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Cumno3sunymbl
«CKOpPO B LWWKONY: KJIMHUYECKUEe pa3oopbl
M HOBbI€ aJIrOPUTMbI»
n «<bone3Hb HUmaHHa - lNuka Tuna A/B: CNOXHOCTH

ANAlrHOCTUKU U BOSMOXHOCTU Tepannumn»

B pamkax Xlll EBpa3uiickoro ¢opyma rno peakum 60/1e3HAM BeAyLne CcrieLnaincTbl 06Cyanun rnpobiie-
Mbl OpraH13aumm NoMoLYM AeTsM ¢ opdaHHbIMU 3a607eBaHUAMM, aJIrOPUTMbI BEAEHUS EeTeN B NepBuY-
HOM (MONKIMHUYECKOM) 3BEHE, BOMPOCHI paHHEH BbISIBASEMOCTH «PEAKMX MaLMEHTOB» M CBOEBPEMEH-

HYI0 9PEKTUBHYIO TEPAIMUIO.

epBblii CUMNO3UYM — «CKOpPO B LUKOJY: KJMHUYE-

CKUe pa36opbl U HOBble aNropuTMbl» — OblSl NOCBA-
WeH AMarHOCTUMKe MauWeHTOB C PeAKMMM NaTonorvamMu
Ha HayaibHbIX 3Tanax MaHudecTauun KIMHUYECKMX MNpO-
ABJIEHWMN B pamMKax nNpodunakTUH4eCKUX OCMOTPOB Bpavamu
nepsuyHoro 3BeHa. OTKpbiBana CUMMNO3MYM A.M.H., MpPO-
deccop, akagemunk PAH Jleinna CemypoBHa Hama3oBa-
bapaHoBa. B cBoem pgoknage «[lepmofmM4yeckme OCMOTPbI
HecoBepLIEHHONETHUX: HOBble anroputmbl» J1.C. Hama3oBa-
BbapaHoBa nog4yepKHyna BaXXHOCTb paHHEro BbiABAEHUS pea-
KWUX HacnefCcTBEHHbIX 3a60/ieBaHUi (Ha CeroAHAWHUA AeHb
X HacuutbiBaetcsd 6onee 7000) n 6naronpusiTHbie YycCno-
BUS POCCUMCKOW MoLenu neavaTpuyecKon MOMOLM AeTam
ANA peanu3auuu 3ToW 3ajayn 6narojaps peryaspHomy
MY/IETUCUCTEMHOMY AUCNAHCEPHOMY HabniodeHWI0 3a AeTb-
mu. CornacHo npukasy MuHagpasa Poccun ot 10.08.2017
N2 514H «O nopagke nposeaeHns NPpodUNaKTUHECKUX MeAN-
LIMHCKUX OCMOTPOB HECOBEPLUEHHONETHUX» B POCCUIMCKON
depepaummn pebeHky nposoauTca 105 ocmoTpoB neava-
TPOM M Bpayvamu y3Kux crielmanbHocTen, 25 AONONHUTENb-
HblIX 06CnefoBaHU, NPU 3TOM 3a nepsble 24 MeC KWU3HU
npeaycMoTpeHo 12 noceuweHnin padven. J1.C. HamazoBow-
BapaHoBon 6blIM @HOHCMPOBaHbl METOAMYECKUE PEKO-
MeHAauunn, paspabortaHHble Colo3om neaunatpos Poccuu,
Nno BbISIB/IEHUIO NMALMEHTOB C pedKuMu 60ne3HAMU B Xone
npoBefeHns nNpodunaKTU4eCKnX 0OCMOTPOB. PeKomeHaLmm
HaueneHbl Ha noBblleHne «opdaHHON HaCTOPOXKEHHOCTU»
crneumanncToB MepBUMYHOrO 3BeHa. bbinu NpoaeMOHCTPU-
poBaHbl OCHOBHbIE 6/I0KK, OCBELLEHHbIE B PEKOMEHALMAX:
06lWKNpHasa UHPOPMaLMA MO HOpMam B MNeauatpuu, anro-
PUTMbl OCMOTPOB AETEN B CTPOro AEKPETUPOBAHHbLIE CPOKMH,
BKJII0Yas YeK-NUCT 0693aTe/bHbIX BONPOCOB OT Bpaya, «Kpac-
Hble dnaXkku», NO3BONSIOWLME 3aN0A03PUTb HaNnYne peaKo-
ro 3aboneBaHus, a TaKxe cobpaHbl MOKa3aHUs Ans Hanpas-
NeHnsa pebeHKa K reHeTHKy.

B cnepyiowem poknage Bpay-HeBponor EBreHus
BnagumupoBHa CHeroBa cfenana aKLEHT Ha Kiye-
BbIX MOMEHTax, Ha KOTopble cnegyeT obpalwaTb BHUMa-
HWe npu BpayvyebHbIX OCMOTpax, 4YTO6bl CBOEBPEMEHHO
3anofo3puUTb TEYEHUE «MATKKUX» NO3AHMX GOPM MUonaTUw.
Mpu gucnaHcepHom HabnogeHUU aeTel 6e3 BblparKeHHbIX
KJIMHUYECKUX NPOSBAEHMI NOBbILEHWE TPAHCAMUHA3 AOMK-
HO NOBYAUTL Bpaya OLEHWUTb YpOBEHb KpeaTUHbOChOKHUHa-
3bl (KPK). MoBblweHne KOK gBnseTcd natorHOMOHWYHbIM
NPU3HaKOM MUoNaTun y aeTen. IKCNePT TaKKe nepedncnu-
Na ABuratefibHble TeCTbl, KOTOPble HEOOGXOAUMO BbINOHUTL
nauueHTy Npu NOJ03PEHMUU Ha MUOMATHIO:

° MOAHATWE PYK Han ronoBow;
° MPUHSATUE BEPTUKANIbHOTO MOJSIOKEHUS M3 MOJSIOKEHMS

HaK/IoHa BNepes;

° BCTaBaHWE C HU3KOrO CTyNa;

° BCTaBaHWe 6e3 NMOMOLLY PYK M3 MOJIOKEHWS NIEXKa Ha CMUHE;
° noanpbIrMBaHWe Ha MecTe;

* xoab6a BBEPX/BHM3 MO NECTHULIE;

°  MOAHATWUE HOT B MOMOXEHUU NlEXKa;

° BCTaBaHWE C KOPTOYEK.

[Joknagynkom Obl1 NpeacTaBA€H KIAWHWUYECKUM MpU-
Mep ABYX MauneHToB (CMOCOB) C KaobamMu Ha yMepeHHoe
CTOMKOE MNOBbILIEHWE TpaHCamMMHa3 MpU OTCYTCTBUMU MHbIX
KNMHWYECKMX [AaHHbIX. [pu npoBeaeHUn poobGenenoBa-
HUSA OTMeYyanocb yMepeHHoe nosblleHne ypoBHA KPK-MB
(m3odpepmeHTa KPK, xapaKTepHOro Ana TKaHW CepaeyHom
MbILLLbI), 4TO HATOJIKHY/I0 Ha MbIC/Ib O TEYEHUM MUOMATUW.
O6oum peTam no pesynbratam yrnyéneHHoro o6cnegosa-
HUS (CHUXKEHMEe aKTMBHOCTM anbda-rnoko3mnaassl go 0,15
n 0,25 mkMonb/n/4, 2 myTtauum B reHe GAA B reTepo3unror-
HOM COCTOSIHMM) BbICTaB/IEH AMArHO3 «MuUKoreHos Il Tuna
(6ones3Hb lomne)». [JoKnag4yMkom NOAYEPKMBAETCH BaX-
HOCTb CBOEBPEMEHHOW NMOCTAHOBKMW 3TOr0 AMarHo3a B CBSI-
31 C Hann4ynem bepMeHTO3aMeCTUTENbHOM Tepanuu.

Mpodeccop, a4.M.H. HaTto J)KymGepoBHa Bawakmapgse
B CBOEM AIOK/1a/le NPOIEMOHCTPMpPOBana Hanbosee pacnpo-
CTPaHEHHbIE KNMHUYECKME MPOSBNIEHUS MYKOMOAUCaxapu-
no3za | Tuna (MIMC ) ¢ KNMHUYECKUMKM NpUMEPaMK U3 NpakK-
TUKK. Mpu MIC | HabnogaloTCca xapaKTepHble NopaXKeHus
KOCTHO-CYCTaBHOM CMCTEMbI: YKOPOYEHUE W YTOJLEHUE
IOMMHHBIX KOCTEW, TYrONOABUXKHOCTb B CycTaBax C AajlbHEN-
LLIMM Pa3BUTMEM MHOXECTBEHHbIX KOHTPAKTYP, KNellHeBua-
Hasa aepopmanma KUCTU, KapnasibHbI TYHHENbHbIA CUHAPOM.
MHoraa Takne MoparKeHWs MOryT 3anyTaTb MPaKTUKYLWKMX
Bpayerl M HanpaBWTb MO HEBEPHOMY AMArHOCTUYECKOMY
nyTW, 4TO GbIO NPOAEMOHCTPUPOBAHO B MEPBOM KJIMHM-
YEeCKOM Cllydae C [AEeBOYKOW, ANUTEeNbHO Habntodaslliencs
Yy PEeBMaTONOroB C AMArHO30M «lOBEHW/IbHAs CKaepoaep-
Musi». OgHaKoO nocne psaa AOMNONHUTENbHbIX 06CcnefoBaHUM
Obln yCTaHOBNEH M NoaTBepAeH anarHo3 MIC | (cuHapom
Lene, markum deHoTtun). BaxkHbiIM acneKTom npu nocTa-
HOBKE MarHo3a siBNsieTcs coveTaHne Habopa KIMHUYECKMX
NPOSIBIEHUI, B TOM YMCNEe MOParKeHUs KfanaHoB cepjua,
nynoyHasi/naxoBas rpbixa, rpyéble 4epTbl 1uLa, NoMyTHe-
HWE POroBuLbI U Ap. B ApyroM KAMHUYECKOM npumepe Gbif
npoaeMoHcTpupoBaH pebeHok ¢ MIC I, y KoToporo Bnep-
Bble Obl1 3aN0403peH AnarHo3 B 6 Mec 13-3a NOMYTHEHUSA
POroBULLbI.
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WH®OPMALIUA COIO3A NEAUATPOB POCCUU

B 3aBeplieHne cuMnosnMyma K.M.H. TpaBmaTofor-
optones MonuHa BayecnaBoBHa OuyupoBa pacckasana
0 NopaKeHusx ONMopHO-ABUraTeNlbHOro annaparta y geTen
¢ MIMC |: B BepxHelwenHOM oTaene No3BOHOYHWMKA OMwu-
CaHbl LlepBUKaNbHbIN CTEHO3, AMCNOKaLMS MNO3BOHKOB
C1-C2, kndonopaos, B rpyaonosiCHU4HOM oTaene — yBe-
nmyeHne GuU3nMonorm4yeckoro kKudosa, uaMmeHeHne Gopmbl
NO3BOHKOB, nporpeccupyowan gedopmauuns. Mo npea-
CTaBNEHHbIM [JaHHbIM MexayHapoaHoro peructpa MIC |,
KndboTtrmyeckana aedpopmauns otmedaetcs y 70% naumer-
TOB ¢ cuHapomom lypnep v go 21% c cuHapomom Llene,
KapnanbHblM TYHHENbHbIM CUHAPOM Yalle BCTpeyaeTcs
npu cuHapome Llerie — no 51%. bBbinn NPoAEMOHCTPUPO-
BaHbl KAMHUYECKME Cnyvyan U3 XMPYPrUYECKOM MpPaKTUKM.
B nepBom KAMHMYECKOM MNpumepe npeacTaBfieHa LeBOY-
kKa ¢ MICI (cuHapom [ypnep) ¢ kanobamu Ha Hapac-
TalolWMe KOHTPAKTYPbl BEPXHUX WM HUKHUX KOHEYHOCTEN,
nedopmaumio N0O3BOHOYHUKA, 60/1EBOM CUHAPOM B 061aCTH
Wwewn, orpaHnMyeHne npu xoabbe, 6bICTPYIO YCTanocTb nocne
Harpy3oK. o gaHHbIM peHTreHonorMyeckoro obecnenosa-
HUS oTMeYanucb rugpouedanuns B CTaguuM KOMMNEHcauuu
W CyXeHWe NMO3BOHOYHOrO KaHana Ha ypoBHE KpaHUOBEp-
TebpanbHOro M rpyaonosiCHUYHOro nepexoaoB. [aHHbIX
3a MuMenonaTuto He oTMeYasnocb, NO3TOMy Obiia BblGpaHa
TaKTUKa HabnogeHns 6e3 onepaTtMBHOIrO BMeLlaTenbCcTBa.
Bo BTOpPOM K/IMHMYECKOM MpuMepe npeacTaBneH pebeHoK
¢ MINC | ¢ nporpeccupytowen KuboTnieckon aedopmaLu-
el no3BOHO4YHMKA. [poBOAMNOCH OMepaTUBHOE NieyeHune
C AeKomnpeccuen Ha BeplnHe aedbopmauun Ha ypoBHe
rPYAOMOSACHUYHOIO Nepexoja ¢ MOCErMEHTHON KOppeKLnen,
NPOAEMOHCTPUPOBAHA ANHAMUKa Ha GOHe NPOBEAEHHOro
onepaTMBHOIO BMellaTenbCcTBa. B 3aBeplialoweM KAnHK-
4yecKoM cny4vae 6bina npeacraBneHa gesoyvka ¢ MIMC | (CHH-
apom lypnep — Lleie) co cTeEHO30M NO3BOHOYHOIO KaHana
Ha ypoBHe No3BOHKOB C1-C3, HecTabuibHOCTbIO Ha YPOB-
He KpaHMoBepTebpanbHOro Nepexoja, Muenonatuen wewn-
HOro oTaena MO3BOHOYHWKA C Pa3BUTUEM CMACTUYECKOro
TeTpanapesa. [poBoAMNOCH oNnepaTMBHOE BMELIATENbCTBO
C NONOXKMUTENbHBIM 3P DEKTOM MO HEBPOSIOrMYECKOMY CTaTy-
Cy U ABUratenbHOn GYyHKLUMN.

Ans Takux 3aboneBaHuit, Kak MIMC | Tvna 1 6onesHb
MNMomne, pa3paboTaHo NaToreHeTM4eCcKoe neYyeHne, cnocob-
HOe yNy4lKWTb KaK Ka4yeCTBO }KU3HWU JeTer, TaK U NPOrHo3
3a60neBaHUs. Ba)XHO MMeTb HaCTOPOXKEHHOCTb npexae
BCEro AOKTOpaM NepBMYHOro 3BEHA AN PaHHEro pacnos-
HaBaHWS CUMNTOMOB TaKOM PeAKOM NaToNOrmu.

TOopo#i cumnosunym — «bonesHb HumaHHa - lNukKa

TMna A/B: CNOXHOCTU AMArHOCTUKM U BO3MOXHO-
CTU Tepanuu» — Obli NOCBSLWEH BONPOCaM AMArHOCTUKMU
n nevyeHuns 6onesun HumaHHa — Nuka Tunos A, A/B, B.

B Havane cumnosnyma €O BCTYMUTENbHbIM C/IOBOM
BbICTynuna A.M.H. Bpay-reHeTuKk EKaTtepuHa lOpbeBHa
3axapoBa, KoTopas MOAYEPKHyNa Ba)KHOCTb OCBe-
LOMMIEHHOCTM O [daHHOW MNaTonorMM B CBA3WM C BHeape-
HMEM B NpakTuKy depMeHTO3aMeCTUTENbHOW Tepanuu
M NOTEHLMaNbHOM BO3MOXHOCTbIO B 3HA4YMMOW Mepe yayy-
WKNTb KA4eCTBO }MU3HM NaLUEHTOB.

CnepBbIM JOKNaAOM BbiCTynuAa 4.M.H., npodeccop Hato
Oxxym6epoBHa BawaKkmapse. Ebinv npogeMoHCTpUpoBa-
Hbl K/IMHWMYECKMEe nposiBieHuns 6one3Hn HumanHa — Muka
TMnoB A, A/B, B 1 UX LUMPOKKUIM CNEKTP NO CTENEHU BblparKeH-
HOCTM OT TsKenblX GOpPM C NeTaNbHbIM UCXOAOM B pPaHHEM
BO3pacTe A0 «MSAMKUX», AMAarHoCTUPYEMbIX Y AeTEN U B3POC-
nbix. H.[. BawaKkmaase nogyepkHyna, 4to ntobas KoMOuHa-
UMS CMMOTOMOB ChjeHOMeranaunu, renatoMeranuu, UHTep-
cTUUManbHbIX 3aboNeBaHUi Nerknx, TPomMOOLMTONEHUH,

HapyLlweHnn B paboTe Xenyao4YHO-KULWEYHOro TpaKTa AOMXK-
Ha HaCTOPOXMUTb Bpaya M NPeLnoNoKUTb Te4YeHne AaHHON
natonoruw. NpegctaBneHbl KIMHUYECKUE NPUMEPDI C BbICTY-
natowien Ha nepsbl NaaH CUMNTOMATUMKOM B BUAE renaTo-
cnaeHomeranuu.

MepBbin Npumep — pPebeHOK C KanobaMn Ha BblpaxKeH-
HYIO renatocnjieHoOMeraamnio ¢ paHHero Bospacta, anddysHyto
MbILIEYHYIO TMMOTOHUIO U 3afepPrKKY NMCUXOMOTOPHOIO pa3Bu-
s, MNpu npoBeaeHnn yrnybneHHoro o6cneaoBaHna oTmeya-
N10Cb CHUMEHWE aKTUBHOCTU COUHIOMMUENNHA3bI, N0 AaHHbIM
MOSIEKYNSIPHOrEHETUYECKOro ob6cneaoBaHns NOATBEPKAEH
aunarHos «6onesHb HumaHHa — MNuka, Tmn A/B».

Bo BTOpOM KAMHUYECKOM npumepe npodeccop paccKa-
3ana o pebeHKe 11 mec c anobamu Ha oTCTaBaHWe B HEPB-
HO-MCUXMYECKOM Pa3BUTUN U yBENMYEHUE KMNBOTA. N3 aHaM-
He3a M3BECTHO, YTO B paHHeM Bo3pacTe Oblna TaxKenas
KOHDBblOrauMoHHas Xentyxa, renatocnieHomeranms ¢ BO3-
pacta 1 mec, npu 0dpTanbMONOrMYEeCKOM OCMOTPE BbISBAEH
CUMMNTOM «BULUHEBOW KOCTOYKW», MpWU A006CAELOBaHUN —
pe3Kkoe CHUXKeHWe COUHroOMUENnHasbl, MOBbILEHNE KOH-
LeHTpaumm nn3ochuHrommenuHa (94 r/mn). B ak3oHe 3 reHa
SMPD1 o6HapyKeH paHee He ONMCaHHbIN BapuaHT HYK1eo-
TUAHOW nocnegoBatenbHocTH c.1155del (p.Cys387Valfs*9)
B FOMO3WIOTHOM COCTOSIHMM, AMArHocTMpoBaHa 60ne3Hb
HvmaHHa — lMNuka, Tun A/B.

Cnenyolwmi KNMHUYECKMI NpUMep Obll OCBELLEH B KOH-
TEKCTe elle OAHOro rPO3HOr0 KJMHUMYECKOro MpOosiBAEHUS
B pamKax TeyeHus geduumnta Kucnom chOMHroMmmennHasbl —
MHTEPCTULMANbHOM 60NE3HU NErKnx. B 3TOM KAMHUYECKOM
npumepe onucaH mManbyuK ¢ Kanobamu Ha 601U B KUBOTE
“ NepuoamyecKme ann3oabl NMxopaku. B aHamHese yacTble
peunaneupylolwme 6pPOHXMTLI, MO MOBOAY 4Y4ero pebeHOoK
Habnogancs y annepronoros. [py npoBeAeHUM KOMNbIOTEP-
Hol Tomorpacdun (KT) opraHoB rpyaHOM KNeTKM B Bo3pacTe
4 neT gMarHoCTMpoBaHa WHTepcTUUManbHas 60ne3Hb fer-
Kux. Y pebeHKa 6bin BbigBAEeH AePULNT KUCNON COUHTOMU-
e/nMHa3bl, NOATBEPXKAEHbI ABa NaTOreHHbIX BapuaHTa reHa
SMPD1 (p.W32X/p.L225P). BbicTaBneH anarHo3 «60sie3Hb
HumaHHa — lMwuKa, Tvn B».

TpeTbuM HecneundUYecKknum, HO MOBbIWAOWMUM HACTO-
POXEHHOCTb Mo noBody 60ne3Hn HumaHHa — [uKa cum-
NTOMOM §IBNieTCA 3ajeprKKa pocTa. lNpeacTtaBneHbl gBa
KJIMHWUYECKUX NpUMepa, rae ety obpallanuchb ¢ Kanobamu
Ha 3a4eprKKy NonoBOro pa3BuTUS M pocTa. [pu ocmoTpe
Obl/IM BbIIBAIEHbI CNIIEHOMeranus, numbageHonaTus, UHTep-
cTMuManbHas 60M€e3Hb Nerkux, AUCAUMNUAeMus B GUOXU-
MUYECKOM aHann3e KpoBu. B 060MX KIMHUYECKKUX ClyHasx
yCcTaHoB/IeH AnarHo3 «6osie3dHb HumaHHa — [luka, Tvn B»
Ha OCHOBaHWM CHUXEHWS aKTUBHOCTM depmeHTa Kucnas
chuHrommenmHasa, mytaumun B reHe SMPD1.

Cnepylowmnn aoKnaa4vmK, A.M.H., npodeccop AHapen
HukonaeBu4 CypKoB, nNpeacTaBui KIAMHUYECKUIA Chyvan
pebeHKa C BHYTPUYTPOOGHOW MHEBMOHWEN B aHamHese,
3aEePKKOM BHYTPUYTPOOHOIO Pa3BUTUS, Y KOTOPOIO C POXK-
LeHuns 6blna BbiiBAEHa Nporpeccupylolas renatoMeranus.
B nocneayowem y manb4ymMKka oTMe4anuch peunavsumpyiolime
6aKkTepuanbHble MHOEKUMU (OTUTbI, MHEBMOHMK), B 2 roaa
no AaHHbIM YNbTPa3BYKOBOW AMArHOCTUKM BMEpPBblE BbisiB-
NleHa cnieHomeranuns. B 6MOXMMMYECKOM aHanuse: LuTo-
N3, rMnepxonecTtepuHeMus, NoBbIWEHWE TPUMULLEPUAOB.
Y pebeHKka B Bo3pacTe 7 NIeT OTMeYaNucCb MPU3HaKK nop-
TaNbHOM rMNEepPTEH3UN, NO AaHHbIM drUbpoINacTomeTpum —
M3MEHEHUS MNe4vYeHW, XapaKTepHble A8 LMPPOTUYECKOM
TpaHchdopmauuu. Mo KT opraHoB rpyaHOM KNIETKKU BbIIBIEHA
UHTEpPCTUUManbHas 60n1e3Hb nerkux. Mo gaHHbIM odbTanb-
MOCKOMWN — CUMMTOM «BULIHEBOW KOCTOYKW». poBeaeHa
TaHAeMHasi MacC-CNEKTPOMETPUSA: CHUKEHWE aKTUBHO-



CTU KWUCNOM CHUHrOMUENNHa3bl B CyXmMX MATHAX KPOBU —
0,87 MKMONb/N/4. MonekynsipHoe-reHeTM4ecKkoe uccrne-
noBaHuWe: B 3K30He 3 reHa SMPD1 mytaumusa ¢.1177T>G
(p.Trp393Gly) B rOMO3WIroTHOM coOCTOsiHUW. [MoaTBepKaeH
aonarHos «6onesHb HumaHHa — [lMuka, TMN A/B», KoTOopbIn
BK/OYaeT WCKYeHne WHOEKUMOHHbIX 3aboneBaHui
(B TOM YMCne BUPYCHbIX renaTUToB), 310Ka4eCTBEHHbIX HOBO-
o6pasoBaHui U HacneaCTBEHHbIX 601e3Hen obMeHa (Heao-
CcTaTo4yHOCTb anbda-1-aHTUTpUncuHa, 60nesHn HakonaeHUs
rMMKoreHa, 6ones3Hb lowe, AePUUUT TM30COMHON KUCIION
nunasbl, 6on1e3Hb HumaHHa — [luka v ap.). Ha npumepe
[aHHOro KNiMHn4eckoro cnyyas A.H. CypKoB NpoAEMOHCTPH-
poBan anroput anddepeHLnanbHOro NoncKa y nauMeHTos
¢ Xanobow Ha renatocnaeHomeranmio.

3aBeplinMna CMMNO3WYM Bpay-neaunatp, Bpay-reHeTuK
HuHa AnekcaHapoBHa KpacHouweKoBa C COOGLEHU-
€M O MeXAyHapoAHblX AaHHbIX Mo depmMeHTo3amMecTu-
TenbHon Tepanuu (P3T) npenapatom onunygasa anboda
y Aeten ¢ AedUuUMTOM KUCNOW CHPUHIOMUENUHA3bl TUMNOB
A/B n B (6onesHbto HumaHHa — [lluka tnnos A/B u B).
MpenapaT N03BOASET paclennaTb COUHITOMUENUH U YMEHb-
WwaTb ero HakonJeHue, 4TO HanNpPsAMYylo BAKSET Ha KAUHUYE-
CKMe nposiBneHuns 3aboneBaHuns. [OKNag4yMk MNpPoAEMOH-
CTpMpoBana atanbl KNIMHUYECKON NPOrpaMmbl U pe3ynbraThl
OTKPbITOrO HEKOHTPOIMPYEMOIO KJIMHUYECKOIO nccneaoBa-
HnMa ASCEND-Peds ¢asbl I/l npenapaTa onvnyaasa anboda
y aetei. Mpenapat nepeHocuncs nauneHTaMm Xopowo, Bce
y4acTHUKKM uccnegoBaHus ASCEND-Peds nonyyanu npe-
napaTt COrflaCHO PeXMMy NOCTEMEHHOrO MOBLIWEHNS 4O3bl
B Te4eHue He meHee 16 Hej ¢ HavyanbHoM ao3on 0,03 mr/Kr
[0 AOCTMXKEHMA nogaepxusatowen gosbl 3,0 Mr/Kr v npo-
JomKanu neyeHwe B JONTOCPOYHOM wccnepoBaHun. 88%

HabngaemMblx HexenatesbHblX siBneHun (HA) Obinn ner-
KOV MAKW CpefHEen CTEMeHU TAXeCTU (MUPEeKCHs, Kalenb,
pBOTa, AMapes, ronoBHas 60/b, TOWHOTa M T.4.). bonbwas
yacTb Hf, cBA3aHHbLIX C fleyeHueM, Oblla pacleHe-
Ha KaK WMHOY3MOHHble peakuuMu. HWM OaMH M3 nauneHToB
He BbIObIT U3 UCCNEeAoBaHUS B CBA3M C pa3BuTnem HA.
lMoKka3aTenbHa AMHaMWKa MO YMeEHbLUEHUIO o6bema (KpaT-
HOCTb MpPEBbIWEHNS HOPMbI) cenedeHku: y 19 us 20 naum-
€HTOB K 52-7 HeL OTMeYanocCb KAMHUYECKM 3Haynumoe
yMeHblueHne o6bema ceneseHkn Ha > 30%, cpeaHee npo-
LLEHTHOE YMeHblIeHWe o6beMa cene3eHkn — 49,2 + 9,7%,
p < 0,0001. ¥ 10 nauMeHTOB C UCXOAHOM renaTomeranu-
en TSKeNon cTteneHn HabAloAanoCb CHUMKEHUE TAKECTU
[0 cpeaHen cteneHn K 52-M Hepn (cpeaHee MNPOLIEHTHOE
yMeHblleHne obbeMa MneyeHu (KpaTHOCTb MpeBbIWEHUS
HOopMbl) — 40,6 £ 9,4%, p < 0,0001). PyHKUMA AblXaHKWS,
OLleHEHHas KaK % OT LO/MKHOro 3HaYyeHns auddy3noHHOM
CMNOCOBGHOCTU NIErKMX NO MOHOOKCUAY Yrnepoja, ynyylu-
nacb Ha 32,9 £ 29,1%, p = 0,005. Ynyywunucb nokasa-
Tenun pocTa: cpeaHee yBeNnyeHne z-oueHKkn pocta +0,56,
p <0,0001. MNpn npuUMeHeHUN onunyaasbl anbda Habno-
4anocb ynyylleHne W ApYyrux KIMHUYECKWUX MoKazaTenen,
NaToN0rMYeCKU MBMEHEHHbIX MPU UCXOLHOM OLLEHKE (MMnna-
Hbin Npodunb, ypoBeHb AJIT n ACT, KOAMYeCTBO TPOMBO-
umMtoB U Ap.). H.A. KpacHouiekoBa oTMeTHNa, YTO ynyulle-
HUS, HabnhaBWKeECH B Te4eHUe MepPBOro roga jeyveHus,
COXpaHANMCb MU elle 6Gonee ycunuBanaucb B TeyvyeHue
BTOPOro rofa fnevyexus. B dnHane goknagymk nogyepkHyna,
YTO KpalHe BaKHO MOBbIWATb OCBEAOMIEHHOCTb Meau-
LIMHCKOro cooblwectBa O COBPEMEHHbIX BO3MOXHOCTAX
ANarHoCTUKK 6one3Hn HumaHHa — lNuka tvna A/B B cBA3HK
C COBPEMEHHbIMW BO3MOXHOCTAMM Nle4eHns 3aboneBaHums.
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