer mo 15-jeTHero
BO3pacTa, OMpeeNSIIOIINM B TPOTHO3€e SABJIseTcs BpeMst AeOroTa 3a00yeBaHusl, T.€. JETH C OCTPOH U
nopoctpoit tuposunemueir (HT1A) ymuparor go 1 roma. Mcnonb3zoBanue HUTH3MHOHA™** 0Oe3
MaTOTEHETUYECKOW JMETOTepanuu TakkKe MPUBOJUT K MEAJIEHHOMY MPOTrPECCHPOBAHUIO
HapyleHni pyHKIUY NeYeHU U M0YeK, U3MEHEHHUSM OMOPHO-/IBUTaTEIbHOTO amnmapara.

Kputepum oueHKun KayectBa MegULIMHCKOW NOMOLLM

N Kpurtepuu xauectpa Ornenka
BBITIOJTHCHHSI
1 BEINOIHEHO KOMIUIEKCHOE OMpeesieHHe KOHIEHTPAuM aMHUHOKUCIOT | | Jla/Her

AI[MUIKAPHUTUHOB B KPOBH METOJOM TaHJEMHOW Macc-CIIEKTPOMETPUU
(mpu mepBUYHOI TUArHOCTHKE Jajee He pexe 1 pasza B rox).

2 BrinonineHo ompenenenue coaepikaHus CyKIIMHHUIIAETOHAa B KpoBU u/wnu | Jla/Her
Moue (mepBbie 6 Mec — 1 pa3 B mecs, ganee 1 pa3 B 6 Mec)

3 BrimonHeHno omnpenenenune conuepykanus anbda-deronporenHa B kposH | Jla/Her
(nmepBrie 6 Mec — 1 pa3 B Mecsir, nanee 1 pa3 B 6 mec)

Brimonneno BCEM nanueHTam UCCIIeJIOBaHHE rena | [la/net
dbymapunanerorunponassl (FAH) npu nocranoBke AuarHosa

4 BrinosiHeHO ynbTpa3ByKOBOE HCCIIEIOBaHHUE U dlIacTOMETpus nedenu (mpu | [a/uer
MEePBUYHOM IMAarHOCTUKE Jjanee He pexke 1 pasza B ron)

5 BeinonHeHa KoMIbIOTEpHOW ToMorpaduu opraHoB OproiiHoW mozocTH | [la/Her
W/WJIA MarHUTHO-PE30HAHCHOW TOMOTpaduu OpraHoB OPIOIIHON MOJIOCTH C
MarHUTHO-PE30HaHCHOW XonaHruonankpearorpapueit (MPXIID) (mpu
NEepPBUYHOMN TMAarHOCTHKE U Jlasiee He pexe 1 pasa B rox)

6 Brmmonnena KOHCYJIbTAllUs Bpada-ICHCTHUKA IIPU ITOCTAHOBKE JUAIHO3a I[a/ HCT

7 BhImonHeHa KOHCYJbTAIMs Bpada-TpaHCIUIAHTOJIora y TaiueHToB c | Jla/Her
IUPPO30M TCUCHU

8 BrinonHeHa KOHCyNIbTalMs Bpada-racTpo’HTeposiora (mpu MNEepBUYHON
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JMAarHOCTHKE, Jajiee He pexe 1 pa3a B 6 Mecs1eB)

9 HasnaueHna tepanust HITU3UHOHOM ** TOCJIE MMOATBEPKICHUS JUArHO3a Ha/mer

10 BrInmoaHeHO Ha3HaueHHE HHU3KOOEIKOBOM JHMETHl C HCIOJIb3oBaHuEeM | Jla/Her
CHEIMATM3UPOBAHHBIX MTPOIYKTOB 03 (peHmIalaHnHa | THPO3UHA.
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[Tpunoxenue Al

Cocras pa0oueii rpynnsl mo pa3padorke u nepecMoOTpy KJIHHHYECKUX
peKoMeHxaumnin

1. baraeBa Mannena DHBEpOoBHa — K.M.H., CTaplIMi Hay4HbId COTPYAHHK OTAEJICHUS
MEeIUaTPUUECKON TacTpodHTeposoruu, renarojorud u auerojoruud Knunuku OI'BYH "OUILL
MUTaHUS U OMOoTexXHOJIOTUN"

2. baiinakoBa ['anuna BuxTtopoBHa — K.0.H., BeAYIIMi HAy4YHBIH COTPYAHUK JabopaTopuu
HaclenCTBEeHHBIX Oone3Heil obmena PI'BHY "Menuko-reHeTHYecKUil HAay4HBI ILIEHTP WM.
akagemuka H.I1. Boukosa", wieH Poccuiickoro o0mecTBa MEIUIIMHCKUX T€HETUKOB.

3. bapanoB Anekcannp AnekcannpoBud — akaa. PAH, mpodeccop, I.M.H.; MOUYETHBIH
npesuneHT Coro3a neauarpoB Poccum, coBetHuk pykoBoautens HUMIM nenmatpum u oxpaHsl
3nopoBbs neteit LIKb PAH, npodeccop kadeapsl nequarpun u nerckoit pesmarosorun PIrAOY
"ITepbiit MI'MVY um. .M. CeuenoBa" MunszapaBa Poccun (CedeHOBCKUII YHUBEpCHUTET),
IJ1aBHBIA BHELITATHBIN ClieUanuCT neauarp Munsapasa Poccun.

4. bymyeBa Tarpsna BnagumupoBHa — aM.H., OI'AY "HayuHblii MeIUIMHCKUN
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MpoQUIAKTUKH WHBATUAM3UpYIouX 3aboneBannii HUW nemnuatpum u OXpaHbl 370pOBBS ACTEH
Kb PAH mpodeccop xadenpsl ¢(akyabTeTCKOW MeAMATPUN MEAUATPUYECKOTO (aKyIbTeTa
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3aBenytomas ornenoM nexuatpun, ®I'bY "HMMUIL] akymepcTBa, THHEKONIOTMHA M NEPUHATOJIOTUH
uM. Ak. B.H. Kynakosa"

9. XKypxoBa Haranus BsuecmaBoBHa — K.M.H., BeQymuil HayuyHbldi coTpyanuk HUU
neauatpud U oxpansl 3710poBbsi neret LIKb PAH, unen Coro3za nemmatpoB Poccum, unen
Acconmanuy MeIJUIMHCKUX TeHeTUKoB (AMI)

10. 3axapoBa Exatepuna OpreBHa — 1.M.H., 3aBeayromas J1abopaTopueil HaciaeACTBEHHbIX
6onesneit oomena ®I'BHY "Menuko-reHeTnueckuii HaydHblil LeHTp uM. akagemuka H.IL
boukosa", wien Poccuiickoro o0mecTBa MEAUIIMHCKAX T€HETUKOB, YJIEH €BPOIMEHCKOTO OOIeCTBa
0 U3YYEHHIO HACIIEICTBEHHBIX OoJie3He# oOMeHa BemecTB (SSIEM).

11. KonmakoBa Omnbsra bopucoBHa — K.M.H., 3aBEIylollas OTIEICHHUEM MEIUIMHCKON
reHetukn @OI'AY "Hayuplii MEIUITMHCKUA WMCCIIETOBATEIBLCKUN IIEHTP 3/I0POBbS  JeTeil"
Munzapasa Poccun, unen Acconmaniy METUIIMHCKUX TE€HETHKOB

12. KyueB Cepreit MBanoBuu — wi.-kopp PAH, n.m.H., mupektop ®I'BHY "Menuko-
FeHETUYEeCKU Hay4yHblil 1eHTp uM. akaaemuka H.II. bouxoBa", Ilpe3ument Accouunanuu
MEIMIIMHCKUX reHeTHKoB (AMI).

13. JlaBpoBa Anna EBreHbeBHa — A.M.H., TJIaBHbIA Hay4HbIM COTPYAHHMK, Bpayd BbICHIEH
KBATM(UKAIIMOHHOW  KaTeropuu 1o  crnenuanbHoctd  "llegmarpus”, 3aBenyromas  2-m
nenuarpudeckuM otnaenennem, ®I'bOY BO "l[IpuBomxCKuil uccaeaoBaTeNbCKU MEAUIIUMHCKUN
yHuBepcuter" Munszapasa Poccuu

14. MuxaitnoBa Cperana BwuranbeBHa — A.M.H., 3aBenymwomas otaeineHuem OI'BY
"Poccuiickas Jlerckas Knuanueckas bonpauma" M3 PO,

15. Moscucsu l'oap bopucoBHa — K.M.H., Bpad OTICJIECHHS TacTpodHTeposiorun PI'AY
"HayuHblii MEAUIIMHCKUAM HCCIIEI0BATEIBCKUI LIEHTP 310p0Bbs Aeteil”" M3 PO

16. Hazapenko Jlrogmuna IlaBmoBHa — mpodeccop, A.M.H., 3aMECTUTEIb TUPEKTOpA II0
HayyHOU M JeueOHON paboTe, pyKOBOIUTENb JIAOOpaTOpUHM HaciencTBeHHOW martonorun HUU
MeauuuHCKOM reHetuku, Tomckoro HUMIL PAH, dmen Acconmanpiyi MEIMIIMHCKUX I'€HETHKOB
(AM).

17. Hamazoa-bapanosa Jleiina CeiimypoBHa — akan. PAH, mpodeccop, I.M.H., Tpe3UAEHT
Coro3za nmeauatpoB Poccun; mact-npesugent EPA/UNEPSA; pykosomutens HUW nenuarpuu u
oxpanbl 310poBbs neteit LIKB PAH, 3aBenmyromas xadeapoil ¢dakynbTeTcKoi mNeauaTpuu
neauarpudeckoro ¢akynprera ®I'bOY BO "PHUMY um. H.U. ITuporosa" Munznpasa Poccun,
TJIaBHBI BHEIITATHBIM JETCKUN CHEUUATNCT MO NpodUIaKTHYEeCKOH MeauimHe MuH3apaBa
Poccun.

18. HukonaeBa ExatepuHa AJekcaHIpOBHAa — J.M.H., TJaBHbIM HAay4YHbIH COTPYHIHUK,
PYKOBOJIUTEINb OTJENIEHUSI HACIEACTBEHHBIX U BPOXKICHHBIX 3a00JIeBaHUIN ¢ HApYIIEHHUEM TCUXUKU
HayuHo-uccneqoBaTenbCKOro  KJIMHUYECKOTO HWHCTUTYTa neauaTtpuu uMenu akana.  FO.E.
Bensrumesa I'bOY BIIO PHUMY um. H.U. [MuporoBa MunsnpaBa Poccun, unen Accouuanuu
MEIHUIIMHCKUX TeHeTUKOB (AMI).

19. ITamxkoBa Mpuna EBrenpeBHa — K.M.H., 3aBeyIolas eauarpuueckum otaeneHueM OI'bY
"HauvoHanbHbli ~ MEAMIIMHCKUNA  HMCCIENOBATEIbCKMM  WMHCTUTYT  TPAHCIUIAHTOJOTHMH U
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UCKYCCTBEHHBIX oOpranoB um. axk. B.M. IlymakoBa" Munzapasa Poccum, unen Poccuiickoro
TPAHCILJIAHTOJIOTMYECKOIO OOLIECTBA.

20. IlepBynuna TartbsiHa MuxainoBHa — A.M.H., Bpau-lieAuarp, Bpau-IAETCKUM KapAHOJIOT,
JIOLUEHT Kadenpbl neauaTpuu MemunuHckoro ¢axynasrera CIIBIY, nupekrop wuHCTHTYyTa
neauatpuu 1 nepuHaroioruu ®I'bY "HMUILL um. B.A. Anmazosa”.

21. IlewarnukoBa Haranes JleoHumoBHA — Bpay-HEBPOJIOT, 3aBEIYIOIIMI OTACIICHUEM,
Mopo3zosckas JI'Kb JI3M

22. TlonsaxoBa Ceernana Mropesna — 1.M.H., mpodeccop Kadenpsl ToOCIUTATEHON TeTHaTpHH
uM. akagemuka B.A. TabGommua Ilegmarpmueckoro akynprera Poccuiickoro HammoHAIBHOTO
uccienoBaTesbeckoro MmeaunuHckoro yuusepeutera (PHUMY) um. H.U. IIuporosa, r. Mocksa

23. TotamoB Anekcanap CepreeBud — 1.M.H., podeccop, OTIACICHHE TacTPOIHTEPOJIOTHUU
OI'AY "HayuHblii MEIMLIMHCKUM HCCIEAOBATENbCKUI LEHTP 370poBbs Aerel" M3 PO, xadenpst
neauatpuu u aerckoit pesmaronorun ®I'AOY "Ilepsriit MI'MY um. .M. CeuenoBa" Munsapasa
Poccun (CeueHOBCKUI YHUBEPCUTET)

24. IlymkoB Anekcanap AJieKceeBUY — K.M.H., BEAYIIUI Hay4HbIH COTPYIHHK JabopaTtopuu
MOJIEKYJIIPHONW TEHETUKH U MeaunuHckod reHomukn DI'AY "HarmumoHanbHBIH MeEAMITMHCKUAN
HCCIIEIOBATENBCKUI LEHTP 30pOBbs AeTer’ Mun3zapasa Poccuu, uneH Accolimalui METUIMHCKUAX
TE€HETHUKOB.

25. Periuna Cpetnana AdaHacbeBHa — K.M.H., Bpau-reHeTuk ®I'bHY "Menuko-renernueckuii
HaydHbId 1eHTp uM. akagemuka H.II. boukoma", umen Poccuiickoro oOmiecTBa MEIUIIMHCKUX
T€HETUKOB, WIEH ACCOLMALUMU MEIULUHCKUX T'€HETHKOB.

26. CaBoctbsiHOB Kupunn BukropoBud — 1.0.H., HayaJIbHUK LEHTpa (yHIaMEHTAIbHbIX
uccienoanuii B neauarpud OPI'AY "HanuoHanbHbIM MEIUIIMHCKUNA HCCIEIOBATEIBCKUM LIEHTP
310poBbs Aetel" Mun3zapasa Poccun, wien Accoranuu MEAUIIMHCKUX T€HETUKOB.

27. CewtoBa ['ynbHapa HapumaHoBHa — K.M.H., TJIaBHbIA Bpad MeIuKO-T€HETHYECKOTO
nentpa (I'enernueckoit kimuukn) HUU meaumuackoi renetuku, Tomckoro HUMIT PAH.

28. CemumssnoBa Jlwmmst PoGeproBHa — K.M.H., Bemymuid Hay4Hbld coTpyaHuk HUN
neguaTpu U oxpanbl 310poBbs Aerei [IKb PAH MunuctepcTBa Hayku M BBICIIETO O0Opa30BaHUs
Poccuiickoit ®eneparuu, nomneHT kKadenpsl mneauatpud M JAeTckor peBmatosiormn DPIAOY
"[TepBeiii MI'MY um. U.M. CeuenoBa" MunzapaBa Poccun (CedeHOBCKUN YHHUBEPCHUTET), AOIECHT
kKadeapsl GakyabTeTCKOW menuarpuu neauarpudeckoro ¢akynprera ®I'6OY BO "PHUMY um.
H.W. ITuporosa" Munsznpasa Poccuu, uinen Coro3a neauatpos Poccuu.

29. CmupHoBa Oubra SIkoBiieBHa — Bpay-I€HETUK, CTapIIMi HAYyYHBIA COTPYIHUK OTAENA
CTaHJApTHU3alMU W H3y4YEHUs OCHOB JoKa3zartenbHOW MenuuuHbl HUW neauatpum u oxpassl
3nopoBbst Aereir [IKb PAH MunucrepctBa Hayku u BbIciiero ooOpa3zoBanusi Poccuiickoit
®epnepaunu, wieH Coro3a neauarpoB Poccun, uneH Accolanuu MEJUIUHCKUX T€HETUKOB.

30. CrpokoBa Tartesina BuxtopoBHa — a.M.H., mpodeccop PAH, 3aBenyromas oTaeneHuemM
MEeIUaTPUUECKON TacTpodHTepooruu, renarojorud u auerojoruud Knunuku OI'BYH "OUILL
MUTaHUS U OMOTEXHOJIOTUH".

31. CypkoB Anzpeit HukomnaeBud — A.M.H., 3aBEAYIOLIUNA OTACICHHEM TaCTPOIHTEPOJIOTUU
OI'AY "HanumoHanbHBIM MEIUIMHCKUN UCCIENOBATEIbCKUM IIEHTP 310pOBbs jAerei" MuH3npasa
Poccun, unen Coroza neauatpos Poccun.

32. Tenaes Pyctom ®@apunoBry — 1.M.H. 3aBEIYIOIINI peaHUMaled 1 MHTEHCUBHON TEPAIUN
OI'AY "HanuoHanbHbBII MEAUIIMHCKUN UCCIEN0BATENbCKUI LEHTP 340poBbs aeTeil”" Mun3apasa
Poccuu, npodeccop kadenps! nenuatpuu u nerckoi pesMartoiorun @I'AOY "Ilepeiit MI'MYVY uwm.
N.M. CeuenoBa" MunsznpaBa Poccuu (CeueHOBCKUI YHUBEPCHUTET).

33. denoceenko Mapuna BnagucnaBoBHa — K.M.H., 3aBeAyoIlas OTIEJIOM pa3pabOTKH
Hay4HbIX MOJXOJI0B K HMMMYHH3AlMM TAIUEHTOB C OTKJIOHEHUSMH B COCTOSIHUU 3JI0POBbSI U
XPOHUYECKMMHU OO0JIe3HSIMHU, BEAYLIUH Hay4dHbIH COTpyIHHK, Bpau-neguarp HUW memumarpuu u
oxpansbl 310poBbs Aereil [IKb PAH MunuctepctBa Hayku U Bbicuiero oopasoBanus Poccuiickoii
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®enepanyn, AOUEHT Kadenps! (aKyIbTeTCKON neauaTpun nexuarpudeckoro dakynsrera @I'bOY
BO "PHUMY um. H.W. ITuporosa" Munsnpasa Poccun, unen Corosa neguatpos Poccun.

34. ®ucenko Awnapeit IlerpoBudy — a.M.H., mpodeccop, 3acimykeHHblid Bpau Poccuiickoii
Oenepauun, aupekrop DOI'AY "HanuoHanbHBIM MEAMIIMHCKUI HUCCIIEIOBATENbCKUI IEHTP
310poBhs AeTeil”" Munsapasa Poccun.

HpeILCTaBI/ITCJH/I O6IH€CTBCHHI)IX AU ECHTCKUX opraHmauHﬁ:

[Morocsst Hemmm CepreeBHa — mpenctaBuTenb Bcepoccuiickoro ooOmiectBa opQaHHBIX
3a00JeBaHM

ABTOpBI TIOJNTBEPIKIAIOT OTCYTCTBHE (DMHAHCOBOW TOJIEPKKU/KOH(IUKTa HWHTEPECOB,
KOTOPBI HE0OOX0IMMO 0OHAPOIOBATh.

[Tpunoxxenne A2

MeTtonoJiorusi pa3padoTki KIMHUYECKUX PeKOMEH AU

LleneBas ayanTopus AaHHbIX KIMMUWHU4YeCKnNx peKomer,auuﬁ:

- BpauH-TeIMaTphl;
- BpauH-TepaneBThI

- Bpauu 00IIel CeMEHHON MTPaKTUKH (CeMeiHas MEIUIINHA);
- BpauM-TacTPOIHTEPOJIOTH;

- BpauHl-T€HETHKH;

- BpauH-UETOJIOTH;

- Bpaul-HEBPOJIOTH;

- BpauM-OHKOJIOTH;

- BpauM-OHKOJIOTH JCTCKHUE;

- MEQUIMHCKHUE TICUXOJIOTH;

- CTYIEHTHI MeUIMHCKUX BY30B, HHTEPHBI, OpIUHATOPHI;

Tabnuua 1. LLikana oueHKU ypoBHeN [OCTOBEPHOCTU AoKka3aTtenbceTB (YOLO) anA
MeTO[O0B ANarHOCTUKM (AMarHOCTMYECKUX BMellaTesibCTB)

YA Pacmmudposka

1 Cucrematnueckne 0030pbl HCCIEIOBAHUN ¢ KOHTpOJIeM pedepeHCHBIM METOJIOM WIIH
CUCTeMAaTUYeCKUi 0030p paHAOMHU3HPOBAHHBIX KIMHUYECKUX HUCCIENOBAHUN C
MIpUMEHEHHEM MeTaaHalln3a

2 OT,Z[GJ'ILHLIG HCCIICAOBAHUA C KOHTPOJIEM pe(i)epeHCHBIM MCTOAOM HJIM OTACIIBHBIC
PAaHAOMU3UPOBAHHBIC KIIMHUYCCKUE HUCCICAOBAHUA W CHUCTEMATUYCCKHC 0630pBI
HCCIIeJOBaHUI 1000r0 I[PI38.I>1H8., 3a UCKIITFOUCHUCM PAHAOMHU3UPOBAHHBIX KIIMHUYCCKUX
I/ICCJ'IeI[OBaHI/II\/‘I, C IPUMCHCHUCM METaaHalin3a

3 HccnenoBanus oe3 MOCJICAOBATCIIBHOTO KOHTPOJIA peQ)epeHCHHM METOJOM HIJIN
HCCICOIOBAaHUA C pe(bepeHCHBIM METOJAO0OM, HC MABIAOIIMUMCA HC3aBHUCUMBIM OT
ucceiaeayemMoro Mertoaa Ui HEPpaHAOMUSUPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHUA, B
TOM YHUCJIC KOTOPTHBIC UCCIICAOBAHUA

4 HCCpaBHI/ITCJ'ILHLIC HUCCIICAOBAaHUs, OITMCAHUC KIIMHUYCCKOTO ClIydas
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5 Nmeercs muirs 000CHOBaHUE MEXaHU3Ma JICHCTBHS WIM MHEHHE SKCIIEPTOB

Ta6nuua 2. LLikana oueHKM ypoBHeN AOCTOBEPHOCTU AoKa3aTtenbcTB (YAO) ans
MeToooB npodmnakTUku, rneyvyeHus u peabunutaumm (npodunakTM4eckux,
neyvyeGHbIX, peabunUTaLMoOHHbIX BMELLATeNbCTB)

Y PacmmdpoBka
1 Cucrematnueckuii 0630p PKU ¢ npuMenennem meraananusa
2 Otnenpabie PKM u cucremaruueckre 0030pbI MCCIIEIOBAHUM JIFOOOTO aM3aiiHa, 3a

nckirouennem PKH, ¢ npuMeHennem MeraaHaimsa

3 HepaHILOMI/ISI/IpOBaHHBIe CPaBHUTCIIbHBIC HUCCIICA0BaHNs, B T.4. KOI'OpPTHBIC
HUCCICIOBaHUA
4 HeCpaBHI/ITeJ'[BHI)IC HCCIICOO0BAaHUA, OINUCAHUC KIMHHUYCCKOTO Ciiydasd WIH CCpUuHn

CIIy4aeB, UCCIEA0BaHMS "'CIIy4yal-KOHTPOJIb"

5 Nmeercst b 000CHOBaHWE MEXaHW3Ma JCHCTBUS BMENIATEIhCTBA (JOKIMHUYECKUE
WCCTIe0OBAHUs) WM MHEHHE KCIIEPTOB

Tabnuua 3. WLkana oueHKM ypoBHen ybeauTtenbHocTu pekomeHpauun (YYP)
Ansa  metoaoB NpodMNakTUKKM, AOUArHOCTUKMU, JleYeHUss U peadbunurtauum

(npodmnakTnyeckmx, ANarHoOCTUYEeCKUX, re4vyeoOHbIX, peabunuTaumMoHHbIX
BMeLlaTenbCTB)

YVYP Pacmdposka
A CunbHasi pekoMeHaamus (Bce paccMaTpuBaeMbie KpUTepUr PGHEKTHBHOCTH (MCXOIbI)

SABJISIFOTCSA Ba’XHBIMH, BCE€ HCCICA0OBAHHA HMMCIOT BBICOKOC HJIM YAOBJICTBOPUTCIIBHOC
METOJAOJIOTHYCCKOE KauC€CTBO, HMX BBIBOABI II0 HHTCPECYIOIIHUM HCXOJaM SBJISAIOTCA
COFHaCOBaHHBIMI/I)

B VYcinoBHas pekoMmeHIanus (HE BCE paccMaTpuBaeMble KpuTepuu 3PPeKTUBHOCTU
(ucxompl) SBISIFOTCS BaXXHBIMH, HE BCE HCCIENOBAHUS HUMEIOT BBICOKOE WIIU
yIIOBJETBOPUTEIILHOE  METOJOJOTMYECKOe KAueCTBO W/WIM  UX BBIBOJABI IO
WHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCSI COTJIACOBAHHBIMHU )

C Cnabas pexoMeHganus (OTCYTCTBHE JOKa3aTeNbCTB HaJUIekKAIIEero KadecTBa (Bce
paccMmarpuBaeMble KpuTepuu IPQPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMHU, BCE
UCCIIEIOBAaHUSI HMMEIOT HHU3KOE METOJOJOTHYECKOe KaueCTBO M HX BBIBOJBI IO
WHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCSI COTJIACOBAHHBIMHU )

Mopsaaok 0GHOBNEHUSA KIMHUYECKUX peKoMeHAauumn

MexaHu3sM  OOHOBJEHUS ~ KIMHUYECKMX  pEKOMEHJAlMi  HOpeaycMaTpuBaeT  HUX
CHUCTEMATHUYECKYIO aKTyaJU3allli0 — HE PEKe YEM OJMH pa3 B TPU roja, a TaKXKe MPHU NOSBICHUU
HOBBIX JIaHHBIX C MO3ULMHM JOKa3aTEJIbHOM MEIUIMHBI TI0 BONPOCAM JUArHOCTHUKH, JICUYEHUS,
npoQUIAKTUKA W peadMIuTaluyd  KOHKPETHBIX  3a0o0JieBaHMM, Haiu4uu 0OOCHOBaHHBIX
JIOTIOJTHEHUI/3aMeuaHnii K paHee yrBepkaeHHbIM KP, Ho He yaie 1 pa3a B 6 mecsies.
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ITpunoxxenne A3

CnpaBouyHble MaTepuajbl, BKJIYasi COOTBETCTBHE NOKA3AHUI K NPUMEHEHH 0
U MPOTHBONOKA3aHMI, CIOCO00B NPUMEHEHUS U 103 JIeKAPCTBEHHbIX
NpenapaToB, HHCTPYKI UM N0 NPUMEHEHHUIO JIeKAPCTBEHHOI 0 Mpenapara

1. Ilpuka3 MuHucrepcTBa 31paBOOXpaHeHHs U coluanbHOro pazsutus PO ot 16 anpens 2012
r. N 3661 "O06 yrBepxkaeann [Topsiika oka3aHusl MeAHaTPUICCKON TOMOIITH"

2. Ilpuka3 MunucrepctBa 3apaBooxpaneHuss P® ot 15 Hos0ps 2012 r. N 9171 "OO0
yrBepkeHnn [lopsiika oka3aHHWsT MEIWIIMHCKOW IMOMOIIM OOJBHBIM C BPOXKICHHBIMH W (WUTH)
HaCJIeICTBEHHBIMU 3a00JI€eBaHUAMHU"

2. IlocranoBnenue I[lpaBurensctBa Poccuiickoit @enepamuu ot 9 ampens 2015 roma N 333
"O6 yrBepxxaenuu [IpaBun popMupoBaHus epeyHs CrielUaTIN3UPOBAHHBIX MPOJTYKTOB JI€U€OHOTO
MATAHUS 17151 AeTeH-UHBAIHIOB".

3. TocynapcTBeHHBIN peecTp JIeKapCTBEHHBIX CpeACTB: https://grls.rosminzdrav.ru

OcCHOBHbIe HOpMaTUBHO-NMpaBOBbLIE aKTbl, perynupyrowume OKa3aHue
nannMaTMBHOW MeAULIMHCKOW NOMOLLM

1. ®enepanpubiii 3akoH "O BHeceHun wm3MeHeHnid B DenepanpHbiii 3akoH "OO OCHOBax
OXpaHbl 37I0pOBbs TpaxaaH B Poccuiickoit denepanuu" nmo BoOmpocaM OKa3aHUs MAJTIMATUBHOU
meauimackor momomu' ot 06.03.2019 N 18-P3.

2. Tlpukaz MunzapaBa Poccunm N 345H, Muntpyna Poccum ot 31.05.2019 N 372 "OO6
YTBEPKIACHUM TOJIOKEHHUs] 00 OpraHu3alliy OKa3aHUs NaJUTMATUBHOW MEJAULMHCKON MOMOIIIH,
BKJIIOYAsl MOPSIOK B3aWMOJCHCTBUS MEIWLIMHCKUX OpraHU3aluid, OpraHu3aluil COLMAIBHOIO
o0cinyXuBaHUST U OOIIECTBEHHbIX OOBEIUHEHMH, WHBIX HEKOMMEpPYECKUX OpraHu3alu,
OCYILIECTBIISIOLINX CBOIO JESITEILHOCTh B cpepe OXpaHbl 310pOBbs".

3. Tlpukaz MunzapaBa Poccun N 348n ot 31 mas 2019 roga "OO yTBepIeHUU TEPEUHS
MEIMUMUHCKUX W3IENINNA, MpeJHA3HAYEHHBIX Ui HOAJEPKAHHMS OpPraHOB M CHCTEM OpraHu3Ma
YEJI0BEKa, IPEI0CTABISEMbIX JUIsl UCIIOJIB30BAHUS HA JJOMY".

4. ITpukaz MunznpaBa Poccun N 5051 ot 10 uronsg 2019 roga "O6 yrBepxaenuu Ilopsiaka
neperaud  OT MEIUIIMHCKOM OpraHu3aliy NanueHTy (ero 3aKOHHOMY IPEJICTaBUTEIO)
MEIUIMHCKUX U3JCIUN, NpeJHa3HAYCHHBIX I MOJJepKaHus (PYHKIUI OpraHoB M CHUCTEM
OpraHu3Ma 4esoBeKa, U1 KCIOJIb30BAHUS HA JOMY MPU OKa3aHUU NAJTIMATUBHONW MEAUIIMHCKON
nomoru".

5. llpukaz M3 P® N 831 or 3 oktabps 2019 roma "OO yTBep)kKIE€HUU BEIOMCTBEHHOM
LeneBoy mporpammsl "Pa3BuTre cucTeMbl OKa3aHUs MAJUTMATUBHON MEAMIIMHCKOM omoiu".

Mpoune HopMaTUBHO-NPAaBOBblE AOKYMEHTbI, C Y4eTOM KOTOpPbIX pa3paboTaHbl
KNUHUYeCKne pekoMeHAaLuuu:

1. ®enepanbublii 3akoH oT 21 HOAOps 2011 r. N 323-®3 "OO6 ocHOBax OXpaHbl 3/I0POBbS
rpaxaan B Poccuiickoit @enepannn" (Cobpanue 3akoHoaTenberBa Poccuiickoit denepanuu, 2011
r., N 48, ct. 6724);

2. MexnyHapoHas kiaccudukanus 0oJie3Hel, TpaBM U COCTOSIHUM, BIMSIOIIUX Ha 3/10pPOBbE
(MKB-10);

3. lpuxaz M3 PD ot 20 nexabps 2012 r. N 1183 OO0 yTBepkaAeHUM HOMEHKIATYPHI
JOJKHOCTEH MEUIIMHCKUX PAOOTHUKOB U (hapMalleBTHUECKUX paOOTHUKOB.

4. Tlpuka3z M3 PO ot 23 utong 2010 r. N 5411, Enunbiii KBaqu(UKalMOHHBIA CIIPaBOYHUK
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JOJDKHOCTEH  PYKOBOJMTENCH, CHEIHMAINCTOB M CIyXalluxX, pasfen KaamuduxanuoHHbIE
XapaKTePUCTUKH JJOJDKHOCTEH paOOTHHUKOB B cpepe 31paBOOXpaHEHHS.

5. ®epnepanbubliil 3ak0H OT 25.12.2018 N 489 489-d3 "O BHecenuun u3MeHeHU B cTaThio 40
@enepanbHoro 3akona "OO6 00s3aTeIbHOM MEAUIIMHCKOM cTpaxoBaHuu B Poccuiickoit @enepanun”
n denepanbublii 3ak0H "OO OocHOBax OXpaHbl 310pOBbs rpaxkaaH B Pocculickoit @enepanuun” no
BOIIPOCaM KJIMHUYECKUX pEKOMEHAani".

6. [Tpuka3 Munzapasa Poccun N 1031 ot 28.02.2019 1. "OO0 yTBep>KACHNUHU MOPSIKA U CPOKOB
pa3pabOTKM KIMHUYECKUX DPEKOMEHJAIM, HMX MepecMoTpa, THIIOBOW (OPMBI KIMHHYECKHX
pexomMeHAaui U TpeOOBaHUM K UX CTPYKTYpE, COCTaBy U Hay4yHOM 0OOCHOBAHHOCTH BKIIOUAeMOMU
B KIIMHUYECKHE PeKOMEHAanu nHpopmarn'.

7. Ilpuka3z Munzapasa Poccun ot 13.10.2017 N 804n "OO yTBep)kK/I€HUM HOMEHKIATYPHI
MEJUIMHCKUX yCIyT".

8. [Ipuxa3z MunuctepcTBa Tpy1a U counaabHoi 3amuTsl PO ot 27 aBrycra 2019 r. N 5851 "O
KIIaCCU(PUKAUAX M KPUTEPHUSX, HCHOJIb3YEMbIX IPH OCYLIECTBICHUH MEIUKO-COLMAIbHON
AKCHEPTU3Bl TpaKIaH (eaepalbHbIMU TOCYJApCTBEHHBIMH YUPEXKICHUSIMH MEIUKO-COLMAIBLHOM
AKCIEPTU3HI";

9. Ilpuka3 Munuctepcta 3npaBooxpaHenuss PO ot 14 suBaps 2019 r. N 4 "O6
YTBEPKICHUH MOPsIJIKa Ha3HAYEHUsI JIEKApCTBEHHBIX MpenapaToB, (popM pelentypHbIX OJTaHKOB Ha
JIEKapCTBEHHbIE IIPEeTaparhl, Mopsiika 0(opMIICHHUs YKa3aHHbBIX OJIaHKOB, UX ydeTa U XpaHeHus"

10. Ilpunkaz3 MMHHUCTEPCTBO 3APABOOXPAHEHUS U COLMAIBHOTO pa3BuTUs Poccuiickon
Oenepanu "O mopsiike NPUMEHEHUS JIEKAPCTBEHHBIX CPEACTB y OOJBHBIX MO KU3HEHHBIM
nokazanusaMm" ot 9 asrycra 2005 r. N 494

11. Ilepeuensb cnerUaIM3UPOBAHHBIX MPOAYKTOB JIEYCOHOTO MUTAHUS IS JI€TEeH-UHBAIHIOB

Ha 2020 roxn, Pacropspkenue [IpaBurensctBa Poccuiickoit deneparuu ot 11 gexadbps 2019 roma N
2984-p
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IIpunoxenue B
HNudopmanus 1 naumeHra

Uro Takoe Tuposunemus tun 17

Tuposunemus tun 1 (umm HT1) — sTto peakoe 3aboneBaHue, mpu KOTOPOM OpPraHU3M HE
yCBaMBaeT BELIECTBO "TUPO3UH", mocTynatouiee ¢ nuuiei. Tupo3un — oxxa u3 20 aMMHOKUCIIOT, U3
KOTOpBIX cocTosT Oenku. CyliecTByeT CHenWalbHBIN (epMeHT, GyMmapuianerarruapoiasa (wim
FAH), xortopslii pacieruisier Tupo3ud. Ho y mauuentos ¢ HT1 atoro ¢epmenra B opranusmMe Her,
Y TUPO3UH paspyliaeTcs He MOJHOCThI0. Korna Takue nroau easaT nuiy, 0oratyio 0ei1koM, B KpOBU
HAKaIlJIMBAeTCsl MHOTO THPO3WMHA, M OH IPEBpAIaeTCsl B OINACHBIE BEIECTBA, IOBPEXKIAOIINE
M€4YeHb, TOUYKH, HEPBHAs CUCTEMA.

Kak nposiBnsercss Tuposunemus tun 17

[Ipu pokieHUH CUMITOMOB OOBIYHO HET, HO OHH MOSBJISIOTCS JIOCTATOYHO OBICTPO, B IEPBHIC
HECKOJIbKO MecsIeB >ku3Hu. CHUMITOMBI TUPO3WHEMHH OYEHb pa3zHooOpasHbl. YacTo pebeHok
nepecTaeT HaOupaTh BEC W CTAHOBHUTCS pa3IpaXUTeNbHbIM. K JIpyruM paHHUM CHMITOMaM
OTHOCSITCSI TIOBBITIICHUE TEMIIEpaTyphbl TeJa, AWapes, TOIIHOTA, YBEIMYCHHE MeueHU (YBETUUCHUE
pa3sMepoB KUBOTA), CHHAKH, XXKENTyxa (KOXKa M CKJIEPhl CTaHOBUTCS JKEJITOBATHIMH) U HOCOBBIE
KpoBoTeueHus. MlHoria otmMedaercs ciennuIecKuil CraIkoBaThI, "KamycTHBIM" 3amax Tena. bes
JIEYCHUS MOJKET Pa3BUTHCS OMAacCHas Ui JKU3HH TEeYCHOYHAs HEAOCTATOYHOCTh. THPO3WHEMUS
4aCcTO MPOSIBIISETCS TSKEIBIMA CHMIITOMaMH B TIepBbIe MecsIbl Ku3HU ("ocTpast popma"). Octpas
(dhopma Hambosee omacHa sl KU3HA peOCHKa M 3a4acTyio TPeOyeT TOCUTAIN3AIMU B OT/ACIICHNE
MHTEHCUBHOW Tepanuu. Pexe THUPO3MHEMHs NPOSBIISIETCS MEHEE BBIPAKEHHBIMHU CHMIITOMAMH,
KOTOpbIE HApacTalOT MOCTENEHHO (3T0 XpoHHUYecKas (opma), Kak MpaBUJIO, B BO3pacTe crapiie 6
MmecsueB. [Ipn xpoHuueckodt (opme uYacTo CHUMITOMaMH Ha KOTOpbIe OOpamiaroT BHHUMaHUE
SBJISIETCS. PAXUT — M3MEHEHHs KOCTEH, a TaKKe YBEIMYEHHE pa3sMEpPOB JKMBOTA 32 CYET
renaroMerajiuy, TOIHOTA, MJI0Xasi MpuOaBKa B Bece, Tuapes.

Kak ycranaBnuBarot nuario3 Tuposunemus tum 17

Ha ocHOBaHuMM KIMHUYECKUX CHMIITOMOB Bpaud MOTYT 3alo03pUTh AUarHo3. Jluarxnos
TUPO3MHEMHM TUIl | TOATBEp)KIAeTCs, KOrJa B KPOBHM M MoOYe OOHApY>KMBAIOT IOBBIIICHUE
TUpO3UHA U cykuuHuianeroHa. [locine storo npoBoaar JJHK-nuarnoctuky — uccienoBanue resHa
FAH. Kak npaBuio, JIHK-aHanu3 HauMHAIOT C TECTUPOBAaHUS Ha HambOOJee YacThle MYyTallMH, a
3aTeM Mepexo AT K IMOJIHOMY aHallu3y T'eHa.

Kak neuat Tupozunemuro tum 17

Jis nedeHuss TUPO3MHEMHM Ha3HAuYalOT IpenapaT, KOTOPBIA CHUXKaeT oOpa3oBaHUE B
OpraHu3Me TOKCHUYHBIX BEIIECTB, €r0 HYXHO MPUHUMATH €XeqHeBHO. Ero mo3y ycranaBmuBaeT
Bpauy. DTOT mpemnapaTr COACPKHUT BEIIeCTBO MOJ Ha3BaHWeM "HUTH3MHOH™*". HutusmHon™*
ONMOKUpPYET pacllerieHne THUPO3WHA PaHbIe, YeM W3 HErO0 HAaYMHAIOT O0O0pa30BBIBATHCS BPEIHBIE
BemiectBa. Ho TMpo3uH BCe paBHO OCTAeTCs B KPOBU M JAXKE IMOBBIIIAETCS, HO TJIABHOE, YTO HE
00pa3yloTcsi TOKCHYHBIE BEIIECTBAa, TaKWe KaK CyKUMHWIAeToH. [loaToMy pebeHKy HYXKHO
coONroaTh TUETy C HU3KUM COJEep)KaHUEM THpO3WHA U (eHWIaJaHuHa (Jpyras aMHHOKHCIIOTA,
KOTOpasi MpeBpaiaeTcss B THpo3uH). PeOeHKy Ha3HAYarOT HU3KOOENIKOBYIO TUETY U CIEIUATbHYIO
cMmech 0e3 Tupo3uHa U (peHunananuHa. OHA COAEPKUT BCE aMUHOKHUCIOTHI, KPOME TE€X, KOTOPHIE
OpraHu3M He ycBamBaeT (TUpO3uH U (peHunananuH). Kpome TOro, cMech CONEPKUT BUTAMUHBI U
MUHEpaJbl, HEOOXOUMBIE IS 3I0POBOTO POCTA.

Jlo cosmanusi mpenapata HUTHU3WHOHA™* TpaHCIIaHTAIUsl TMEYeHH ObUIa €TUHCTBEHHBIM
BapUaHTOM JieueHHs. TpaHCIUTaHTallMs MOXKET 3HAYUTENLHO YIYUIIUTh KaueCTBO KU3HU OOIBHOTO
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TUPO3UHEMHUEHU, HO 3TO CEpPbE3Hasl ONepalus, U I0CIe HEE HYKHO BCHO JKU3Hb IPUHHUMATh
CHWJIBHOJICUCTBYIOIIME TMpernapaThl (MX Ha3bIBAIOT HMMMYyHoJenpeccantamu). Ecnu auarnos
MOCTABJICH pPAaHO W TMALUUEHT COOMIONAaeT pPEKOMEHJAIlMH Bpada, COJAEp)KaHHE THPO3UHA U
CYKIIMHHUJIAIIETOHA OCTAaHETCSI HEBBICOKUM. JTO TIO3BOJIUT MPEIOTBPATUTH BO3ZMOXKHBIE TTPOOJIEMBI 1
CWJIBHO YMEHBITUT PUCK PA3BUTHS MOPAKEHUS TICUCHU U HEOOXOIMMOCTH TPAHCIUIAHTAIMH ITICUYCHU

B OyyIiem.

Kak nacnenyercs "Tuposunemus 1 tuna"?

"Tupo3unemust 1 Tuna" HacieayrOTCs MO ayTOCOMHO-PELIECCUBHOMY THUITY. DTO 3HAUUT, YTO
00JIe3HB MPOSBISIETCS TOJIBKO B TOM CIIydae, eciii 00a pOAUTEINS SBISIOTCS HOCUTEIISIME OOJIC3HH H,
XOTSl CaMU OHHU He OO0JIECIOT, epeatoT peOeHKY Ba MOPaKEHHbIX IreHa. boJbIIMHCTBO ceMel, re
ecTb peOEHOK € ATHM 3a00JeBaHUEM, HE CTaJKUBAIKNCh paHblIe ¢ MOJ00HON mpobiemoil. Puck
MOBTOPHOTO POXKICHUs peOeHKa ¢ THPO3MHEMHEH B CceMbe, I/Ie YK€ €CThb JIETH C OTHM
3a0o0JsieBaHMEM, cOCTaBIseT 25% Ha KaXKyt0 0€peMEHHOCTb.

Bpatbst u cecTphl manmeHTa, MOTYT MMETh THPO3WHEMHIO, JaXe €CIIM Yy HUX Ha MOMEHT
JMAarHOCTHKH YJICHOB CEMbH HE OBUIO CHUMITOMOB. B mgaHHOM ciydae HEOOXOAWMO TPOBECTH
JMAarHOCTHKY, 9TOOBI KaK MOKHO paHBIIIe HauyaTh TEPANHI0 U W30eKaTh OCIOKHEHMHA. Taxke oHM
MOTYT OBITh HOCHTEJSIMH, KaK MX poAuTend. UTo Kacaercss JPYruxX WICHOB CEMbH, TO UM BaXKHO
COOOIINTh, YTO OHM MOTYT OBITH HOCHUTEISMH. JTO 3HAYUT, YTO M Y HHUX €CTh PUCK POXKICHUS
pebeHKa ¢ JaHHBIM 3a00JICBaHUEM.

Bce cembu ¢ 3TuM 3a007€BaHMEM JIOJDKHBI 00S3aTEIbHO MPONUTH MEIUKO-TEHETHYECKOe
KOHCYJIbTUPOBAaHHE W TOJIyYUTh TOJHYI0 HMH()OPMAIMIO OT Bpada-TeHETHKA O PUCKE MOBTOPHOTO
IIPOSIBJIICHUS JTAHHOTO 3a00JIEBAHUS B CEMbE, OOCYAUTh CO CHELUATUCTOM BCE BOIIPOCHI, CBSI3aHHbBIE
c HacienoBaHueM 3aboseBanus. B Poccum MeaMko-reHeTMUecKHue KOHCYJIbTallMM paboTaroT B
KaX/I0OM pEruoHe.

C nenplo ONpoBEACHUS MpPEeHATaJbHOW U MPEUMIUIAHTALMOHHON AMArHOCTUKH CYNPYKECKOM
rape npeaBapuTesIbHO HE0OX0IUMO TPOUTH 00CIIeIOBAaHNE Ha HOCUTEILCTBO MyTaluii B rene FAH,
KOTOpBI  OTBEuaeT 3a JaHHoe 3aloJyieBaHME, OOpAaTUBLIMNCH B  CIELHMATM3UPOBAHHBIC
JMarHOCTHYECKHUE JJAOOPATOPUHN U MEJULIMHCKUE LIEHTpbI. [IpeHaranbHas AUarHoCTHKa IMPOBOAUTCS
MOJIEKYJISIPHO-T€HETUYECKUMU MeTosamu, nyteM uccienoBanus JIHK, BeinenenHoit u3 6uonrara
BOPCHH XOPUOHA W/WUJIM KJIETOK aMHUOTHYECKOM KUIKOCTU W/UIIHU IJIOJHON KPOBH.

Kaxkoif Hy>KHO MPOBOIUTh MOHUTOPUHT JIJIsl TALIMEHTOB C TUPO3UHEMUEH 1 Tumna?

HeobxomuM MynbTUAMCUMILUIMHAPHBIA MOAXO0J K HAOMIOJCHUIO U JICYCHHUIO MAIleHTOB C
Tuposunemueit 1 Tuna cnenuamucTaMu pa3HbIX NPOoQIIIeH C LENbl0 00ecTiedyeHN s KOMIUIEKCHON
Tepanuy U CBOEBPEMEHHOH €€ KOPpPEeKUUU MpU HEOOXOAUMOCTH. [ MalueHToB ¢ TUPO3UHEMHUEH
HE0OXOIUMBI peryisipHbie oOcienoBanus. B Tabnume 1 mnpuBeneH NPUMEpPHBIM NepeyeHb U
PETYISIpHOCTh HCCIENOBAaHUN, HO B KaXIOM CiIyd4ae Bbl JOJDKHBI COTJIACOBBIBATH IIJIaH
o0cie10BaHusl CO CBOMM JICHAIllUM BPauoOM.

Tabmuua 1 PerynspHocts 00cnenoBanuii pu THpo3uHEeMHH | TUna

Hccnenosanue WuTepBain
Koppekmus auerorepanuu (IpoBOAAT Bpauu-|c yacToTo 1 p/mec Ha 1 rony »xu3Hu, aanee 1 p/3
TeHETUKHU WU BpPAauU-IHETOJIOTH) MeC M 10 Noka3aHusaM 1o 3 jet; 1 p 6 mec nocie 3
JeT
YIBTPa3BYKOBOE UCCIIEJOBaHHE (Y31) | KpatHocTh NpH OTCYTCTBHUM HW3MEHEHHH — He
OpraHoB OpIOIIHOM TOJOCTH, 3JIACTOMETPUH, [pexe 1 paza B roj, NpU HAIWYUK TATOJOTHUH
KOMITIBIOTEPHOU ToMoTpaduu OpraHoB | [IEYEHU — IO TOKA3AHUSM.
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OpIOIIHOM  MOJIOCTM  W/WIM ~ MarHuTHO- | [[pyrue mccienoBaHus NEYEHU HA3HAYAET Bpad B
PE30HAHCHON TOMOTpadu OPraHOB OPIOIIHOM | 3aBUCUMOCTH OT COCTOSIHUS peOCHKA
IIOJIOCTH

IIpoBe/IeHNEe OMOXMMHUYECKOTO aHajIn3a KPOBH |MPOBOJUTCS IpHU Havaie Tepanuu, | pa3 B 3
Mecsina (mepBble 6 MecsIEeB), Jajee 4acToTa Ha
¢doHe nuTEensHON Tepanuu He pexe 1 p B ro.

nposenenue koaryiaorpammel (AUTB, MHO, |mpoBoauTcs npu Haudajne Tepanuu, | pa3 B Mecsi
poTpoMOMHOBOE BpeMsi, (pruOpuHOTEH) (mepBbie 6 MecsleB), Aajee 4yacToTa Ha (oHe
JUTMTENbHOW Tepanuu 1 p B roj.

o011l aHaTU3 KPOBU U MOYH IIPOBOJIUTCA NIPU Hadajle Tepanuu, 1 pa3 B mecsn
(mepBbie 6 MecsieB), Aajee yacToTa Ha (oHe
JUIMTEJIBHOW Tepanuu He pexe | p B rox..

ompenieJieHue YpOBHs CBOOOJHOTO KapHUTHHA, | KpaTHOCTh TpOBENIEHUS aHAM30B OINPEICIISeTCS
AMUHOKHCIIOT, CYKIIMHIJIAIIETOHA COCTOSIHMEM peOeHKka dYacToTa B TepBble 6
MecseB — 1 pa3 B Mecsl, Mociie NEPBbIX 6
Mecs1eB U gaiiee 1 pa3 B 3 Mecsla; UCCIeI0BaHNE
CYKIIMHUJIAIIETOHA B MOYE: 4acTOTa B TEpBBIE 6
MecseB — 1 pa3 B Mecsl, MOciie NEPBbIX 6
MecsI1EB U aaiiee 1 pa3 B 6 Mecses.

Omnpenenenue anbda-peronporenna (ADPII) B|gactoTa B mepBbie 6 MecsieB — 1 pa3 B mecHll,

CBIBOPOTKE (MJIHM TUIa3Me) KPOBH nocie mepBeiXx 6 MecsueB W gaiee 1 pa3 B 6
MECSIIEB.

Kapaunonoruueckoe o0cnenoBanue B MoMeHT muarHocTuku 3abojieBaHus,

(OKT', 9XO-KT') Janee WHIUBUIYaTbHO

Kaxk marmenTsl nonyyarot jieueHue B Poccutickoit @eneparun?

"Tupo3unemust 1 THma" OTHOCHUTCS K YHCIYy PEIKHX HACICICTBEHHBIX OOJIe3HEH oOMeHa
BEIIECTB M BXOAUT B MepeyeHb peakux (opdaHHbIX) 3a00JeBaHUil, JIeUeHHE KOTOPBIX MPOBOIUTCS
3a CuUeT CpeAcTB peruoHanbHoro Oromkera. I[locne ycraHoBineHus auarHo3a HeoOXO0IUMO
BKJIIOUEHUE TMAallMeHTa B PErHOHAIbHBIA CETMEHT perucrpa Mo >KU3HEYTPOKAIOUIUM PEAKUM
(opannpIM) 3a00sieBaHUAM, C I1IEIbI0 JAJbHEHINIEr0 00eCIeueHuss HEOOXOJAMMBIM JIe4eOHBIM
MUTAaHUEM U JICKAPCTBEHHBIMH TpernapaTamMu. B pa3HbIX pernoHax 3a BEIACHHE PErucTpa OTBEYAIOT
pasHble CHEIUAIMCThl, HO 4Yallle BCEr0 3TO BpPAYM-TEHETUKH, IOITOMY IIOCJIE YCTAaHOBJICHHUS
JMarHo3a o0s3aTeIbHO HY)KHO 00paTUTHCS K PETHOHAILHOMY Bpauy F€HETHKY.

Kak moryr nomorath pojiHbie U 61u3Kue?

He 3a0biBaliTe — OT ceMbu TakkKe 3aBUCUT Yycrex JedeHus. HyxkHo coOnroaats
PEKOMEHIalluM, HU MpU KaKUX YCIOBUSIX HE JONMYCKaTh "CpbIBOB" B JAMETOTEpaluu, CIEAyeT
yIesITh BHUMaHNe peabUIuTAINK U IIJIAHOBBIM 00clieloBaHusIM. Bce uleHbl ceMbH I0JKHBI 3HATh,
9TO pebEHOK HYXKJaeTcsa B 0COOOM MUTAaHUM U ONHM3KHE POJICTBEHHUKHU JOJDKHBI OCBOUTH HABBIKH
pacuera auetsl. KpailHe Ba)KHO YETKO BBINOJHATH BCE HA3HAYEHUS MO MPUEMY JIEKAPCTBEHHBIX
MpernapaToB U COOTIOACHUIO TUEThI, HA3HAYEHHBIX BPAYOM.

Ponurenn nanuenta ¢ auarnozoM "Tuposunemus 1 tuma", a B JaibHeiIIeM U cam HalueHT
JOJKHBI OBITh OOYYEHBI MpaBUIIaM OPTaHU3AIMK TePANTUU B MEKIPUCTYITHBINA TIEPUOA U B TIEPUO]T
yrpo3bl META0OIMUECKOTO KpH3a.

Y pebenka mpu cebe Bcerda O0JDKHA HAXOMUTHCS TMaMsITKa C YKa3aHWEM HEOTJIOXKHBIX
MEpPOTIPUATHI B MEPUO]T HAUUHAIOIIETOCS METAa00IMYECKOTO KpH3a.
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[Iporuo3 3aBucut ot opmel 3ab60neBanus u Tepanuu. [Ipy cBOEBpeMEHHOM Havalie JICUeHHs
MPOTHO3, KaK MPaBHIIO, OJIaronpusTHBIN. J[HeTy manueHTy HeoOXouMo coOI0IaTh B TCUSHUE BCEi
xu3HU. [locine Toro Kak AMarHo3 yCTaHOBJIEH, U MOAJCPKUBACTCS CTAOWUIIBHBIN yPOBEHb THUPO3UHA
Y CYKIIMHHWJIAIIETOHA B KPOBH C TIOMOIIBIO JIEKAPCTBEHHOW TepaiH, JUETHI U CIICIUATN3NPOBAHHBIX
MPOIYKTOB JIe4eOHOTO MHUTaHUs, PeOCHOK MOXET BECTH HOPMAJBHYIO KU3Hb M 3aHUMATbCS TEM,
4eM €My XO4YeTCs, — TaK e, KaKk U BCEe OCTAJIbHBIC JEeTH. THPO3MHEMHUsI HE TpeOyeT KaKUX-JINOO
OorpaHvuYeHuil B yueOe, aKTUBHOCTH U COLIMATIbHON )KU3HU.

[Tpunoxxenue I'1-I'N

IIkanbl OEHKH, BONPOCHUKH H IPYIrHe OLeHOYHbIe HHCTPYMEHTbI COCTOSIHUA
NAUEHTA, IPUBEICHHbIC B KIMHUYECKUX PEKOMEHIANUIX

ITpunoxenne I'1

Cxema MeTadonMyecKuX MyTeil Npu TUpo3uHeMuu Tl 1

PenunanaHuy == THPO3WH |

TuposnH amuboTRancdepasa
{nednumt — 2 TN TMHpozMHemun, OMIM 276600)

f 4-OH cheHunnupysar
Toura wjp | 4-OH dienunnupysam
RENCTBUA (medmumT - 3 THR THpOaMHemum, OMIM 276710)
HUTH3NHOHA
[OMOFEHTHAMHOBASA KWCNOTa | MyTe cHHTE3a NOpPdMPHHA
1 5-aMUHONEBYNMHOBAA KMCNOTA i
| MapgunaueToaueTar v * ': | .
= =pp| CyKUMHUNALETOALETAT .
3P - :
[ u "
" L] ™
chymapunaueToauerar =¥ Y s Hondbaluny
) S
HagneAcTBeHHAA ..
IMpoauHeMus 1 Tun thymapunauemoaudponasa (FAH) *
OMIM 276700 ‘ boti ‘

ciymapar + aueroauerar |

Puc. 1. ITytn merabonu3ma THpO3HMHA (CIJIONIHAS JIMHUS — HOPMAJIbHBIA IMyTh MeTab0JIn3Ma,
MYHKTUPHbIE — aJIbTEPHATUBHBIN MTyTh).
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[Tpunoxxenne 12

IMocunapomublii U PepeHINATBHBIN THATHO3 THPO3UHeMuM 1 THna

Cumnrom Bo3MOXxHBINM 11arHo3
I'unepruposznHemus Bricokoe comepkanue Oenka B parrioHe
Tuposunemus 2 tuna
Tuposunemus 3 tuna
Hpyrue 60ne3HM ne4eHu
['unepMeTHOHMHEMHUS l'omonucTunypus

Hapymienne metabonn3zmMa METHOHWHA
Hpyrue 601e3HM MeUeHn

3abosieBaHue II€YEeHN

I'amakTo3emus tvm 1, 3

Henepenocumocts ppyKTO3BI

bonesnr Humana-nmka tun A/B

bone3np Bunscona

HeoHnaranpHbIil reMOXpOMAaTo3
I'emodaronmrapubiii TMM(POTHUCTUOIIUTO3
MuToXoHApHallbHas TenaTonaTus
BposkenHble HapylIeHUs MIHUKO3MWINPOBAHUS
Jedbunut Tpancaibao1a3bl

AneraMmuHOQEeHOBAsS WHTOKCHKAITUS
(ITAPALIETAMOJIOM**1!)

bakrepuanbhbie nHpeKIn (cencuc, CaJIbMOHeEIIIA,
TyOepKyJie3)

Bupycusie nadexnuun (CMV, renmatut A, B, repnec)
OtpaBnenue rpubamu (6JeHOM MOraHKOM)
JlexapcTBa U3 paCTUTEIIBHOTO ChIPbs

W anocuHkpasus Ha pa3InYHbIE areHThI
NHunbTpaTUBHBIN WM HIIEMHYECKHUI TIpo1iece

3a0oJjieBaHKe ITOYEK

Cunapowm Jloy

Huctuao3

TToyeyHbIi KaHAIBLIEBLIA allUI03
DaHKOHU CUHJIPOM

Paxut

I'mnodocdarazus

Hebunur ButammHa D (HYTpUTHBHBIA WIM T'€HETHYECKU
JIeTepMHUHAPOBAHHBIN )

l'unogocharemmuueckuii paxur

@DaHKOHU CHUHIPOM

Hesponorunueckuit kpusuc

Otek Mo3ra, KpOBOU3IIUSHNE

BupycHslit/6akTepuanbHbIii MEHUHTUT
I'inepHaTpueMuueckas aeruapaTanus
Ocrtpas nepemexarorasicsi noppupus
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[Tpunoxenue '3

IIpuHIMIBI OpraHu3anyu Jie4eOHOro NUTAHUA PH THPO3UHeMuH TN 1

B  Poccuiickoii  @enepauuu  3aperdCTPUPOBAHbl  CHEUUAIM3UPOBAHHBIE  IIPOJYKTHI
OTEYECTBEHHOTO M 3apy0eKHOTO MPOU3BOJACTBA Ha OCHOBE AMHHOKHCIOT O€3 (peHWIalaHuHA U
TUPO3UHA, TPETHA3HAUCHHBIE [UIS TMAlMEHTOB pas3IMyHOTO Bo3pacta (tabnuma 1). Pacuer
HEO0OXO0IMMOTO KOJIMYECTBA MPOIYKTa IPOBOIUTCS IO OCITKOBOMY SKBUBAICHTY

Tabnuua 1 - Xwummyeckun cocTaB cneuuanu3vpoBaHHbIX MNPOAYKTOB
neyebHoro nuTaHua AnA nauneHToB TMpo3nHemuen | Tun (B 100 r cyxoro npoaykra)
<*>

HaumenoBanue benox Kup, r YrneBoapl, I | DHEPreTUYECK Bo3zpacr

MpPOJIyKTa (PkxB.) T as [IEHHOCTh, | MPUMEHEHUS

KKaJ
Hyrpuren 14 14 23 B 1.4.|50,3 470 0-12 mec
-tyr -phe**** JUITHXK
Hyrpuren 20 20 18 50,2 443 C 1 rona
-tyr -phe****
Hytpuren 40 40 13,0 31,4 401 C 1lrona
-tyr -phe****
Hytpuren 70 70 0 4.0 296 C 1lrona
-tyr -phe****
TYR Awnamukc | 13,1 23 B 1.4.|149,5 457 0-12 mec
Nudant™**** JLITHXK
XPHEN, TYR| 77 0 4,5 326 Hetu u
Tupozugon™*** B3POCIIbIC

<*> TIpoAyKThl 3aperucTpUpoBaHbl Ha TeppuTopuu rocyrapctB TamoxenHoro Coro3a u
BKIIOUeHBl B llepedyeHp crenuain3upoBaHHBIX MPOIYKTOB MJs JETe — HMHBAIUIOB COIJIACHO
[TocranoBnenuto IpaButensctBa N 333 ot 9 anpens 2015 rona.

Tabnuua 2 - PekomeHAyeMble HOpMbl NOTpebneHuMa Genka onsa 3[0pOBbIX
AeTen pas3nu4yHoro Bo3pacra [2, 3]

Bospact RDA CIIA BO3 EBpocoro3 Poccus
(T/Kr/CyTKR) (T/Kr/CyTKR) (T/Kr/CyTKH)
0-6 mec 2,2 1,38 - 2,2 (t/kr/cyTKH)
6-12 mec 1,6 1,21 1,6 2,6-2,9 (r/xr/cyTKR)
1-2 rona - - - 36 r/cyr
2-3 roma - - - 42 r/cyt
1-3 rona 1,2 0,97 1,1 -
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4-6 et 1,1 0,84 1,0 54 r/cyr
7-10 et 1,0 0,8 1,0 63 r/cyr
Mansuuku 11-14 (1,0 0,79 1,0 75 t/cyt
JIeT
Manpuuku 14-18 (0,9 0,69 0,9 87 r/cyr
JIeT
Hesouku 11-14 1,0 0,76 0,95 69 1/cyt
JIeT
JeBouku 14-18 |0,8 0,64 0,85 76 T/cyT
JIeT

Tabnuua 3 — [lonycTMMOe KONMMYECTBO 3HAYUMbIX aMUMHOKUCIOT B NMUTaHUMU
AeTen ¢ HacneacTBEHHbIMM aMuHoauuponaTuamm [8].

Bo3spacr nereit

JlomycTMO€e KOJIMYECTBO aMUHOKHUCIIOTHI (MI/KI/CyTKH)

DeHWTAIaHUH + TUPO3UH Metunonun
0-12 mec 80 25-20
1-3 roma 60 15-10
4-6 ner 25-20 10
crapiie 7 Jet 15-10 8

Tabnuua 4 — lNpumep pacyeta NUTaHMA ANA pebGeHKa 3-X neT ¢ TMPO3MHEMUeEn

1-ro Tuna.

Macca tena 14 kr [2].

TTokaszarenu

Pacuer

[Ipumeuanue

OO0mee JTOMYCTUMOE CYTOYHOE KOJIMYECTBO
Oelka

I,5x14=21r

O6mee AOIIYCTUMOEC CYTOYHOC KOJHUYCCTBO

25x 14 =350 mr

Ha 1 xr Mmaccel Teita — 25-30

CIICUAJIM3UPOBAHHOI'O HPOAYKTA HYTpI/Il"CH
20 -phe, -tir

(dbeHmnananuHa + THPO3UH B CYTKHU MT JIOTTYCKaeTCsI
(dheHunamaHuHa

JlomycTuMoe KoJau4ecTBO Oenka 3a cyer|7 T 1 r Genka comepxkut 50 mr

€CTECTBEHHBIX MPOJIYKTOB dbeHmnaTaHHa

KonunuecTtBo Oenka 3a cuer |21 -7=14r

CHEIMaTM3UPOBAHHOTO MpoaykTa HyTtpuren

20 -phe, -tir

CyrouHoe KOJINYECTBO cyxoro|(14x100):20=70r |100 r cyxoii cmecu

coaepxkut 20 r Genka

Tabnuua 5 — lpuMepHbIN CYTOYHbIA HAGOp NPOAYKTOB, €ro XUMMU4YEeCKUW
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COCTaB U 23HepreTuyeckasi LEeHHOCTb ANA AeTen paHHero Bo3pacta (1-3 ropa) c
TUpos3nHemmen 1 Tuna [2].

[TpomykThI KonnuecTs XUMUYECKUN COCTaB, I DueproieHHo | enunnananus +
o MJI/T P S —— CTb, KKaJl TUPO3UH, MT

Xneb 6/6 50 0,38 1,25 30,7 135,1 25
Xnebobymounsr |13 0,1 1,17 8,4 455 5
€ M3/1eHs
Cyxas cmech | 31 0,5 0,3 28,2 130,3 30
"Onazpimek"
Bepmumens 6/6 |6,8 0,06 0,04 5,7 24,3 4
Caro uckyccr. |17 0,01 0,03 14,7 61,2 -
Cyxoit 0/6(12 - 2,5 8,6 57 -
HAITUTOK
Maciio caus. 20 0,1 16,5 0,16 149 5
Macno 10 0,03 9,8 0,06 88,7 -
TOTUICHOE
Macno pactut. |30 - 29,9 - 269,7 -
Caxap 30 - - 29,9 113,7 -
Bapenne 20 - - 14,0 56 -
Kaprogens 50/35 0,7 0,14 5,7 28 35
Kanycra ceexx. | 110/88 1,58 0,1 4,2 23,8 80
MopKoBb 80/64 0,83 0,06 4,06 21,8 42
Caekia 50/40 0,6 0,04 3,6 16,8 30
Kabauku 20/15 0,09 0,05 0,74 3,5 7
Orypis 10/9 0,07 0,01 0,23 1,3 3
Canar 5/4 0,06 - 0,09 0,7 3
[Tomuopsl 10/9 0,9 0,02 0,34 2,1 25
Tomar-nacra 2 0,1 - 0,38 2,0 0,5
Jyk peryateiii | 8/7 0,09 - 0,64 2,9 50
KirokBa 10 0,05 - 0,38 2,6 2
Coxku 100 0,5 - 11,7 47 20
®pyxthl cBexue | 150/127 0,64 0,38 12,45 58,4 45
OpykTel cyxue |10 0,3 - 5,05 22,7 10
3a cyer HaTyp|- 6,9 62 191 1341 347
MPOIYKTOB
Hytpuren 20 -|70 14 12,6 36,12 314 -
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phe, -tir

HUroro

21

74,6 227,12

1655

347

[Tpunoxenue ['4

Ili1aH MOHUTOPUPOBAHMS MapPaMEeTPOB KPOBH M YaCTOTA HHCTPYMEHTAJIBbHBIX

HCCJIeJOBAHUN HA (pOHE KOMILIEKCHOM Tepanuu

UccnenoBanue Havano | Ilepssie 6 mec. | Ilocne nepBbix 6 Mec. u ITocne 5
Teparuu naiee JeT U
nanee
1 pas/3 pas/3 paz/6 |1 pa3B
paz/me | Mmec. Mec. Mec. roj
c.
Omnpenenenue X X X Kaxneie 6
aAMUHOKHCIIOTHOTO COCTaBa Mec
" KOHIICHTPAIIAN
AMUHOKHCIIOT B KPOBHU
CykuuHWIaneTon B Mmoue | X X X Kaxneie 6
Mec

OO6uuit (xmuHnYecKkuit) | X X X €KEroJIHO
aHaJIn3 KpOBH
(remMorIo0MH, TEMaTOKPHT,
TPOMOOIMTHI, JICHKOLMTHI,
¥ 1Ip)
HccnenoBanue neueHu U ee PyHKIUN
Hccnenosanue ypoBHs | X X X Kaxneie 6
anbda-heronpoTenHa B Mec
CBIBOPOTKE KPOBU
Onpenenenue X X €¥KEroTHO
MPOTPOMOMHOBOTO
(TpoMOOTIIaCTUHOBOTO)
BpEMEHU B KpPOBU WU B
mazmMe
AXTUBHpPOBaHHOE X X €KEr0JTHO
4acTUYHOE
TPOMOOTLIIACTHUHOBOE
BpeMsi
UccnenoBanue ypoBHs | X + €KEr0JIHO
oOmero OunupyOuHa B
KpOBU
Omnpenenenne akTUBHOCTH | X X + €KEr0JTHO
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AJIT u ACT B kpoBu

Omnpenenenne akTUBHOCTU X + €XKETr0IHO

ramma-

TIII0TaMIIITpaHchepasbl B

KpPOBH

Omnpenenenne akTUBHOCTU X + €XKETr0JHO

menoyHoi  (ocdarazsl B

KpPOBH

KT nimm MPT <1> opranos X €KETO0JTHO

OpIOLIHOM MOJIOCTH

MOYKH, CKEJIeT

OOmmi  aHajM3  MOYH, ITo

KpeaTHHUH MOKa3aHUsI
M

Pentrenonencuromerpust + ITo

(cTapme 5 ner) MOKa3aHus
M

Pentrenorpadus kuctu ITo
MOKa3aHMs
M

OcMmoTp Bpaua-o¢hTaabMoJIo

OcMoTp B 1I€TIEBOM JaMIIe, X ITo

OLIEHKA OCTPOTHI 3pEHUS MOKa3aHMs
M

+ = 110 KIMHUYECKUM JIaHHBIM;

<1> MPT mnpeanoutuTenbHee ¢ KOHTPACTHPOBAHHEM IpPU TOJO3PEHUU HA aJIeHOMY, MpHU
0OHapy>KeHHUHU Y3JI0B U Ui OIL[CHKH pa3MepOB MOYEK.
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Hogeie, nuznannsie B 2020-2022 rr. 1 opunuanbHo yrBepkaEHHbIe MuH3apaBoM PO,
KJIMHUYECKHE PEKOMEHIAalUHU (PyKOBOJICTBA, IIPOTOKOJIbI JICYEHHSI) — HA HALLIEM CaiTe.
HNHuTtepHer-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rie-To keM-To TaHHBIN JOKYMEHT OBbLIT paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
ITOMOKET BaM OBICTPO MEPENTH MO CChUIKE ¢ OyMaKHOW KO — B HEM HaXOAMUTCA 3Ta CChUIKA.
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