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PE3IOME

B 0630pe numepamypHbix 0GHHbIX HAMU NPUBOOSIMCS CBEOEHUS O CeMUOMUKe, OUAZHOCMUYECKUX N00X00ax U 0COOeHHOCMSX edeHus 60.e-
8020 CUHOPOMA Y 83pocbix u Oemeli npu 6onesnu Dabpu. Bonesoli CuHOPOM 86879€MCa OOHUM U3 HACMBbIX U HAUOONee PAHHUX NPOSBJEHUL
amoeo 3abonesanus. lpesanupyem 6 6onesom cunopome npu Gonesnu Pabpu Hedponamuyeckas 60b. B 0ebrome 3a6onesarus Haubonee
4acmo npedeABALIOMCS HCAN00bI HA CUMMEMPUYHbIE 00U 8 KOHHUKAX NATbyes Kucmell, cmon u no0oweax, 603MONCHA U 0py2as J0Kau3a-
yus 6onu. [Tokazaro, 4mo pazgumue 601€8020 CUHOPOMA 3HAYUMO YXyOWaem Kauecmeo Jcu3nu u 0ezadanmupyem nayueHmog ¢ 601e3HbI0
®abpu. [IpuHyUNUALHO BANCHBIM U OCHOBHLIM ACNEKMOM Mepanuu 3mozo 3a001e6aHUs A6AIeMCs 603MONCHO DoJiee paHHee NpuMeHeHue
npenapama azancudasa bema, 4mo nN0360J15em CYWEeCMBEHHO NOBAUSMb HA 0a/bHelWee npoepeccuposarue OoNe3HU, 8biPaNCeHHOCMb 60-
J1e6020 CUHOPOMA U npedomspamums pazgumue GamansHuIX 4epeOpoBaCKYIAPHbIX OCIONCHEHUL unu noveqHol HedocmamouHocmu. Bece
nepeuucnettole OCTONCHEHUS MAKIHCE OKA3bIBAIOM HENOCPEOCMBEHHOE BUSHUE HA NPOOOINCUMENbHOCTb JHCUSHU NAYUEHMO8 ¢ 00Ne3HbIO
®abpu. Kpome mozo, npu 6onesom cunopome npu onesnu Pabpu npumeHsemcs WUpoKuii cnexmp CUMnmomMamu4eckux cpeocms, 8 4acnHo-
cmu HecmepOUOHbIX NPOMUBOSOCNAIUMEbHBIX NPENApamos U mepanesmuyeckux a2eHmos 0pyaux Gapmakoao2uieckux pynn, 4mo makice
paccmampusaemcs 8 0630pe.
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ABSTRACT
Pain syndrome in Fabry disease: semiotics, diagnostics and treatment
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This literature data review deals with the information about semiotics, diagnostics approaches and treatment features of painful conditions in
adults and children with Fabry disease. A painful syndrome is one of the most frequent and early manifestations of such disease, in which the
neuropathic pain prevails. In the disease onset, there are common complaints about symmetrical pain in the fingertips, toes, soles, and other
pain localizations. It has been shown that pain syndrome development significantly decreases the life quality of patients with Fabry disease.
The fundamentally important and main treatment aspect of this disease is perhaps the earlier use of the agalsidasebeta drug-enzyme, which
can significantly affect the further disease progression, the severity of pain and prevent the fatal cerebrovascular complications or renal
failure development. All of these complications also have a direct effect on the life expectancy of patients with Fabry disease. Besides, the
article also discusses a wide range of symptomatic agents, in particular, non-steroidal anti-inflammatory drugs and therapeutic agents of
other pharmacological groups, which are also used in pain syndrome in Fabry disease.

Keywords: Fabry disease, pain syndrome, neuropathic pain, agalsidasebeta, accumulation disease, gangliosidosis, Fabrazyme, replacement
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BBENEHUE

Bonesub ®abpu, nnn Aumepcena — Pabpwu, sBisieTcs
MPOrPeCCUPYIOLLNM, KU3HEYTPOKAIOLIMM X-CLETIEHHbIM Ha-
CTIE[ICTBEHHBIM MYJIbTHCHCTEMHBIM 3a007IeBaHUEM, KOTOpOE
OTHOCHTCS K TpYIIe JIM30COMabHbIX OOJIe3HEN HAKOIUIEHUS
(cuHronMNMI0308B) 1 00YCIOBIIEHO 3HAUNTETIbHBIM CHUKEHHU-
€M aKTMBHOCTH WJIM OTCYTCTBHMEM (DEepMEHTa ai-raakTo3n/aa-
3bl A. ITO MPUBOAMT K MPOrPECCHPYIOLLIEMY HAKOTUIEHHIO [II0-
6oTprao3uILiepaMiia U POLCTBEHHBIX MUKOMOCHONUIHI0B
B JIM30COMaXx KJIETOK Pas/MuHbIX OpraHoB. [laTonoruyeckuii
MPOLIECC MOXKET OTIMYATbCS [0 CTENeHH BbIPAKEHHOCTH,

B 4YaCTHOCTH, HAKOIUIEHUE ITIMKOJIMITUIAOB Y HEKOTOPDbIX MNaLy-
€HTOB MOXET 6blTb 3HAYUTEJIbHO BbIPA’)KEHO Y’Ke€ B MJIaleH-
4ecKOM BO3pacTe M Jaxke BHYTPUYTPOOHO, YTO CroCOOCTBY-
€T paHHUM (aTajbHbIM OCJIOKHEHHSIM CO CTOPOHbI MOYEK
1 CEpIeuHO-COCYAUCTOI crcTeMsl [1]. BonesHb BriepBble omu-
cana B 1898 r. aHrnmiickuM Jepmaronorom YuibsiMoMm AHziep-
COHOM U HeMeLKuM iepmaTtosiorom ixxonom Pabpw [2].
Bosesnp dabpu xapakTepU3yeTcs IMPOKMM CIIEKTPOM [10-
JMMOPQHBIX KJIMHAYECKHUX CMHAPOMOB. Kak mpasusio, nepsbie
CHMIITOMbI 3a00JI€BaHMsI OTMEYAIOTCsl B IETCKOM WM MOJ-
pocTkoBoM Bo3pacte [3], BoaMoskeH 1 Gosiee MosaHuit 1e0iOT,
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KaK 1 MOHOCHMITOMHbIi1 BapuaHT 60JIe3HH Y skeHLuuH [4, 5].
HeBponatuueckasi 601nb sIBASETCSl OHMM M3 CaMbIX YaCThbIX
¥ paHHMX MPOSIBJIeHNIt 3a00neBaHus U HabmonaeTcs B nebiote
y 60—70% nauvenTo Myskckoro noina 1y 40—60% — keHcKo-
ro nosna [4, 6-9].

CEMMOTHMKA BOJIEBOTO CUHIPOMA TPY BOJIE3HU
daspPu

Jletn u monpocTky, crpajawoye 6onesnpio Pabpy, Hau-
Ooree 4acTO MPEIbSBISIIOT KaoObl HA CUMMETPUYHble 60K
B KOHUMKAX MasibLIEB KMUCTEM, JIafioHsIX, cTonax U nogouisax [10].
Bonu moryT conpoBoskaarbcst ausectesueit (puc. 1). BoamoxxHo
BO3HMKHOBeHHe 00JIEBOr0 CUHAPOMA MHOIA JIOKaM3aLuu: B 00sia-
CTH KPYTHBIX 1 MEJIKMX CYCTaBOB, B KOHEUHOCTSIX, B 007IaCTH XKH1-
BOTA, YTO COMPOBOXKIAETCS Crla3MaMy ¥ pa3HOOOPAa3HbIMU Ke-
JIY[OYHO-KHMLIEeYHbIMH MposiBieHnsivu [4, 11]. Hepenko 6oeBoit
CHHIPOM Y JieTeii COMPOBOXKIAETCS] ACTEHUYECKUM CHHIPOMOM,
TUIMOrMZIPO30M U TOSIBJIEHHEM aHrHokepaToM. B crapiiem Bo3-
pacte MOxeT HaOMONaTbCsl NOPAKEHUE CepEeUHO-COCYINCTON
CHCTEMbI, MOYEeK, TPAH3UTOPHble MIIEMUYecKUe aTakh W Jaxe
MHCYJIbT, BOSHMKAIOLLMIA B MOJIOZOM BO3pacTe y 6,9% My»KuuH
1y 4,3% KeHLUMH, cTpanatolyx 6onesHbio Gabpu [2]. Y masnbun-
KOB KJIMHMY€ecKasl MaHupecTauust 6onesnn Gabpu, Kak MpaBuo,
BO3HMKAET Ha HECKOJIbKO JieT pauble [6, 10, 12].

TunuuHbIMK  MpOsiBIIeHMAMU Gone3nn Pabpu sBASIOTCS
TMIOBTOPSIIOLIMECS] TIPUCTYIIbI JKIy4eid, MyYUTeNTbHON U MyJlb-
cupytoleit 6onu («6oseBble KpH3bl»), PacpOCTPaHsIOLIMe-
Csl C OMCTaJIbHbIX OTHEJIOB KOHEYHOCTeH B MPOKCHMMaslbHOM
Hanpasiennu [9, 11]. BbipaskeHHOCTb exkeqHeBHON 60im
BO BCEM TeJle MOXKET ObITb CTOJIb CYLIECTBEHHA, YTO MPHUBO-
IWT K MOJIHOM 6ecrioMolHOCTH GonbHbIX. Hanbornee yactbivu
MPOBOLMPYIOLIMMHU (aKTOpamy [Jisi BO3HUKHOBEHHsI 60J1eBOro
CHHZIPOMA SIBJISIIOTCS] PUBMUECKME HAarpy3KH, MOBbILLIEHHE TeM-
riepaTypbl Tela U OKpyxkatolleil cpenbl [6, 9, 12]. V HekoTo-
PbIX NALMEHTOB 60JIb B KOHEUHOCTSIX yMEPEHHOM WM CpenHeit
MHTEHCMBHOCTH BO3HMKAaeT CIOHTAHHO W HOCHUT MOCTOSIHHbIi
xapakrep [4, 9]. BoaMoskHbI pa3HOOOpasHble YyBCTBUTEIbHbIE
(eHOMeHbI, B YaCTHOCTY JUIOVHMS U TUIIepabresusl.

Y HekoTOpbIX nauueHToB ¢ GosnesHbio Pabpy B mepuon
TMOJIOBOrO CO3peBaHMsi 60JIEBONM CHHPOM MOKET ObITb MeHee
BbIPasKEHHBbIM WM He 6ecrokouTb [9], 4To CBSI3aHO C mocTe-
TIEHHBIM Pa3pyLlEeHNEM HEPBHBIX BOJIOKOH, BMECTE C TEM BO3-
MOKHbI yCHJIEHHe 1 G0J1ee MyuHTeNbHbIi XxapakTep 6omm. B 25%
CJlyyaeB ONKMCAHO BO3HWKHOBEHME TYHHEJbHbIX CHHIPOMOB,
yalle CMHAPOMa KapranbHoro kanana [13, 14]. XapakrepHbimMu

Tunu4Has nokanwsauma Gonu
(KOHYMKM Nanbues, KUCTH,
CTYMHM, NOQOLBLI)

MeHee 4acTan NoKanu3auua
Gonei

Puc. 1. Jlokannsauma 601eBoro cMHapoma y naumeHToB
¢ 60nesHb Dabpu

KOMOPOUIHBIMU COCTOSHUSIMU 1 3a0071I€BaHUSIMM TIPU O0TIE3HN
Dabpw SIBISIIOTCS IENPECCUBHbIE 1 TPEBOSKHbIE PACCTPOIICTBA,
3HAUMTEJIbHO YXYALIAIOLUMe KaK MepeHOCMMOCTb 00, TaK
Y Jie3aianTauuio nauueHTos [15—-18].

[IATOTEHE3 BOJIEBOTO CUHAPOMA TPU BOJIE3HU
®asrPu

MexaHu3M pa3BUTHSI HEBPONATHUECKOii 601M mpy 601e3HN
®abpy, NPeUMyLLUECTBEHHO CBSI3aHHOM C MOpaskeHHeM TOH-
KMX CEHCOPHbIX BOJIOKOH NepHdepruyecKix HepBOB, OCTaeTCs
He 10 KOHLIA M3yYeHHbIM. B KauecTBe BO3MOKHbBIX MaTOreHe-
TUYECKMX MeXaHM3MOB 00CYsKIAIOTCsl HAaKOMIeH!e I1060TpH-
ao3wilepamMmuzia B HelipoOHax JOp3aJIbHbIX TaHITIMEB M B aK-
COHaX HepBOB, Pa3BUTHe HEBPOMATMW BOJIOKOH B pesysbTare
CHIKEHUS] [TIOTHOCTH TOHKUX AG-BOJIOKOH, 00€CTeYnBaIOLL1X
TNpoBeJieHNe CUTHAOB NPU BO3HWKHOBEHMM OLLYLIEHHUs T10-
KaJIbIBaHMSI ¥ XOJIOZA, U HEMUEIMHU3MPOBAHHbIX C-BOJIOKOH,
peanusytolyx ouyieHre 6onu 1 temna [19-21], nepudepu-
UeCKyl0 CEeHCUTHM3ALMIO B pe3yinbTaTe NMCQOYHKLMU Kanblye-
BbIX MOHHBIX KaHAJIOB [22], LieHTpasibHyI0 CeHcuTH3auuio [23],
a Takske KanbLiuKaLuio B 0671aCTH Taramyca B OCHOBE BO3-
HMKHOBEHHsI LIeHTPaJIbHOI HEBPOIAaTH4eCKoi 60711 npu 601e3-
11 ®abpw [2].

HI/IAFHOCTI/IKA BOJIEBOI'O CUHIPOMA
1PU BOJE3HU DABPU

Hecrneuuduunoctb  nposiBneHunii  6071€Boro  cHHApoMa
npu GosnesHu Pabpy HEPeAKO MPUBOAUT K YCTAHOBJIEHUIO
HernpaBUIbHBbIX anMarHo3oB [1]. K ux uncny otHocsTces: nuabe-
THYecKasl TMOJIMHEBPONATHsl, MOCTTepIeTHyecKasi HeBparys,
¢$ubpomuanrus, KOMIUIEKCHbII peroHapHbIii 60JIEBOI CHH-
IpOM, 3pPUTPOMEIANITHS], MAMONATAYECKAsl HEBPOMATHUSI TOHKMX
BOJIOKOH, aMWJION03, abfOMHMHa/IbHAs MUrpPeHb, LeTHaKus
U T. I [4]. YacTo 607neBo#t CUHAPOM Yy MaLMEHTOB C 3TUM 3a00-
JIeBaHMEM COINPOBO3KAETCs MOBbILLIEHHEM TeMIEepaTypbl Tesna
1 M3MeHeHHeM J1ab0paTOPHbIX NMOKa3aTeseil, B 4aCTHOCTH MO-
BbILIEHHEM CKOPOCTH OCEIAaHUSI S3PUTPOLMTOB, UTO NMPUBOAUT
K TaKMM JIOSKHBIM JIMarH03aM, Kak pEBMaTOUIHbII apTPUT, CUH-
apom Peiino 1 ap. [2], a ycTraHOB/IEHHe BepHOTo juarHosa 6o-
nesuu ®abpu npoucxomut cryctst 5-10 u Gonee set nocrne
TOSIBJIEHNS] [IepPBbIX CUMITOMOB [24].

JlnarHoctrika 3aboneBaHust TpeOyeT NpUMEHEHUs K-
HUYECKOr0 MBILIEHHUS] M TLIATENIbHOTO IMOZXOLd, BKIIIOYAI0-
LIero MOAPOOHBIN aHaNMM3 kano0, aHAMHECTHYECKHX NaHHbIX
1 HaCJIeACTBEHHBbIX 0COOEHHOCTEl GOJILHOTO, a TakKe HEeBPO-
JIOTMYECKMiT OCMOTP C BCECTOPOHHE! OLIEHKO HMMEIOILero-
cs GoneBoro cuHApoMa M J1abOPaTOPHO-AMArHOCTUYECKOE
o6crnenoBanne. BakHbIMK acriektTamyu npu aHaamse 60JeBbIX
3MM3070B Y MALMEHTOB SIBJISIIOTCS XapaKTep, UHTEHCUBHOCTb,
JIOKaJIU3aLysl, IPOAOJIKUTENLHOCTD, IPOBOLIMPYIOLIME UX (aK-
TOpbI U ipyrue ocobeHHocTy. [prmepHbie Bompock! npu c60-
pe kanob 1 aHaMHe3a y MalMeHTa ¢ MoA03peHreM Ha 60J1e3Hb
dabpu:

1) Bosuukator i1 y Bac 607u B Kakoit-mi6o yactu tesna?

2) Kak gaBHo Bac 6ecriokost 6onu?

3) B kakux vactsx Tena y Bac Bosnukaior 60on1u? U B Ka-

KMX 4acTsx Tesia 60Jb HOCUT MaKCHMaJIbHblii XapakTep?

4) Onuimre, Kakoil xapakrep Oomu Bac Oecrokout

(ocTpasi/Tynasi, MyuuTenbHas U T. 1.)?
5) Ectb 1 ¢paxropbl, npoBoLMpyOLLie BO3HUKHOBeHe Ba-
Leit 60711 (06513aTENbHO YTOYHUTD, SIBTISIIOTCS M TaKUMH
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¢dakTopamy NoIbeM WM CHIKEHHe TeMIlepaTypbl Teja
WJIM OKpY>KaloLLell cpenpbl, pusnyeckast Harpyska)?
6) Kak monro o6eiuHo aymrcs Baia 60i1b?
7) Ectb nm conytctByouie Bauteit 6onu  CMMITOMBI
(YTOUHMTb Ha/MMuMe XOKEHHS! B CTOMAX W/WIIM KHUCTSIX,
TNIPUNYXJIOCTH CYCTaBOB, MOSIBJIEHMSI KPACHBIX TMSTEH
B 00J1aCTH 5KMBOTA, CIMHBI WJIH SrofiuLL)?
8) Ecrb nu B Baiem opranuame oco6eHHOCTH, OTIIMYAIO-
e Bac ot npyrux mogeit (yTOUHUTb Hanuure peHoMe-
Ha CHIDKEHHOTO MOTOOTIENEHHs] WM aHTMAPO3a, B T. U.
NpY 3aHATHSIX CTIOPTOM, PU3NUECKUX HArpy3Kax, BbICO-
KOJ TeMIepaType OKpYKaloLLei cpezbl)?
9) Ormeuatorcs M y uneHoB Barueil cembyu WM pon-
CTBEHHHKOB [MOXOXHE WM aHaJorMyHble KanoObl
¥ TIPOSIBJIEHNUS?
BosneBble Kpu3bl B BUZiE OCTPOIA, MI7I0X0 NEPEHOCUMON 6011
B KUCTSIX M CTOMAX, pPacnpoCTpaHsitoLLeiicsl Ha BCe TeJO B Te-
UeHre HEeCKOJIbKMX AHeM, pacCMaTpUBAIOTCS KaK XapaKkTep-
HbIl PU3HAK, TaK Ha3bIBAEMBIi1 «KpacHBbIi1 Graskok» Gosnes-
11 ®abpu, 0fHaKO OHM HAOJIONAIOTCS He Y BCEX MALMeHTOB.
[lonbem TemMnepaTypbl Tena UM OKpy>KaroLeil cpenbl, prsm-
yecKas HarpysKa, CTpecc ¥ pUeM ajkoroJist SIBJISIIOTCS TUITUY -
HbIMU MPOBOLIMPYIOLMMU (PAKTOPAMM MYUMTEJIbHBIX MAPOK-
cn3MoB 607 [2], KOTOpbIE MOTYT COXPAHSTbCS ake MOCye
npeKpalleHus AeiicTBus Tpurrepa. JleueHne 60J1eBbIX KPU30B,
B T. 4. HA3HaUeHWe HAPKOTUYeCKUX aHAJIbIeTHKOB, He 3P deK-
TUBHO W TPEACTaBJISET CO0O0i CIOXHYIO 3anauy Ajsl KIMHU-
LIUCTOB.

B Hacrosiiee Bpemst pa3paboTaHbl CrieLuaibHble ONPOCHH-
KM 115t BbisiBrieHust Gonesnn dabpu: BiopuOyprekuii onpocHuK
FPQ (aurn. Fabry Pain Questionnaire) u onpochnk ®abpuckan
(anrn. Fabryscan) [25]. Onpochuk FPQ cocrout u3 15 Bom-
POCOB, KacaroLMXCsl HamMuus OOJNIEBOro CHMHApOMA B I€T-
CKOM UM B3pOCJIOM BO3PAaCTe M €ro pasjnMyHbIX XapaKTePHUCTHK,
a Takke BIMSIHUSI OOJIM HA KauecTBO SKM3HU M MOBCENHEBHYO
aKTMBHOCTb nauueHTa. [lpy TecTMpoBaHWMK yUMTbIBAeTCSl BO3-
HUKHOBeHMe OOJIeBbIX NMPUCTYNOB M KPU30B, MOCTOSIHHON MIN
uHAyLMpyemoit 6omu. OnpocHuk Fabryscan sisnisietcs nosesHbiM
MHCTPYMEHTOM JUIsl POBEAeHUs A depeHLManbHOi J1MarHo-
ctuky 6onesnn ®abpu oT Apyrux 3aboseBaHUii, COMPOBOXKAA-
IOLLIMXCSl XPOHNYECKUM OOJIEBBIM CHHIPOMOM B KOHEUHOCTSIX.
C 3T0¥1 Lienblo pa3paboTaHbl 1 OTEUECTBEHHbIE CKPUHMHIOBbIE
OINPOCHUKY, COfiepsKale 8 1 7 BONPOCOB COOTBETCTBEHHO
¥ no3sosisioLive JudpepeHLpoBatb 6osnesHb Pabpy ¢ TOUHO-
cTbio 10 91% [26].

B nerckom Bo3pacte 3aboseBaHKe MposiBisieTcs: OOMsIMU
B KUCTSIX M CTOMNAX, aH'MOKepaTOMaMH, MIOrHApO30M, acTe-
HUell; B Oosiee cTaplieM BO3pacTe MPUCOEIMHSIIOTCS O0Jib
B )KMBOTE, MIOpaskeHKe MoYeK, Cepilia, BOSMOXKHbI TPAH3UTOP-
Hble MLIEeMUYeCcKe aTaku, MHCYJIbT. 3a001eBaHne HOCUT Mpo-
IPECCHUPYIOLLMIT XapaKTep, CONPOBOXKAAETCS CHIKEHUEM Kaue-
CTBa W MPOJOJIKUTENbHOCTH XU3HU. CMepTb NaLKeHTOB, KaK
MpaBWJIO, HACTYNaeT Ha 4-M NeCSTUIIETHH XKM3HU OT ceprey-
HO-COCYIMCTBIX, LiepeOpOBacKyISIPHbIX OCIIOKHEHUI WK MOo-
4eyHoi HejocTaTouHoCTH [1]. BMecTe ¢ TeM cniemyeT npenmno-
naratb 60s1e3Hp Gabpy npy HanMUMK runeptTpodur MUOKapaa,
TMIOYeYHO HeZIOCTaTOYHOCTH WITM UHCYJIbTa y MALMEeHTOB MOJIO-
noro Bo3dpacra. C yueToM Hac/efiICTBEHHOrO Xapakrepa 3ao-
JIeBaHUsI M3yUyeHre CEMEHOro aHaMHe3a MMEeeT BaKHOe 3Haue-
HUE NPY AMarHOCTUYECKOM TOVCKE, B YaCTHOCTH, HEOOXOAMMO
o0paliiaTb BHUMaHMe Ha CIly4au CMepTH OT MI0YEYHOM He0CTa-
TOYHOCTH WJIM MHCYJIbTa B MOJIOLOM BO3pacTe Y POLCTBEHHU-
KOB 6OJIBHOTO.

Jlns noatBepskaeHust quarHosa Gosesuu Pabpu onpene-
JISIOT aKTUBHOCTb epMeHTa «-TajakTo3uiasbl A B IiasMme
WM JIEMKOLUTAaX KPOBM C MOMOLLBIO MacC-CIeKTPOMETPHH.
AnbTepHaTBOI1 MOXeT ObITb OMNpenesieHre aKTUBHOCTH (ep-
MEHTa B BbICYLLIEHHbIX MITHAX KPOBH HAa CleLMaIbHbIX OJ1aHKaXx,
KOTOpbIe MOTYT XPaHUTbCS B TEUEHNE JJIUTETIbHOrO BpeMEeHH,
M03TOMY MX MOXKHO OTIpaBUTh B JIabOpPAaTOpHIO MO MOYTE,
¥ reHetnyeckoe oocienoBanue. JlMarHo3 noATBEPKAAIOT My-
TEM TeHOTMITMPOBAHMSl T'eHa o-ranakro3uzasbl A [27], uro
0COOEHHO BakKHO MK HAOGJIONEHNM Yy SKEHLIMH, Y KOTOPbIX
aKTHMBHOCTb YKa3aHHOTO (pepMEeHTa MOXeET ObITb HOPMaJIbHOM
BCJIEZICTBYE F€TEPO3UTOTHONM MPUpoibl Gone3Hu [5].

Jns oueHkr (YHKLUMOHAILHOTO COCTOSIHUS TOHKHX BOJIO-
KOH MPHUMEHSIIOT KOJIMUECTBEHHOE CEHCOPHOE TeCTHPOBAHMUE,
ouoncuio koxku [28, 29], a Takke MccenoBaHue Temmepa-
TYpHOM 1 00NEBOM UyBCTBUTEILHOCTH, C MOMOLLBIO KOTOPBIX
BO3MO>KHA OLIEHKA COCTOSIHUSI Pa3HbIX TUIIOB TOHKUX BOJIOKOH.
B uactHoCTH, TPOBOAST MCCenoBaHNe AG-BOJIOKOH IIPH OLIEH-
Ke peakuyy Ha XoJoz, AC-BOJIOKOH Ha YKoJ U C-BOJIOKOH —
Ha Ternio M 6oJsib OT HarpeBa U ee BocrpusTHe. C 3TO Lebio
CIOTIb3YIOTCS pas3jiMuHble YCTPOMCTBA UM TECT C MOrpyske-
HMEM KHUCTHU WJIM CTOIbl B BEAPO C OYEHb XOJIOLAHOM BOIOM CO
JIbIOM. 3710pOBBIE JIOAH, KaK NPABUJIO, IEPEHOCST 9TO UCIbI-
taHue B TedyeHre 30 ¢ 1 Gonee, TOraa Kaxk y nalueHToB ¢ 60-
ne3Hbio Pabpy yxe uepes 10—20 ¢ BO3HMKAET Kryyasi, MI0X0
nepeHocumasi 6071b B 0051aCTH TeCTUPYyeMoii KoHeuHocTH [30)].
B nocnennue roxpl s 00bEKTUBHOI OLIEHKM 00JIEBOIT uyB-
CTBUTENIBHOCTH Y MaLyeHToB ¢ Gone3Hbio dPabpu Bce Livpe
MCIOJIb3YIOTCSl 60JIeBble BbI3BaHHbIE MOTEHLMANIbI, OCOOEHHO
Ha paHHMX CTagusX narosjorudeckoro npouecca [31-34], npu
nporpeccupoBaHuy 3a00s1eBaHKst HAOOAETCS CHUKEHNE aM-
TIJIMTYbl BbI3BaHHBIX TOTEHIIMATIOB.

JIEYEHUE BONE3HU DABPU

OCHOBHBIM CTpaTerMueckMM HarpabjieHneM JieueHus: 6o-
ne3nn Pabpu sIBIISIETCS MaTOreHeTH4ecKasl Tepansi, Mo3Bo-
NSIOWAs NMpY CBOEBPEMEHHOM HA3HAYEeHUH CYLECTBEHHO
3aMelIUTh MpOrpeccMpoBaHue 3aboneBaHus, — 310 ¢ep-
MEHT-3aMeCTHTeIbHas! Tepanusi C MCroJb30BaHKWeM Ipernapara
arasicuznasa 6eta (BHyTpuBeHHbIe (B/B) MHY3MM Kaskable 2 HEJl.
13 pacueta 1 Mr/Kr macchbl Tena) MOXU3HEHHO M arajncuiasa
anbda (B/B uHPY3un Kaxkable 2 Hex. u3 pacuera 0,2 Mr/Kr Mac-
Cbl Tes1a) MOKM3HEHHO.

B knuHuueckux nccnenosanmsix [35—37] nokasaHo, uTo paH-
Hee HavaJlo Tepanmy arajacuzia3os 6era no3Bosuio NpenoTBpa-
TUTb pa3BUTHE HEOOPATHMBbIX U3MEHEHMII CepALia Y MOYEeK WK
3HauMTesIbHO YMeHbILATb UX BbIpakeHHOCTb. [TockomnbKy nopa-
JKeHHe TOHKMX BOJIOKOH HabiosiaeTcs yske B iebtoTe 601e3Hu
®abpw, a pasBuTHe 60JIEBOrO CMHAPOMA HAMPSIMYIO 00YCII0B-
JIEHO 3HAUMTENbHBIM HAKOIUIEHHEM [I060TpHao3mILiepaMIaa,
TO HauboJsiee paHHee NpUMeHeHWe arajacuiasbl 6era KpaiiHe
BA&KHO Kak /715l PeNOTBpALleH!s JalbHefLero NoBpesKIeHust
HEPBHOII CHCTEMBI, TaK U JUISl JOCTMKEHUS] KOHTPOJISI HAZl My-
UNTENbHOI M TPyAHOKYpabesbHol 6onbio [38]. [lokasaHo, uTo
MCIONb30BaHWe B KJIMHMYECKON MpaKTHKe MaToreHeTHue-
CKO/1 Teparnuu MpUBOIMT K JOCTOBEPHOMY U IOJrOCPOYHOMY
CHIKEHHIO 60J1IEBOrO CMHAPOMA, COMIACHO OLIEHKE C MTOMOLLbIO
LLIKaJI, ¥ TI03BOJISIET MALMEHTaM CYILECTBEHHO YMEHbIUUTD MPU-
€M JIeKapCTBEHHbIX CPEZICTB 711 CAMIITOMaTHUeCcKOi Tepanuu
(tabn. 1, 2) [4, 39—49]. BaxxHO 3aMeTHTb, YTO NPHUMEHEHHE
y ZeTeit arancuaasbl 6eTa NPUBOAUT K 3aMETHOMY YMeHbLUEHHIO
MHTEHCUBHOCTM HEBPOMATMYECKMX M FaCTPOMHTECTHHAJIbHBIX
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¢ 6onesHbio ®abpu [Politei J.M. et al. ¢ nam., 2016]

Ta6nuua 1. JlekapcTBeHHble CPEACTBA, PEKOMEHOOBAHHbIE A5 Tepanmn XpOHNHECKOW HeBponaTuyeckor 601 y naumeHToB

Bo3moXHbIE OrpaHuyeHus

JlekapcTBeHHbIe CyTo4Has 103a, Knuuuyeckue
CcpeacTBa M Co CTOpOHb! Co CTOpOHbI PEKOMEHAALUMN
CeppeYHo-cocyanCcTON CHCTEMbI M0Y4€4HOH CHCTEMBI
Kap6amasenv 250-800 Moxer CHInkaT KOHUEHTpaUUI0 Baptpa- Her Filling-Katz M.R. et al., 1989
pUHA K Jpyrux npenaparos
MeaneHHoe EcTb
[abaneHTuH TUTPOBaHWE Het HasHa4aTtb C 0CTOPOXHOCTLIO Ries M. et al., 2003
¢ 100 go 2400 NPy NOYEYHO! HEJOCTaTOHHOCTH
D®eHuTonH 300 Her Het Lockman L.A. et al., 1973
EcTb
Mpera6anuH 75-300 Het HasHa4atb C 0CTOPOXHOCTbIO Politei J.M. et al., 2016
npy NOYEYHON HELOCTaTOYHOCTY
Tpuumknnyeckmne 19-150 [pOTMBOMOKa3aHb! B CBA3N C PUCKOM pas- HeT QaHHbIX Politei J.M. et al., 2016
AHTIM[ENPECCaHTbI BUTIS apUTMUN
WNHru6utopbl 06paTHoro 3axsata cepOTOHMHA U HOPaApEHaNUHa
Sommer C. et al., 2013
[lynokceTux 60-120 Het Her Finnerup N.B. et al., 2015
Bennadakcuu 150-225 YannHenue nHtepeana Q-T Mpw n0AGOE A03b OPUEHTUPOBATLCA Politei J.M. et al., 2016
Ha nokasaTtenn yHKLNUN NoYek

J.M. et al. c nam., 2016]

Ta6nuua 2. JlekapcTBeHHblE CPEACTBA, PEKOMEHOOBaHHbIE ANS Tepanmmn 0CTPon 601K y NaumeHToB ¢ 6one3Hbio ®abpw [Politei

Bo3MOXHbIe OrpaHn4eHus

JlekapcTenHble | CyToyHas A03a, KommenTapHii Co cTopoHs! . Co cTopoKs! Knunnyeckue
cpencrsa mr CepAeyHo-cocyancToi | noyeyHol cuetempr | PEKOMEHAAUNU
cHCTEMBI
2-5 mr/kr . o Politei J.M. et al.,
JIngokanx BHYTIMBEHHO XOpoLwuii KIMHUYECKMA 3 ekt Het Her 2016
HapKoTuyeckue aHanbreTuku
HasHa4aTb ¢ 0CTOPOXHOCTB0 BMECTE C MHIMBUTO- HasHavatb 0'Connor AB
Toamazon 100-400 pamin 06paTHOrO 3axBata CepOTOHMHA, UHTUBUTO- Her C OCTOPOXHOCTLIO Dworkin RH.
pamu 06PaTHOrO 3axBata CepOTOHMHA U HOPAAIPe- MpN NOYEYHOI 2009
HaNMHA, TPULMKIIMYECKUMIA aHTZENPECCaHTaMN He10CTaTo4HOCTH
30-120 Gordon K.E.,
Mopdpui (kaxgble 12 4) Her Her 2009
BbI3bIBAET 3aBUCMMOCTb, CKIIOHHOCTb K 3anopam
OKCMKOIOH 20-60 Her Her Politei J.M. et al.,
A (Kaxasle 12 1) 2016
HecTepouaHbIe NPOTUBOBOCNANNTENBHBIE CPEACTBA
N6ynpochen 400-2400 HeT HeT Politei J.M. et al,
PeKOMEHZO0BaH NPUEM MUHUMATLHO Adhehek- 2016
TUBHOW [103bl AN NPEOTBPALLEHIS BOIMOX- HasHasaTh ¢ 0CTOPOX- Politel L. et l
Nuknoderak 50-150 HbIX JK@M1Y/104HO-KNLIGYHbIX KDOBOTEHeHNil HeT HOCTbIO MDY NOYeNHOR | el261é et
HE0CTATOYHOCTI

6oreii [50, 51]. [Tpu aToMm y naumeHToB ¢ 6one3Hbio abpu mc-
T071b30BaHNe CPECTB MAaTOreHeTUUECKO Tepanuy NpUBOIUT
K YJyULIeHHIO MOKa3aTesieil TeMIepaTypHOii, a Takke BUOpa-
LIMOHHOI1 uyBCcTBUTENBHOCTH [40].

lokasaHo, 4TO 3aMeHa araicuzasbl 6eta Ha arajacuzasy
anb(a NPUBOIUT K YXYALIEHUIO COCTOSIHUS MALMEHTOB B BULE
ycuneHust 601eBOro CHHAPOMA, SKey0UHO-KHLLIEUYHBIX MPOSIB-
JIeHui1, B T. Y. BO3HUKHOBEHMs auapeu [52, 53], u nporpeccu-
pytoLuero Hapyiuenust QyHKuMM nouek [54]. Takum obpasom,
B CBETE MMEIOLLIMXCS HA CEerOOHSILIHUI NeHb JaHHbIX, Teparnusa
nauueHToB ¢ 6osnesHbio Pabpu arancunaszoii Gera sBisercs

MaTOreHeTUYeCKH OINpPaBAaHHON Y NPUHLUUNNAJIBHO BaKHOM
B KJIMHWYECKO} MPAKTHKE KaK C TOUKHM 3peHust OOLero Teve-
HUSI M IPOTPeCccUpoBaHusl 3a6071eBaHMsI, TAaK U C TOUKU 3PEHHsI
KOHTPOJIs1 Hazi 60JIEBbIM CHHAPOMOM Y 3THX OOJIbHBIX.
CumMnromaruieckoe JjeueHue OCTPOro W XPOHUYECKo-
ro 60y1eBOro CMHIpPOMa MpenapaTaMu C LOKa3aHHOM Ipdek-
TUBHOCTbIO [43—48] akTMBHO MCMONb3yeTCs Yy MNaLKUEeHTOB
c 6onesnbto ®abpu (tabsn. 1, 2). Kakaomy nauveHTy MHIu-
BUAyalbHO MOAOMpaeTCcsl TepaneBTHYECKasl CXema, Hapsi-
Iy c obsi3atenbHbiMU 1 pa3 B 2 Hep. MHQY3UAMM Npenapara
arancunasa 6era, sBIISIOLMMKICS OCHOBHOI CTpaTterueit npu
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BelleHUM 3Toi KaTeropmu GosbHbIX. HemanoBaxHoe 3Haue-
HHe MMEIOT TakKe MOBeJieHUecKre pekoMeHaaumu. Ilaunen-
TaM PEKOMEHZYIOT COOMONATh PEXXUM TpyAa M OTAbIXA, W3-
GeraTb BO3ZEHCTBHS TPOBOLMPYIOLLMX (aKTOPOB, HApUMep
neperpeBsa 1 IerMapaTaLmy, ojyyaTb aKTUBHOE JieueHue Npy
BO3HMKHOBEHMM JTI00bIX 3a00JieBaHMil, COMPOBOXAIOLINX-
Csl MOBbILIEHWEM TeMIlepaTypsbl Teja, U T. . PekomeHnoBa-
HO TaKske CHUMaTb HOCKH, 00YBb U MepyaTku BO BpeMsi 6osie-
BbIX aTaK C L|eJIbl0 YMeHbLIEHHNs! BBIPA)KEHHOCTH My4UTENbHBIX
nposieyiennit [4]. OuennTb 3¢pGEKTUBHOCTb NMPOBOJUMON Te-
panuy moMoraeT BeJieH!e NalleHTaMK JHEeBHYKaA 60JIH.

Jlo6UTbCS MOHOTO MCUE3HOBEHHsI GOIEBOTO CHHAPOMa BO3-
MOJKHO He y BCeX MalLMeHTOB, BMECTE C TeM yMEHbLiIEeHHEe NHTEH-
CHBHOCTH, MPOJOJIKUTENBHOCTH M YacCTOThl MyYMUTENbHbIX Ma-
POKCH3MOB 3HaUMMO BJIMSIET HAa KQUeCTBO XKU3HU 3TUX OOJIbHBIX
1 CHIKAeT BbIPasKEHHOCTb MMEIOLLEiCs] ie3afianTaLu.

3AKTIOYEHUE

BosieBoit CHHIPOM SIBJISIETCS] OZHWM M3 YacTbIX W Haubo-
Jiee paHHMX MpOsiBJeHWi Gone3nn (Pabpu, 3HAUMMO YXYA-
LIAIOLIMX KAYeCTBO KU3HU M 1€3aAaNTUPYIOLIMX MAlMEHTOB.
[peBanupyer B 60eBOM cuHApOMe Mpy 6osnesnn Pabpu Heit-
ponatuyeckas 6071b. B nebiore 3aboneBanus Hanbonee 4acTo
MPEbABIAIOTCS KanoObl HA CUMMETPUYHbIE GOJIM B KOHUMKAX
nasblieB KUCTE, CTOM 1 MOOLIBAX, BO3MOSKHBI U IPYTUe JIOKa-
nuzauuy 607u. [IpUHLMMMANIBHO BasKHBIM acreKTOM Teparmu
SBJISIETCSl PaHHMIA CTapT Tepanuu arancunasoii Gera, Mo3Bo-
JISOLUMIA CYILIECTBEHHO MOBJIMSATD HA JaJIbHelillee porpeccu-
poBaHue 3a00seBaHMs, BbIPAsKEHHOCTb OOJIEBOrO CHHAPOMA
M MpPeNoTBpaTUTh pasBuTHe (aTaabHbIX CEPAEYHO-COCYIHU-
CTBIX, LIePEOPOBACKYJISIPHBIX OCJIOKHEHHIA MM TOYEUHOI Hes0-
CTaTOYHOCTH, UMEIOLLIMX HEMOCPENCTBEHHOE BIIMSIHUE Ha MPO-
IOJIKUTETIbHOCTb JKM3HH MaLeHTOB ¢ 6osesHbio Pabpu.
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