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onbIT KNUHNYECKOIO NPUMEHEHUA ACOOTA3bI AJIbOA Y MOJIOAOIO
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Tunodocdartasus — peakoe HacneacTBEHHOE MeTabonunyeckoe 3aboneBaHne, NposaBasoLeecs gepeKkTamm MUHepanm3aumum
KOCTeln CKeneTa 1 3y60B, CUCTEMHbIMU OCIIOXHEHUAMY, MPUBOAALLUMY K MHBanuan3auum 60nbHbIX. B 3aBMcumocTn ot Bo3-
pacTta MaHudecTaLmmn 1 TAXKECTN CUMITOMOB Pa3fnyaloT wectb popm runodpocdatasun. KnmHuueckas kaptrHa 3abonesa-
HUA obycnoBneHa HakonneHnem nupodochaToB BCIE[CTBNE CHUXEHNA GepMEHTATUBHOW aKTMBHOCTY Hecneunduyecko-
ro TKaHeBOro n3odpepmMeHTa LWeoyHon ocdaTtasbl. EJMHCTBEHHON NATOreHETUYECKOW Tepanuei ABNAETCA NOXU3HEHHas
bepmeHT-3aMecTUTeNbHAA Tepanusa acpoTason anbda. MpriMeHeHre JaHHOIO NpenapaTa y NauveHToB C NepriHaTaNbHOM,
UH}aAHTUNBHON U feTckon popmamm runodocdatasum NO3BOMAET 3HAUNTENIBHO YNYULLINTb KaueCTBO XM3HU U OOLLYIO Bbi-
XK1BaeMocTb. ONbIT NCMNONb30BaHUA PEKOMOVHAHTHON LienoyHoN docdaTtasbl y B3POC/bIX B MMpe OrpaHUYeH. B gaHHoM
CTaTbe NPYIBeAeHO OnrcaHue KIIMHUYECKOro ciydas 18-NeTHero naumeHTa C No3fgHeN MarHoCTUKON AeTCKon popmbl ru-
nodocdatasvm 1 NO3LHMM HAYaSIOM TEpPaNUUN NATOreHETUYECKMM FeHHO-VMHXXEHEPHBIM NpernapaTom LenoyHon ¢ocdarasbl
- acdoTaszon anbda.

KNIOYEBDIE CJTOBA: lmnodocdatasus; wenovHasa pocdartasa; Hecneunpuueckuin TKaHeBom nsodepmeHT wenoyHomn ¢pocda-
Ta3bl; acpoTasa anbda

CLINICAL APPLICATION EXPERIENCE OF ASFOTASE ALFA FOR A YOUNG PATIENT
WITH CHILDHOOD HYPOPHOSPHATASIA
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Hypophosphatasia (HPP) is a rare hereditary metabolic disease characterized by defective bone and dental mineralization,
systemic complications that lead to disability of patients. HPP is classified into six forms according to the age of onset and
severity of its clinical picture. The disease is caused by a reduced activity of the tissue nonspecific alkaline phosphatase
(TNSALP) and elevated concentrations of pyrophosphates. Asfotase alfa is the only pathogenetic enzyme replacement therapy
with recombinant human bone-targeted TNSALP approved for treatment of patients with perinatal, infantile and juvenile-
onset HPP. This treatment is associated with improved skeletal mineralization, respiratory function and overall survival in
infants and young children with life-threatening hypophosphatasia. The world experience in application of recombinant
alkaline phosphatase in adults is very limited. We present a clinical case that describes the first Russian experience in the use
of asfotase alfa in an 18-year-old patient with late diagnosis of childhood-onset HPP.
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AKTYAJIbHOCTb

lmnodocdatasna — pegkoe reHeTnyeckoe 3aboneBaHve
C ayTOCOMHO-PELIECCMBHBIM UM JOMUHAHTHBIM TUMOM Ha-
CnlefoBaHMsA, 0OYCIOBNEHHOE MyTaLusMu B reHe ALPL, kogu-
pytoLiem Hecrieundryecknii TKaHEBOW N30PEPMEHT LLesioy-
Hol ¢ocdartasbl (tissue nonspecific alkaline phosphatase,
TNSALP). l'en ALPL, cocToAwmi n3 12 3K30HOB, JIOKann3oBaH
Ha xpomocome 1 (1p36.1-34) [1]. Ha cerogHAWHWI AeHb
onucaHo 6onee 388 MyTaLuMi B pa3fiMyHbIX YYacCTKax reHa
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ALPL [2], uTO OOBACHAET LWMPOKNI CNEKTP KIIMHUYECKMX
npoasneHuin. CornacHoO oLeHOYHbIM AAHHbBIM, PAcipPOCTpa-
HeHHOCTb 3aboneBaHus coctasnset 1:100 000 - 1:300 000
HOBOPOXAEHHDIX [3].

B Hopme TNSALP rugponusyetr HeopraHU4eCcKun nupo-
docdat, nupupgokcanb-5-pocdar n dpochostaHonammH -
OCHOBHble VHIMOUTOPBI GOPMMPOBAHMA KPUCTANINIOB TU-
apokcuanatuta. CHkeHre GepMeHTaTMBHOWN aKTMBHOCTY
TNSALP npuBoguT K HaKOMJIEHVIO €ro BHEK/IETOYHbIX CyO-
cTpaToB [1], Hapywaa npoueccbl MUHepanM3aumm KOoCTen
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n obpa3oBaHUA KpUCTanoB rugpokcuanatuta [4]. Mpwu
ructomopdomMeTpun HabnoJaeTcs yBennyeHue obbema
ocTeovaa, cojepalyero 60bluoe KONMYeCTBO HEMUHEPA-
NM30BaHHOIO KOCTHOIO MATpUKCa 6e3 KpUCTanioB rmapokK-
CnanaTuTa, YTo NPUBOAMT K PaxuTy u octeomanaumm [1].

B 3aBMcMMOCTM OT Bo3pacTa MaHudecTaunn 3abonesa-
HUA MOTyT HabnloaaTbcA aHOManMM KOCTEN, AUArHOCTUPO-
BaHHble BHYTPUYTPOOHO, paHHAA MoTeps 3yOOB, HU3KMN
POCT, KPaHNOCMHOCTO3, PaxXUTUYeCKe N3MEHEHNA CKeneTa,
MblLLEYHAs TMNOTOHNWA, BUTaMmuH B6-3aBucrmble cypoporu
[1,5].

EOVMHCTBEHHOM NaTOreHeTUYeCcKon Tepanuen runo-
docdaTasmm sBnaeTcA NoOXM3HEHHas depMeHTHasd 3ame-
CTUTENbHAA Tepanua YenoBeyecKon pPeKOMOUHAHTHON
TNSALP - acdoTtaszoni anbda [6, 7], onobpeHHas B 2015 roay
AMepUKaHCKMM AreHTCTBOM MO KOHTPOJIO 3a NULLEBbIMU
npoayktamu un megnkameHtamu (FDA) ona neyeHua nepu-
HaTaNlbHOW, UHPAHTUNBHONM 1 aeTckon ¢opm runodocda-
Ta3um B CLLA [8, 9]. B ToM e rogy npenapart 6bi1 pa3peLueH
K NPUMEHEHNIO B KNMHUYECKON npakTuke B KaHage, Ano-
Hu1K n EBpone.

B nutepatype ectb coobuyeHms [10, 11] 06 ycnewHom nc-
nonb3oBaHUM acdoTasbl anboa y HeGONbLUKX FPynn B3pOC-
NbIX MALMEHTOB.

B cTaTbe npeacTaBneH NepBblf KNMHWUYECKMI ONbIT NpU-
MEHEHMSA TEHHO-UHXEHEPHOro npenapaTa LWenoyHon doc-

¢daTasbl — achoTasbl anbda B Poccrn y monogoro yenoseka
¢ 17 go 18 neT BKNUUTENBHO C AeTckon dopmoii runodoc-
datasun.

OMUCAHUE CNYYAA

MauueHT A. Bnepeble obpatunca B ®IbY «<HMUL, sHpo-
KpnHonorun» MuH3gpasa Poccun B Bo3pacTte 17 net ¢ xa-
no6amMu Ha BbIPaKEHHYIO MbILLEYHYI0 CNTaboCTb, TPEMOP PYK
W HOT, OrpaHuyeHrie Gpr3nMyeckon akTUBHOCTU, HEBO3MOX-
HOCTb CaMOCTOSITESIbHOTO MEPeABMXEHUA — XOAus C Mo-
MOLLbIO KOCTbINen. Mpn ocMoTpe oTMeYanncb KuneBraHas
fedopmauus rpyaHON KIeTKy, Bblpa)keHHas BapycHas fe-
dopmauusa befep, BanbrycHasa gedopmaumsa KONEeHHbIX Cy-
CTaBOB U FOfIeHel, NI0CKOBAJIbIyCHasA YCTaHOBKA CTOM, KU-
$03 NosAICHMYHOTrO oTAeNna No3BoHoYHMKa (Puc. 1). Poct 152
cMm, BeC 65 Kr, UMT = 28,1 kr/m2.

M3 aHamHe3a U3BECTHO, UTO HAa BTOPOM rofly »KU3HK Mosi-
Bunach gedbopmaLus rpyaHoOM KNeTky, OTMeYanachb «yTuHas
rnoxofKa» Mpu XOXAEeHWW 3a PyKW, 3afiepKa MOTOPHOro
pa3BMTMA — CAMOCTOSTENbHO He xoaun o 2,5 net. CocTosn-
Hue 6bINo pacueHeHO Kak BUTaMUH D-3aBUCMMbBIV paxuT,
nonyyan MeMKaMeHTO3HYI0 Tepanuio akTVBHbIMY MeTabo-
nuTamu BUTaMuHa D, 4To NpUBOAMIO K YXYALIEHNIO COCTOS-
HuA. B BO3pacTe Tpex neT nepeHec nepesiom KocTer neBom
rosieHu, B 5 neT — nepenom Kpecrtua.

Puc. 1. BHewHun Bua naumeHTa ¢ runopocdartasuei.
MpumeyaHve: KunesraHan AedopmaLysa rpyAHON KNeTKK, BapycHaa aepopmauma bepep, NocKoBanbrycHasa yCTaHOBKa CTOM.
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Mpu obcnepgoBaHum B Bo3pacTe 15 neT: BanbrycHas fe-
bopmauma HAXKHNX KOHEYHOCTEN, CHXeHMe ypoBHs 25(0H)
D po 11,1 Hr/mn (Hopma >30), LLO - go 20 Ea/n (Hopma 40-
390), pocdopa - ao 0,77 mmonb/n (Hopma 0,95-1,65) Ha doHe
HOPMasbHbIX MOKa3aTesie KanbUuuA 1 He3HauyMTeNbHOM
CHWXeHUn napatropmoHa. OTMeyvan 6051 B Horax 1 MbllLey-
Hyl0 C11aboCTb, HEOAHOKPATHbIE BbIBUXM TOJIEHOCTOMHbIX
cyctaBoB. CoyeTaHUe paxuTUYeCKX N3MEHEHWU CTPYKTYpbl
KocCTel 1 HM3Koro ypoBHs LM nocnykmnm ocHoBaHMEM Ajis
MOCTaHOBKM AnarHo3a runodocdarasus.

Mpu noctynneHun B cTaumoHap nokasatenu docdop-
HO-KanbLuuneBoro obmeHa B npefenax pedepeHcHbIX 3Ha-
yeHun, aktmBHOCTb LD cHuxkeHa go 18 Ea/n. Mpwn peHTre-
HOMOMMYECKOM VCCNeJOBAHN KONIEHHbIX 1 FOJIEHOCTOMHbIX
CYCTaBOB OMpefeNauCb MHOXECTBEHHbIE YYacTKMN paspe-
XeHNA KOCTHOWM TKaHM U OCTEOCKIEPO3a, CYKEeHUs CyCcTaB-
HbIX LWenen, NPU3Hakm XOHApPOKanbumHo3a. Monekynap-
HO-TeHETMYECKUI aHaNu3 BbIABUII HaMuMe KOMMayHAHON
reTepo3nroTHom myTtaumm B reHe ALPL c.302A>G/ c.571G>A,
yTO MOATBEPAMNIO AnarHo3 runodocdatasms. Obe myTaumm
OnucaHbl paHee.

YunTbiBas BbIpa)KeHHYIO 3afepkKy pocTa (SDS -3,24),
HannumMe KOCTHbIX Aepopmaunii, OrpaHUYEHNE OBUKEHUN
(6onu B HOrax u GbICTPaa YTOMIAEMOCTb Npu Xoabbe, nepe-
[BVXKEHME C OMOPON Ha KOCTbIIM), TPEMOP B MOKOE 1 Nocsie
bu3nyeckux Harpy3ok mauMeHTy noKasaHa Tepanusa acho-
Ta3on anbda. MNockonbKy npenapat He 3aperucTprMpoBaH
B Poccuu, otel pebeHka fan ncbMeHHOe corniacme Ha Je-
yeHve nccriefyembiM npenapaTom. [NepBas nHbeKLus Obina
BbinosiHeHa B 17,9 net (23.07.2018).

Yepes 5 mecsaueB Tepanuu acdotason anbda B gose 70
Mr/CyT OTMeUY€eHa 3HaYMMas NMONOXKNTENbHaA AUHAMIMKA: CHU-
XKeHrie TpeMOopa MblLLL, BO BpeMs X0Ab0bl, MOBbILIEHWE TONe-
PaHTHOCTM K GU3MUYECKMM Harpy3Kam, BO3MOXHOCTb CamMo-
CTOATENbHOTO NepeaBUKeHUs 6e3 KOCTbINeN Ha PacCcTosHUE
86 MeTpoB Mo pe3ynbTaTaM TecTa C 6-MUHYTHON XoAbOOiA.
YunTbiBas, YTo [0 fleyeHnsa nepeaBuKeHe nauneHTa 6bi10
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BO3MOXKHO VICKJTIOUMTENBHO C OMOPON Ha KOCTbinn, 3ddek-
TUBHOCTb Tepanun OLEHUBANACb MO YBEIMYEHNIO PACCTOs-
HWA, KOTOPOE MaLVEHT MOXET NMPOXOANTb CAMOCTOSATENBHO.
Mpw nccnefoBaHMM COCTOAHMA KOCTHOW CUCTEMBI BbIsiB-
NEHO MOBbILLEHNE MAaPKEPOB KOCTHOrO peMofennpoBaHnA:
ocTeoKanbuuH — 92,38 Hr/mn (Hopma 24-70), C-KOHLeBOWN
Tenonentug KonnareHa l Tmna - 1,39 Hr/mn (Hopma 0,01-0,7).
Mo pe3ynbTraTam MynbTUCANPANbHON KOMMbIOTEPHOW TOMO-
rpadun rpyqHoOro 1 NOACHUYHOIO OTAENOB MO3BOHOYHMKA
OTMeYaeTcA BblparkeHHas Kudockonmotnyeckas aedopma-
umA C NnpunexaHmem pebep K nepukapgy npaBoro npegcep-
ava (Puc. 2).
C uenblo KOMMeHcauny HelOCTaTOYHOCTU BUTaMMHa D
B CTaLMOHape NMpoBOAMNIACb Tepanus npenapaTtom HaTuB-
Horo BuTamuHa D - konekanbundeponom B CyMMapHOWN
Hacblwatowen gose 200 000 ME. B ganbHenwem gnAa noa-
JepXaHna ONTUMANbHOIO YPOBHA BMTaMMHa D 6bin peko-
MEHAOBaH npuem Konekanbuudepona no 10 000 ME/Heg.
Ha MomeHT nocnenHero HabnoaeHus, yepes 6 Mecsaues
nocne MHUUMAUMKM Tepanuuy, MauMeHT MPOJOKaeT Neve-
Hue acdoTasoi anbda B go3e 70 mr/cyT 3 pasa B Hegenio.
Ha ¢oHe npoBogumoin Tepanuum cyObeKTMBHO oLyyllaeT
MosiBNIEHNE MbILIEYHOW CUMbl, XeflaHWe [BUraTbCs, Mos-
HOCTbIO 1ICY€e3 TPEMOP PYK M HOT, CaMOCTOATENIbHO MOXeET
nporit 100 meTpoB 6e3 onopbl Ha KocTbinu. CopepKaHue
LW® B kKpoBu — 8864 En/n, uto cBMAETENbCTBYET O KOMIMNa-
€HTHOCTW nauueHTa u 3¢HEeKTMBHOCTM NPOBOAMMON Tepa-
nn. EAVHCTBEHHBIM OCJIOXKHEHMEM MPOBOAVMON Tepanuu
ABMAETCA MeCTHaA peakuus B BUAE rMNepeMun B MecTax
MHbeKUMn npenapata (Puc. 3). laHHOe OCnoXHeHne ABNA-
€TCA PacnpOCTPaHEHHbIM 1, O AaHHbIM IUTEPATYPbI, BCTPe-
yaetca 6onee yem y 90% nauyeHTOB, NONYYaKOLLMX NeYeHue.
PekoMeHAOBaHO MNPOLOMKNUTL Tepanuio TFeHHO-MHXXe-
HepHbIM NpenapaTom LienoyHon pocdaTtasbl (achoTasza anb-
¢da 70 mr/cyT 3 pasa B Heflenio) U HAaTMBHbIM BUTaMUHOM D
(konekanbundepon 10 000 ME/Hen)) nog KOHTPONIEM MOKa-
3atenen ¢ocpopHo-KanbLmeBoro obmeHa 1 pa3 B 3 mecsaua.

Puc. 2. MCKT rpyaHOro 1 NOACHUYHOrO OTAENOB MO3BOHOYHUKA.
OnucaHue: BbipaXkeHHasA KudockonvoTnyeckasa aepopmanus c npunexxaHuem pebep K nepukapay npasoro npefcepans.
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Puc. 3. Peakuyum B MecTax MOAKOXHbIX MHbeKLNIA acdoTasbl anbda.

OBCYXXAEHUE

lunodocdatasms - pepkoe HACNELCTBEHHOE MpPo-
rpeccupyiollee paxutonogobHoe 3aboneBaHue, Bnepsbie
onncaHHoe B 1934 rogy B. Chown y cnbcoB, ymepLumx ot
NaTonorny, Ha3BaHHOWM TOrf4a «pPeHanbHbIM paxut» [12].
B 1948 ropy kaHagckuin neguatp John C. Rathbun coo6-
WU O TPEexJIeTHEM MalMeHTe C NepesioMamy KOCTeln, Bbl-
paXeHHbIM OTCTaBaHMEM B POCTE, CYAOPOXHbIM CUHAPO-
MOM 1 PE3KO CHUXEHHBIM YPOBHEM LenoyHol ¢pocdaTasbl
B KpoBwu [13].

[lo HepfaBHero BpemeHy eAUHCTBEHHO BO3MOXHbIM Me-
TOOOM neveHunsa rmnodocdartasnm octaBanacb CUMMNTOMATL-
yeckas Tepanus. MonbITKU NCNOIb30BaHMA BHYTPUBEHHbIX
uHdy3un nnasmobl, 6oraton pacteopumont LD, oT nauneH-
TOB ¢ 6onesHbio MepxeTa, He MPVHOCUIN >KENAEMOTO pe-
3ynbrata [14]. TpaHcnnaHTauma annoreHHbIX Me3eHXMasb-
HbIX CTONIOBbIX KNETOK KOCTHOrO MO3ra TakKe OKa3anacb
manoadodektTusHom [14, 15]. B 2008 rogy 6bin co3gaH Kaue-
CTBEHHO HOBbIV NpenapaT ¢ nabopatopHbiM Kogom ENB-
0040, Asfotase Alfa, 3apernctpupoBaHHbIl B OKTA6pe 2015
roga B CLUA [8]. Ha ocHOBaHMM ycnewwHbIX JOKINHUYECKNX
ucnbiTaHnii y molwein Alpl - / - [16, 17] 6binvm npoBeeHbl K-
HUYeCcKMe NCcrefoBaHMA Ha nogax. Ha cerogHAWHUN geHb
acdoTasa anbda ogobpeHa BO MHOMMX CTPAHAX AnA eYeHnsn
runodocdartasnu.

AcdoTaza anbdPa - pekoMOMHaHTHasA MOJieKyna
¢ Fc-pomeHom IgG1 n KapboOKCUTEpMUHANBbHBIM AieKa-ac-
napTaTHbIM YYacTKOM, MeLLas BbICOKOE CPOACTBO K Kpu-
CTannam rugpokcunanatuTa [17]. TepaneBTrnyeckoe aencTeme
peanusyeTca yepes rmaponn3 HeopraHMyeckoro nmpogoc-
daTa, CHMXKEeHMe HAKOMJeHWs BHEKNEeTOYHbIX CybcTpaToB
TNSALP, uTo ynyuwaeT MuHepanmsaumio ckeneta.

S¢ddeKTUBHOCTb 1 6€30MacHOCTb UCMOMIb30BaHNA Mpe-
napaTta oLeHUBanacb B MPOCMEKTUBHbIX OTKPbITBIX MHOFO-
LEHTPOBbIX KNMHUYecKnx unccnepoaHmsax (NCT00952484,
NCT01203826) y 60nbHbIX C NeprHaTanbHOWN, UHPAHTUNb-
HoW 1 aeTckon popmamm runopocdartasmm [19]. Mo mepe Ha-
KOMJIEHUs pe3ynbTaToB KINHUYECKUX UCCNIefoBaHni Obino
MOKa3aHO 3HAUYUTENIbHOE YJyuylleHWe MUHepanvsauuu,
rMCTONIOTMYECKON CTPYKTYPbl KOCTHOW TKaHW, yBenuuyeHue
06LLEel BbPKMBAEMOCTW MALUMEHTOB Ha ¢oHe neyeHmnsa acdo-
Tason anbda [19, 20].

B HacTosllee BpeMs UMeIOTCA AaHHble, CBUAETENbCTBY-
towme 06 3pPeKTUBHOCTM hepPMEHT-3aMeCTUTENIbHON Tepa-
nuun TNSALP y nogpocTKOB 1 B3pOC/ibIX NALMEHTOB C TUMo-
docdarasmenn [10, 21]. Pe3ynbraThl IATUNETHUX HAONIOLEHWI
B paMKax MHOTOLIEHTPOBOIO PaHLOMU3VMIPOBAHHOIO OTKpPbI-
Toro nccnegosanus Il ¢asbl (NCT01163149) 19 60/bHBIX,
CpeaHuii BO3pacT KOTopbix coctaBun 55 net (13-66 net),
YKa3bIBalOT HA 3HAUYUTENbHYIO MONOXUTENbHYIO AVHAMUKY
B OTHOLUEHWW MOKa3aTenell MyHEepanusaunmM KOCTW, CHU-
XeHUA BHEKNeTouHbIXx cybctpatoB TNSALP, ynyuweHums
[BUraTeNIbHOM aKTUBHOCTM M KAuyecCTBa »KU3HW MaLVEHTOB,
yMeHblUeHUs 601eBoro cCUHZpoOMa npu NPYIMEHEHWU npe-
napata B go3ax 0,3 mr/kr/cyT unu 0,5 Mr/Kr/cyT c nocnegyto-
LWUM yBenuyeHve fo 1 Mr/Kr/cyT NogKoXKHO 6 pas B Hefento.
Hanbonee yactbiMu HexenaTenbHbIMU ABAEHUAMU Oblnn
peakuny B MeCTax BBeleHUs Npenapata, BKYas S3putemy,
6011b, OTEK 1 3y[, He TPebyIoLLME NPepPbIBATL JIeUeHre.

B Poccnn acdotasa anbda Bnepsble Hbiia NprMeHeHa
B 2015 rogy npwv neyeHUn ABYX MALMEHTOB C MHbAHTUIIb-
HOM ” petckon dopmamu runodocdatasmm B Bo3pacTe
6 MecALeB 1 7 neT COOTBETCTBEHHO [23], ogHaKo He 6blno
coobLeHni 06 NCNoNb30BaHUM NpenapaTa y B3pOCSibIX Na-
LIMEHTOB C feTckol ¢opMol B Hallen cTpaHe. B npepcras-
NNEHHOM HaMM KIMHWYECKOM Cjlyyae, yuymTbiBasi pa3BuTMe
MHOrOO6pa3HbIX OCIIOMHEHWI JAHHOTO 3ab0sIeBaHUsA, NPO-
rpeccupyiowyio UHBaNMAN3aUnio NalueHTa, NMOBbILIEHHBbIN
PUCK CMEPTHOCTU MO OTHOLLEHUIO K O6LLel NONYASALUN, KOH-
cunnymom 1 BpauebHon komuccren OIBY «HMUL, sHpo-
KpuHonoruun» MuH3gpaea Poccun 6b110 NPUHATO pelueHne
O Tepanuu TeHHO-UHXEHEPHbIM MPENapPaToM LLEeJIOUYHON
¢docdaTasbl. Ha poHe HenpepblBHOroO neyeHns achpoTason
anbda B TeueHVe WeCT MecALEeB OTMEYEH CTONKUI Nomo-
XUTeNbHbIN 3GHEKT — OOBEKTUBHOE KITMHUYECKOE Yryulle-
HUe, NOBbILLEHME KAyecTBa U3HU MauveHTa, JOCTUXeHne
afleKBaTHOTO KOHTPOJA Haf 3aboneBaHmeM. 3a BeCb nepuos
HabnogeHMA 3HauMMbIX MOBOYHBIX AENCTBUN, KPOME MeCT-
HbIX peakunii, He HabAaNoCh.

MNpuHumaa BO BHUMaHue oTcyTCcTBUE B Poccnin-
ckon Qepepauun OMbiTa NeYeHUss B3POCIIbIX MaLUEHTOB
acooTason anbda, HeobxoaMMO fanbHerllee peryiaspHoe
MeONUMHCKOE HabmiofeHNne 1 KOHTPOJb OUOXMMUYECKUX
nokasaTtenem.
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KIMHUYECKW CITYYAW

3AKNIOYEHUE

OnncaHHbIN KNMHUYECKNIA CyYat HarnAAHO f4EeMOHCTPU-
pyeT TAXKeCTb TeYeHUsi 3aboneBaHnA NPy OTCYTCTBUMN CBOEB-
pemMeHHOWN AMAarHOCTUKN U KoppeKumnn HapyweHun. Ha oc-
HOBaHUM JaHHbIX 3apyOeXHON NuTepaTtypbl [24], HecmoTpA
Ha HebOoNbLIOe KONMYECTBO UCCIeAoBaHUN, Obina MHULNK-
poBaHa Tepanus yenoBevyeckon pekombnHaHTHon TNSALP
- acdoTason anbda, HE3aPErMCTPUPOBAHHON B HalLEn CTpa-
He. HacToAawmiA KNUHUYECKNIN CllyYal AeMOHCTpUpPYeT 3¢-
bEeKTUBHOCTbL MHULMaUMK Tepanuu acpoTazon anbda faxe
B C/lyyae NMo3gHero ycTaHoB/eHUs anarHosa. Ha ¢poHe neue-
HUA yXe Yyepes 5 MmecALeB Yy nauuneHTa B 18-neTHem Bo3pacte
Habniofanocb ymeHbLIeHe 601eBOro CMHAPOMa, pacLumpe-
HUe ABUraTeNnbHOW aKTVBHOCTM M YMEHbLUEHMe TPemopa,
UTO He COMPOBOXIANOCb KaKUMU-TMOO HexenaTenbHbIMU
ABNEHMAMN 3@ WUCKIIIOYEHNEM MOKPACHEHWA B MeCTe VHb-

eKUMIA 1 NONOXUTENbHBIN 3PPEKT OT NleueHna COXPaHANCS
B TeUEHMe eLle nocneaylowmx 3 Mmecsaues HabnogeHnsa. Tem
He MeHee, HeobxoaMMO NpPoBefeHVe faNbHENLLNX UCCIeR0-
BaHWI, pe3ynbTaTbl KOTOPbIX MO3BONWAN Obl MOATBEPAUTD
3¢bdeKkTMBHOCTL 11 6€30MacHOCTb AJINTENBHOIO MPUMEHe-
Hus bepmeHT-3amecTuTenibHol Tepanuu TNSALP y 60nbHbIx
c rmnodocdartasnent Bcex BO3pacTHbIX AMarna3oHoOB.

AONOJIHUTENIbHAA UHOOPMALINA

Cornacne naumeHTa. MaymeHT AOOPOBONbHO MoAnMcan UHPOPMU-
poBaHHOe corflacme Ha MybnmKauuio NepcoHanbHOW MeAULMHCKOWN WH-
dopmaLmmn B obesnmueHHoON popme B XKypHasne «OcTeonopos 1 octeona-
™.

KoHpnuKT mHTepecoB. ABTOpbI AEKNapUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasIbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
cToALWen cTaTbi.
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