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Abstract

Fabry disease is a rare X-linked inherited disorder involving kidneys, heart, central and peripheral nervous system, skin, eyes and other organs. As Fabry disease
causes tissue damage in a number of organ systems, patients with Fabry disease often also receive adjunctive therapies for complications. However, manifestations
of Fabry disease often vary in different patients; therefore, therapeutic goals need to be individualized. Furthermore, as our understanding of Fabry disease improves,
it is important to regularly reevaluate the therapeutic goals. The authors present practical guidelines on treatment of Fabry disease and individual therapeutic goals.
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one3up ®abpu (BD) — 3T0 HaCTIeACTBEHHAS CLIETUIEHHAS C

X-XpoMocoMoit 60/Ie3Hb HAKOIIIEHVSI, KOTOPAsI XapaKTe-
pusyercs HapyleHeM oOMeHa IMKOCHUHIOUITNIOB BCTIE] -
CTBUE CHVDKEHVS WM IIOJTHOTO OTCYTCTBMSI aKTMBHOCTH (ep-
MEHTAa O.-Ta7laKTO31/a3bl A. B ocHOBe maToreHesa eXXUT Hapy-
meHre oOMeHa HeNTPaIbHBIX ITMKOC)UHIONUINLOB, Ipe-
UMYIeCTBEHHO I1000TPUO3UILIEPAMIL/a, B PE3y/IbTaTe 4ero
MIPOMCXOAUT MX HAKOIUICHNE B IM30COMAX PA3/INYHBIX TKAHEI
u opraHos [1]. IIpouecc oTnoXeHUsA IMTUKOCHUHTONMUIUIOB
Ha4MHAETCs ellje BO BHYTPUYTPOOHOM mepuoge [2, 3], ogHako
nepBble KIMHNYeCKIe posiBienusi BO, Takme kak Hejpona-
TH4YeCKasi 60/Ib, AHIVOKEPATOMBI, BUXPEBU/HASL KePaTONATIs,
JKeTyOYHO-KNIIeYHble HAPYIIEHVS, PEIUCTPUPYIOTCS Ha Iep-
BOM JlecsiTuneTuy xusHu [4]. B Bospacte 20-40 et npuco-
eJIVHSI0TCS TIO3/JHIEe CMIITOMBI, CBSI3aHHBIE C IIOPaXXKeHIEM
BHYTPEHHUX OPraHOB, B TOM YIC/IE MO4YeK (IPOTeMHYPUs U
Hporpeccupykoliee CHIDKeHNe QYHKINI), eHTPATbHOI HepB-
HOJI CHCTeMBI (MHCY/IBT ¥ METKOOYaroBble M3MEHEHM IPU
MarHuTHO-pe30HaHcHOI Tomorpadun — MPT) u cepaua (ru-
neprpodus Muokapsa 1 ydactku Gpubposa) [5].

B 2013-2018 rr. B knnuuke uM. E.M.TapeeBa 6b11u 06ciefo-
BaHbI 95 B3poC/bIX naiyeHToB ¢ BO (tabm. 1). Meguana cpoka
OT HEPBBIX CHMIITOMOB [JO YCTAHOBJICHVSI JYIaTHO3a COCTABI/IA
18 (9; 27) ner, a guanason Bapbuposancs ot 0 5o 51 roga, mpu-
4eM y GOJIbIIMHCTBA MAIIEHTOB AMarHo3 He ObIT 3aII003peH
BpadaMy, HeCMOTPsI Ha Ha/n4re KIacCUIecKyX IMpOosBIeHNIT
B®. Ba)KHOCTh CBOEBPEMEHHOII JUATHOCTUKI OTIPe/esieTCst
BO3MOXHOCTBIO (pepmMeHTO3aMecTuTenbHOI Tepanuu (O3T)
PEeKOMOVMHAHTHBIMY TIperiapaTaMi Ol-TaJIaKTO3MAA3bl A, KOTO-
pas nposoputca ¢ 2001 r. [7-9]. C 3TOII 1Ie/b0 MCIONb3YIOT
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arancupasy o (Pertarar, Shire) B fose 0,2 Mr/kr u arancugasy f§
(Pabpasum, Sanofi Genzyme) B go3e 1,0 MI/KrT, KOTOpbIe BBO-
IAT BHYTPMBEHHO KaXKble 2 Heyl [8]. JJaHHBIe IIpemapaTsl mpo-
U3BOJAT C IIPMMEHEHVEM Pas3/IYHbIX TeHHO-MH>KEHEePHBIX TeX-
HOJIOTHIA, YTO OOYC/IOB/IMBAET PAa3HbIE PEXKVUMBI JO3MPOBAHN
IBYX IIperapaToB. ATancyiasa o IpOM3BOANTCS Ha IMHUY KIe-
TOK 4YeJI0BeKa, a arajicuyiasy 3 IMoIyqaloT ¢ MCI0NTb30BaHIeM
Ky/JIbTYpbl KIETOK SIMYHMKA KUTAiCKoro xomsuka [9, 10].
C 2016 r. B EBpomeiickoM corose s nederns b® opobpeH 1e-
POpabHBIIL IpelapaT MUTAIaCcTaT, KOTOPbI CTA0UIN3PYeT
CTPYKTYPY O.-Ta/IaKTO3M/la3bl A TP OIPeJie/IEeHHBIX MyTallMAX
rena GLA [11-13].

YuuThiBad CUCTEMHBIII XapaKTep NopaxkeHus npu b, ne-
06X01MO IPOBOAUTD KOPPEKIIMIO COMYTCTBYIOIINX Hapyllle-
Huii. Kpome toro, npossnenus b® vacTo oTimvanTcs y pas-
HBIX IAI[M€HTOB; II09TOMY TepaleBTIYeCKye L[e/IN JO/IKHBI
OBbITh MHAVBUIYaIbHBIMIL.

Heiipomarnyeckas 60mb

Heitponarndeckast 601b — HarbosIee 9acToe U OffHO 13 PaH-
HIUX nposBieHuit b®, koTopoe B 3HAUNTEIbHON Mepe oIpefie-
JIsIeT KaueCcTBO XKM3HY IManyeHToB [14, 15]. Ilopaxenne nepu-
(bepuueckoit HepBHOII cucTeMbl Hab/0Aan0Cch y 80% obcneno-
BAHHBIX HaMI IManyeHToB (cM. Tabi. 1). OnmcaHo HECKOIBKO
TUIIOB 6OJIN: aKPOIIAPECTEe3N N, IOCTOSHHOE OKEHNE B JIAJJOHAX
U CTOIIaX ¥ 60/IeBble MPUCTYIIbI, BOSHUKAIOLIVE B KOHEUHOCTAX
Ipu 1uxopaske, Gpusndeckoit Harpyske, crpecce 1 OBICTPHIX
U3MEHEHNAX TeMIIepaTypbl OKpyxatoleii cpesibl [16]. ITaTore-
He3 HelpoIaTuiecKoit 60/u 06yc/I0B/IeH HAKOIIeHeM CPIH-
TOIMNINJOB B TAHIMIMAX JOPCANbHBIX KOPEIIKOB CHMHHOTO
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Ta6nuua 1. KnuHuko-aemorpaduyeckan xapaktepucTuka naumeHTos ¢ Bd
MokasaTtenu Bce (n=95) My>kuuHbI (n=64) JKeHwmHb! (n=31) p
BoapacrT, net 39 (31; 49) 39 (32; 47) 39 (30; 54) 0,44
BospacT pebiota bO, net 12,5 (7; 20) 1 (7;17) 17 (10; 35) 0,031
Knaccuyeckune npoasnexua, n (%) 86 (90,5) 57 (89,1) 29 (93,5) 0,39
HeliponaTunyeckas 6onb 76 (80,0) 51 (79,7) 25 (80,6) 0,57
AHrvnokepatombl 42 (44,2) 37 (57,8) 5(16,1) 0,0001
BuxpeBupHana kepaTonatusa 46/75 (61,3) 25/46 (54,3) 21/29 (72,4) 0,093
vnornapos/aHrnppos 51 (53,7) 41 (64,1) 10 (32,3) 0,0034
MopaxxeHune noyek, n (%) 83 (87,4) 60 (93,6) 23 (74,2) 0,011
lMopa>keHne ronoBHoro mosra, n (%)
Ouaru B 6enom BewecTse Ha MPT 46/82 (56,1) 31/54 (57,4) 15/28 (53,6) 0,46
WHcynbT 16 (16,8) 13 (20,3) 3(9,7) 0,16
lMopasxenne cepaua, n (%)
MvnepTpodua Mmokappa 55 (57,9) 43 (67,2) 12 (38,7) 0,008
Ovaru ¢punbposa Ha MPT 18/73 (24,7) 13/46 (20,3) 5/27 (18,5) 0,26
Neuenune O3T, n (%) 22 (23,2) 18 (28,1) 4(12,9) 0,14
Arancupasa o 12 (12,6) 9 (14,1) 3(9,7) 0,4
Arancvpasa f 10 (10,5) 9 (14,1) 1(3,2) 0,1
[OnutenbHocTb NeveHna 3T, mecAub! 28,5 (12,5; 55) 39 (22,5; 57,5) 12,5 (10,5; 16) 0,038
WHpekc MSSI, n (%)
<20 32/80 (40,0) 17/55 (30,9) 15/25 (60,0) 0,014
20-40 35/80 (43,8) 26/55 (47,3) 9/25 (36,0) 0,24
>40 13/80 (16,2) 12/55 (21,8) 1/25 (4,0) 0,039

Ta6nuua 2. Llenu neyeHunA HerponarTuyeckomn 6onu [8]

KnuHuyeckue npoasneHusa Llenb neyenuna

Mepudepryeckan ceHcopHaa
Herponartuma

+ JlerkaA cTeneHb

» TAxkenana cTeneHb

* YMEHbLINTb MHTEHCUBHOCTb
1 yacTtoTy 6051eBbIX NPUCTYMNOB
* YMEHbLUNTb MHTEHCUBHOCTbL 601

* M136eratb NPOBOLIMPYHOLLMX
hakTopoB
* YMEHbLNTb MHTEHCUBHOCTbL 60N

Bonb, NpoBouupyeman BHELLHUMM
hakTopamm

MO3Ta, a TAKXKe YMEHbIICHUEM IJIOTHOCTU MEJIKMX MUETMHMN-
3MpPOBaHHBIX AJ-BOTIOKOH U HeMMeNTNHU3UPOBaHHBIX C-BOIO-
KoH [17, 18].

EBpomneitcknit KOMUTET 3KCIEPTOB MPeJI0XKNUT MHUBUY-
QIBHBII TIOAXO/ K JIedeHuo 601u y manyentos ¢ BO (tabm. 2).
Llenpb neyeHus OpefeNnsieTcsl CTENEHbI0 BBIPAXXEHHOCTU 601N
Ha MOMEHT Havaja Tepanuu. i1 06 beKTUBN3ALNN TXKECTU
6071eBOTr0 CHH/IPOMa HEOOXO[IMO PEry/LIpHO IIPOM3BOAUTD €TI0
OLIEHKY C JCIIO/TIb30BaHNEM CIIELaIbHbIX OIMPOCHUKOB [19].
ITpy HanMYMM y MalieHTa HOCTOAHHBIX aKPOIIapeCTe3Nil 1ie/Tb
nedeHus1 OyfeT 3aBUCeTb OT CTENeH) BBIPRKEHHOCTH Helfpora-
TUYECKOI 6O, IIpu ;merxoit cTerneHy ONTUMAIbHOI 1Ie/IbI0
MOXXeT ObITb TOJTHOE KYIMpOBaHue 00/, B TO BpeMs KaK Ipu
BBIp@OXEHHOM 00JIEBOM CHHJPOMe peajibHOI 3ajadeit Oymer
yMeHbIIeHIe MHTEHCUBHOCTI 11 YaCTOTBI 60JIEBBIX IPYCTYIIOB.
ITpy HanmM4MU SMU30ANIECKOI 60N, IPOBOLMPYEMOIT BHEIII-
HuUMM $aKTOPaMIU, MALVIEHTY PEKOMEHJ0BAHO B IIEPBYIO Ode-
penp U3MeHUTb 06pa3 >KM3HI, a IPY HeJOCTATOIHOI addek-
TUBHOCTM) — Me[JMKaMeHTO3HBIII KOHTpob [20]. [JnuTenbHas
D3T conpoBOXKaeTCs YIydlIeHIeM IOTOOT/ieNeHN. DTOT a-
(beKT MMeeT BaKHOe 3HaYeHIE, TAK KaK TUIIOTUAPO3/aHTUPO3
YXyZALIaeT MepeHOCHMOCTb I3MEeHEHU T TeMIlepaTyphl OKpy-
JKAIOILeNl CPeJIbl, KOTOPbIE SIB/ISIOTCS OffHM U3 OCHOBHBIX (aK-
TOPOB, BBI3BIBAIOLINX IIPUCTYIIBI 60/, B HEKOTOPBIX MCCIeno-
BaHMAX NokaszaHa s pexrusHocTb P3T B TeueHnn Heiipomna-
TU4ecKoit 6omu [6, 15]. TeM He MeHee TaLMEHTHI C XPOHMYe-
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CKOJT 60JIbI0 HepeJIKO HYX/JAI0TCA B IIpMieMe CMMIITOMaTude-
CKUX ITpemapaToB. CpeficTBaMyt TepBOY TMHNY B JIeYeHNI Hell-
pomarnyeckoit 60/ cynTaoT KapOaMaselnH, TPULUKINYe-
CKIe aHTU/[ePECCAHTDI, MHTMOUTOPBI 0OPATHOTO 3axXBaTa ce-
POTOHNMHA 1 HOpaipeHaNNHa, perabanuy u rabameHTyH. Vc-
ITOTb30BaHNe HECTePOVTHBIX IPOTMBOBOCHIATNTEIbHBIX IIpe-
[IapaTOB He PEKOMEH/IYeTCsI 13-3a HU3KOI 3P PEeKTUBHOCTI U
He6/TaroIpUATHOTO [eiCTBIA Ha QYHKLIMIO ToveK [21].

Y.Schuller u coaBr. B cucremMaTusupoBaHHOM 0630pe muTepa-
TYPBI 0000V OIBIT IIPYIMEHEHNS Pa3HBIX CUMIITOMATHYe-
CKMX CPeficTB y 55 maiyenToB ¢ b® n Heiiponariyeckoit 60/bio
[22]. Hanbonee a¢deKTMBHBIM IIpelapaToM oKasancs Kapoa-
Ma3elliH, KOTOPbIIl YMeHbIIAT WM KyIpoBas 6071b y 22 (88%)
u3 25 nanueHToB (monHeli addexr - y 5, gactudHblit — 17).
JledeHre peHUTOMHOM IIPUBEIIO K TIOJTHOMY KYIIMPOBaHMIO VTN
JaCTMYHOMY yMeHbliIeHuio 60/ y 13 (68%) u3 19 naiyeHTos, a
y 8 6O/IbHBIX OTMEYAIOCh 3HAUNTENTBHOE YMEHbIIIEHIe YaCTOThI
mnpucrynos 6omu. IIpy npuMeHeHnu rabarneHTHA aKponape-
CTe3VM YMEHBIVINCD Y 6 3 7 MaI[MeHTOB. Y YNThIBasA OTPaHM-
YEHHBIII OIIBIT M3YIeHNUS IPOTUBOIMIIICITUYECKIX [IPEIIapaToB
U aHTUAEIPECCAaHTOB, TAKTUKY JIeYeHNA aKpOTIapecTe3uil IIpu
B® crenyer onpepensaTh MHAMBUAYAIBHO C yI€TOM OOLIVX pe-
KOMEHJIAMI TI0 JIEYEHNIO HEeMPONaTU4eCcKON 607m. Moryt
OBITD MCIIOIb30BaHbI KapOaMasenuH (200-800 mr/cyT), raba-
neHTrH (100-2400 Mr/cyT) u denntonH (300 Mr/cyT), a TarxKe
nperabanuu (75-300 Mr/cyT), TPULIMK/INYECKIe aHTHUeTIpec-
CaHTBI, MUHIMOUTOPBI OOPATHOTO 3aXBaTa CEPOTOHMHA U HOPaJ-
penanuHa (gynokcerus, BeHnadakcus) [23].

Ilopaxenue cepama

ITopasxenne ceppua npu b® BbIABIAETCA KIMHUYECKN K
4eTBEPTOMY JecATIIeTHIo KusHu [24]. Hanbornee gacroe mpo-
SIBJIEHVE IOPAXKEHNS CepALa [IPU JAHHOM 3a00/IeBAHNU — [~
neprpodus MUOKapya 1eBoro xenygouka [25]. JIpyrumu mpu-
3HAKaMIV BOBJIEUEHISI CEP/iLja MOTYT OBITh MUOKAP/MATIbHBII
¢pubpos, mopakeHne MPOBOAALLE CUCTEMBI Y K/IAIIAHHOTO all-
mmapara ceppua [26, 27]. B ocHOBe maToreHesa JIe>KUT He TOJIb-
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Ta6nuua 3. TepaneBTU4ECKME LiesIM NpuY NopaxkeHuu cepaua [8]

KnuHuyeckue npoABneHuA

Llenb neyeHua

nepTpogus muokapaa

* Het + MpepoTBpaTUTL Pa3BmTUE rMNepTpochun

« Ectb + MpepoTBpaTTL NPOrpeccrpoBaHne 1 pas3BUTHE OCIOXKHEHWIA, CTabunnanposaTb Maccy Mvokapaa
®ubpo3 mrokapaa

* Het « MpepoTBpaTnTL pa3smTre drbposa

« EcTtb + CTabunuanpoBaTb U NPeaoTBPaTUTb NPOrpeccnpoBaHme

Cep.qeq HaA HeJOoCTaTO4YHOCTb

* YBENNUNTb TONEPAHTHOCTb K (PU3NYECKUM Harpy3Kam
+ MpepoTBpaTUTh CMEPTHOCTb

®daKTOopbl pUcka cepAeyHO-COCYANCTbIX
3aboneBaHuii

+ Moandmkauma obpasa >KM3Hn
+ Hopmanusauua aptepuanbHoro gaBneHvaA

dunbpunnAuma npeacepani

+ BoccTaHoBMIEHME CUHYCOBOIO PUTMa M KOHTPOJb YaCTOThI CePAEUHBIX COKPaLLEHUI
+ MpepoTBPaTUTL UHCYMLT (MPYEM NepopaibHbIX aHTUKOAryAHTOB)

>KenynoykoBble aputmmnm

+ MpepoTBpPaTUTL BHE3AMHYIO CEPAEYHYIO CMEPTb (MMNIaHTaumnA KapanosepTepa-aenbpunnaTopa)

Bpaavkapauna

+ MpepoTBpaTUTb BHE3AMHYI0 CEPAEYHYIO CMEPTb (MMMIaHTaLMA 3N1eKTPOKapAMOCTUMYNATopa)

KO HaKOIUIEHJE I/IMKOCHUHIONNIINOB B KAPANOMUOLNTAX U
HpPOBOJALIEN CUCTEMe CePALIa, HO M MHAYLUPYEeMOe MI pe-
MOJieTMpOBaHNe MIOKap/a JIeBOTO Xeyo4uKa C pasBUTIEM
runeprpoduu u 3amecturenbHOro pubposa [18, 28].

Lenb neyenusa nopaxenus cepaua npu bO — npeorBpaTuth
pasBuTHe TUIePTPODUU MUOKAP/A JIEBOTO JKEMTY[04Ka, a IIPU
ee HAIMYIMM — CTAOMIM3MPOBATh MacCy Muokapaa (Tabm. 3).
Addexrusnocts O3T B mpodmrakTike KapAMOMUONATUN
YCTaHOBJIEHA BO MHOTWX IIPOCHEKTVBHBIX MCCIELOBAHMSX.
B pesynbTate edeHus npenapaTaMy peKOMOMHAHTHOI OL-Tra-
JTAKTO3M/a3bl A MOYXHO JOCTUTHYTD CTaOVMIN3ALINY UV YMEHb-
IIEHNs] MACChl MUOKapJia JIEBOTO JKeMyA0UKa, a TAK)Ke yMeHb-
HIEHNA TAXKECTY CEPAEYHON HEJOCTaATOYHOCTH 110 KpaliHell Me-
pe Ha ofVH QYHKIMOHATBHBIN KIacc 1o Krnaccudukarym Horo-
I7[0p1<c1<0171 Kappuosnorndeckoi acconyanuu [29-31]. Oguaxo
JledeHye CefiyeT HauMHATD 10 Pa3BUTUS HEOOPATIIMOTO IOpa-
JKEHVISI MIOKAp/ia, TaK KaK B 9TOM C/Ty4ae MOXXHO OXUJATh 00-
JIee 3HAUUTEIBHOTO perpecca IMepTpoduu 1eBOro xemygodka
U y/TydIleHusA ero GyHKUuN. /I TOUHO OLIEHKM MacChl MUO-
Kapjia peKOMeH/{0BaHO BhIonHATh MPT cepaia ¢ KoHTpacTu-
poBaHueM ragonuHueM. Kpome TOro, mpm MCIOIb30BAHUU
JAaHHOTO METO/ja MOXKHO OIIPefIe/IUTh HA/INune MUOKap/UaIb-
HOTO (hrbpPO3a, ABIAIOIIETOCS HEOMArOIPHUATHBIM IPOTHOCTH-
vyecknM axropom. ITo sarHsIM MPT MBI BBIABUIIN TUIIEPTPO-
¢uro muoxappaa y 55 (57,9%), a ogarn ¢pubposa -y 18 (24,7%)
B3POC/IBIX MAIVIEHTOB C 3TUM 3aboneBaHmeM (cM. tabm. 1).
B pasHbIX nccneoBaHuAx 6uu10 mokaszano, 4to 3T He OkasbI-
BaeT BIMsIHNUSA Ha GpuOpo3Hble M3MeHeHus: Muokappa [32], mo-
9TOMY L{e/IbIO JIEIeHVISI IPY HA/IMYNN YIaCTKOB (prbposa siByisiet-
sl IIPEIOTBPATHUTD €ro ffajIbHelilllee IporpeccupoBanue. Kpome
®3T HeoOXOMM KOHTPOIb 001X (AaKTOPOB PICKA CePHeIHO-
cocyancToix 3aboneBanmit. O6beKTUBHBIX JAHHBIX 00 9 dek-
tuBHOCTY P3T B OTHOIIEHNN HAPYIIEHMIT Cep/IeTHOTO PUTMA
npu B® Ha HacTOALMIT MOMEHT He IO/Iy4eHO, T03TOMY BECTU
TaKVX IMAlYieHTOB HeOOXOJVMO COBMECTHO C KapAVOIOTaMu
(cm. Tabm. 2). He pekoMeHyeTcst IpuMeHeH e aMUOfiAPOHa 13-
3a €ro BO3MOYKHOTO B3aIMOJENICTBIUS C O-Ta/TaKTO3Mga301 A.

ITopaxxeHue noyex

ITopaxxenne novyex npu b® aBngerca ogHUM U3 Haubonee
YaCTBIX IPOSABICHNII, OIpPeRe/A0IUX IPOTHO3 MALMIeHTOB
(cm. Tabm. 1) [33]. [lepBble CUMITOMBI — aTbOYMUHYPUS 1 TH-
nepduIbTpaLys, KOTOPble 0TMeYaloTcs B Bospacte 20-30 e
[5]. CmHromMmmabl HaKAIIMBAIOTCA BO BCEX CTPYKTypax
He(poHa, BCTIECTBIE Yero PasBUBATCS TMAINHO3 aPTEPUIT,
CKJIEpPO3 KITyOOUKOB ¥ MHTePCTUIMANbHBII (pubpos [34]. Hed-
pomarust Pabpu Hen36eXXHO IPUBOAUT K IIPEXK/eBPEMEHHOI
MHBATUU3AI[UN TTAIIIEHTOB, IIOCKOIBKY MIPOTpeccupoBaHIe
xponndeckoit 6onmesuu modex (XBII) go TepMuHanbHOI CTa-
AV IPOUCXOAUT K HA4aJIy [ATOTO JeCATUIeTUA XXIU3HY [35,
36]. CBoeBpemenHoe Hayano O3T crocobCTBYeT 3aMeIeHIIO
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TEMIIOB CHIDKeHMA QyHKIMM HodekK. JledueHne Hanbomee ad-
(eKTUBHO Ha paHHUX CTAfIUAX 3a00/IeBaHN, KOT/[A ellje OTCYT-
CTBYIOT IIPOTEUHYPUS U CHIDKEHNE CKOPOCTU KIyOOIKOBOII
¢bunbrpanuu (CK®) [37, 38]. Crabunusauneit GyHKINU 110-
4eK MOXHO cuutaTh cHiKeHne CK® na 1-3 mn/mun/1,73 m? B
rog [39]. Cumxenne CK® 6onee yem Ha 3 mi/mMun/1,73 m? B
roJ, JO/DKHO paclieHMBaThcA Kak nporpeccuposanme XbBII. B
3TOM CJIy4ae Le/ib IeYeHNs — 3aMe/INThb TeMIl CHIbKeHns CKD
10 onTuManbHOTO ypoBHs (1-3 mu/mnu/1,73 M?). IIpn 6b1-
crpom cHmxennu CK® (>5 mn/mun/1,73 M?) 11€71b10 SIB/ISETCSA
3aMeJIeHNe BpEeMEeH) HACTYIUICHNSA TePMUHAIbHOI CTafuu
[I0YEYHOI HeloCTaTOYHOCTH (Tabs. 4).

®3T pomkHa codeTaThes ¢ Hedporporekuueit. VIHrnéuro-
PBI PEHIH-aHTMOTEH3MH-a/IbJOCTEPOHOBOI CUCTEMBI TOMOI-
HUTE/ILHO CHIDKAIOT IPOTEUHYPUIO U 3aMe/JIAI0T YXY/IIeHNe
nodeqHoit ¢pyukiyn [40]. Ecin y nanuenra ¢ BO passusaercs
TepMIHA/IbHAA CTafVA XPOHNYECKOI MIOYEIHO HEJOCTATOY -
Hoctu (XITH), TO MeTO[{OM BbIOOPA OYEYHOT 3aMeCTUTENb-
HOJI Tepammy CINTAIOT TPAHCIUIAHTALVIO [ToYeK. [10 JaHHbIM
T.Shah n coaBr., 5-71eTHSs BBDKMBAEMOCTD IIOYE€YHOTO TPAHC-
wranTara y 197 (74%) nanuentos ¢ B® 6bu1a Bbllie, 4eM y ma-
LIUEHTOB ¢ HePPOMATUAMY APYroro mpoucxoxgerus (69%),
HO COIIOCTAaBMMOII C TAKOBOJI B KOTOPTe OOIbHBIX, HOZOOpaH-
HBIX 110 Bo3pacTy [41]. [TATHIeTHAA BBDKMBAaEeMOCTD TTaIVIeH-
toB ¢ B® nocrte TpaHciianTanuy novek cocrasmna 81% u 6b1-
JTa CXO[JHOII C BBDKMBAeMOCTbIO OOJIbHBIX C IPYruMM Hedpora-
TUSIMI, HO HIDKe, 4eM Y IAI[VIeHTOB, T0J00paHHbIX 110 BO3pac-
Ty (90%). ITo MHeHUIO 9KCcTIepTOB, TepMuHanbHad XITH (maxe
eC/M He IUIAHUPYeTCsT TPAHCIUTAHTALVSI TOYKI) He SIBJISIETCS
ocHoBaHNUeM 1A oTKaza oT P3T, yunThiBas ee 61aronpuATHOE
BIMAHME Ha Ipyrue npossnenna bP, Hanpumep HeilponaTu-
qeckyio 601b mnn runeprpoduio Muokapaa [42]. Tem He Me-
Hee pemtenne o HasHaveHNy P3T crepyeT mpuHUMATD MHAU-
BUJIYaJIbHO C Y4E€TOM TSDKECTV MOPaXKeHUs JPYTUX OPraHOB, a
TaK)Ke YKeJTaHWS Tal[eHTa.

ITopakeHNe LEHTPATbHOM HEPBHOI CHCTEMbI

K mepebpoBackynsapHbIM mposBaeHnsM BD oTHOCATCA
TPaH3UTOPHAsA MIIeMIYecKasd aTaka, MHCYIbT U M3MeHeHM,
BbIAB/IAeMble 110 flanHbIM MPT romosroro mosra. Hakome-
Hite [711060Tprao3WILepaMnusia IPOUCXONUT B SH/IOTENINN Mel-
KIX COCYIOB FOJIOBHOTO MO3Ta, 4TO BefleT K MUKPOaHTMOIIa-
TUU Y YBeIMYMBAET PUCK PasBUTHUA MHCY/IbTA, Yallle Mo ullle-
mirdeckomy tumy [43]. Cpeny nanyenToB ¢ b® pacmpocrpa-
HEHHOCTb OCTPOT0 HapyIIeH!Us MO3TOBOrO KpOBOOOpalieHns
BbIIlIEe, 2 BO3PACcT HA MOMEHT IIePBOTO MHCY/IbTA HIDKE YeM B
o6uelt momysAun. B Haleit KOropre MHCYIbT HepeHecnnu 16
n3 95 manuenToB (cM. Tabs. 1). B HacTosiee BpeMst MbI Ha-
6roffaeM ABYX cectep B Bo3pacre 28 1 25 jieT, KOTOpbIe Iepe-
HeC/IN HapylleHre MO3TOBOrO KPOBOOOpalljeH s B BO3pacTe
19 1 23 51eT COOTBETCTBEHHO. Y 00€uX XKEeHIUH JPYyriie Ipo-
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Ta6nuua 4. Llenu neyenunna Hepponatum ®abpm [8]
KnuHunyeckue
b NleyeHunA
nNpoABEeHnA Uene neve
XBI1, ctagusa
| Mopnnepxunsats CKD Ha ypoBHe, COOTBETCTBYIOLLEM
BO3pacTy
I MpepnoTtBpaTuTh NporpeccvpoBanune XbI n ctabunu-
31poBaTh PYHKLMIO NoYeK
NA=IIB MpenoTtepatnTh Nporpeccuposanne XbIM n 3aven-
NNTb HacTynneHe TepMmHansHon XIMH
\Y 3amennuntb HacTynnexHne TepMuHansHon XrnH
« 3amecTuTenbHaA no4yeyHanA TepanvA
TepmuHanbHaa
XMH « Mpopomxatb ®3T anA 3amenneHna nporpeccuposa-
HVA NOPaXXeHWA cepala 1 rofIoBHOIrO Mo3ra
AnbbymnHypua |« YoepxuBaTb Ha MakCUMasnbHO HU3KOM YPOBHE
<300 mr/cyT * HopmanuaoBatb unun ctabnnmanpoBaTb
>300 mr/cyT » CHmxaTtb <300 mr/cyT

saBnenyust BO [0 MHCYIbTa OTCYTCTBOBA/IM, a AMArHO3 OBLI
YCTAHOBJIEH B Pe3y/IbTaTe CEMEIHOTO CKPVMHIHTA.
Addexrusnocrts OP3T B mpodurakTiKe MHCYIbTA y TALN-
eHToB ¢ b® He mokasaHa. YCTaHOBUTD €€ CIOXKHO, TaK KaK s
3TOTO HeOOXOAMMBI KPYIIHbIE U JAIUTEIbHbIE T/Iale60-KOHT-
ponupyeMble McclefoBaHuA. PasBuTne MHCynbTa Ha (oHe
®3T He uckaw04aer 61aronpuATHbIN 3G deKT medeHus, Tak
KaK [IpVMMeHeHe PeKOMOMHAHTHBIX IIPeIapaToB OL-TalAKTO-
3u/asbl A, 0COOEHHO HaYaToe Ha MO3IHMX JTAMAX Pa3BUTUI
6071€e3HM, He BCET/la TO3BOJIsAET OCTAHOBUTH €€ eCTECTBEHHOE
IIpOrpeccupoBaHue, OIHAKO MOXKET ero 3aMe[InTh. B psaye nc-
CTIelOBaHMIT OTIMCaHo yMeHbIIeHue 1mof BausaareM O3 T Bripa-
JKEHHOCTY METKOOYarOBbIX I3MEHEHMIT TOTOBHOTO MO3ra 110
maHHbIM MPT [44]. V Bcex ManmeHTOB, IePeHECIINX NHCYIbT
VIU TPAH3UTOPHYIO NIIEMIYECKYIO aTaKy, HeOOXOMMO IPO-
BOJUTDH BTOPMYHYIO MPOPIIAKTUKY — IPYMEHEHe aHTHarpe-
TaHTOB U CTATMHOB, a TaKXe 3((PeKTUBHO KOHTPOIUPOBATH
apTepuanbHoe faBieHue. llenecooOpa3HOCTh HasHAYEHUs
AIleTY/ICA/IVIIMIOBOI KVIC/TOTBI JyIsi IEPBUYHON MPOGIIaKTH -
KIf HAPYIIEHNIT MO3TOBOTO KPOBOOOpAIIeHNsI Y TIAL[MEHTOB C
[IpU3HAKAMU ITOPaXKeHs1 6eI0r0 BeljecTBa FOIOBHOTO MO3Ta
o ganHbIM MPT He mokasana. [TepBuuHas npodumakTika Mo-
XeT ObITb 060CHOBAHHOI ITPY HA/IMYMY APYTUX (PAKTOPOB PIC-
Ka CepIeYHO-COCYAMCTBIX OCTOXKHEHNI, TAKMX KaK ITOXKUION
BO3paCT, apTepuajgbHas TUIEPTOHMSA, AUCTUNNAEMUS U Jip.
Henbio neyennsa Ha panHen craguy b® ABnsgercsa yMeHblIeHne
pMcKa pa3sBUTMA OCIOKHEHUII CO CTOPOHBI LIEHTPATbHON
HEpPBHOIJ CHCTEeMBI, a IIPY HAIMYUY B aHAMHe3e OCTPOro Hapy-
IHIeHNSA KPOBOOOpalleHns — MpeJoTBpalleHne BOSHIUKHOBe-
HVIsI TIOBTOPHBIX CePJeIHO-COCYAUCTBIX COObITHII (TabI. 5).

Ipyrue npoasnenus b®

K gactpiM panHuM nposipnenusaMm b® orHocATCA Kemypoy-
HO-KMIIeYHble PACCTPOIICTBA, B TOM 4ucje 60/Ib B XXNUBOTE,
puapes, 3allophbl, TOIIHOTA 1 pBOTa. BO3MOXXHOI IPpUYMHO
AUCIHENTHYeCKNX HapyLIeHNII CYUTAIOT OTIOXKeHMe ITIMKodoc-
(OMUMINI0B B BETeTATUBHBIX FAHIIMAX KUIIEYHNKA Y ME3CH-
TepMaIbHBIX COCYHOB [45]. IpyriM XapaKTepHBIM IIPOABIECHN-
em b® sBseTca nopaxkeHue KO — aHTMOKEPAaTOMBbI, PACIIo-
JIO>KEHHBIE NTPEVMYIECTBEHHO B OKOJIONYTIOYHO I IMTaXOBOM
30HaX. YacTo oTMedaeTcs IOMyTHEHME POTOBUIIBI (Cornea ver-
ticillata), KoTopoe MO>keT OBITH BBISIBIIEHO C IIOMOIIIBIO IIjerie-
Boit mammsl. [Ipy B® MoryT Hab/MIOAATbCS NSMEHEHMS CO CTO-
POHBI OpraHa CIyxa U BeCTMOY/IAPHOro almapara, Takme Kak
IIyM B yIIax uan ronoBokpyxenue. ®3T samenssaer nmporpec-
cupylollee CHIDKEHIE C/TyXa, OJJHAKO He yaydiuaeT ero. Bue-
3allHasd MOTePs C/IyXa He BOCCTAHAB/IMBAETCA 110]] BIMAHUEM
©O3T. B ganHOM CiTy4ae I yAy4LIeHUs KadecTBa KU3HM Ia-
I[ieHTa He0OXOAMMO UCIIONIb30BATh CIyX0BOIL ammapar [46].
Pexxe HaO/MIOAIOTCS M3BMEHEHNS CO CTOPOHBI CUCTEMBI JbIXa-
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Ta6nuua 5. TepaneBTUYECKME LieNTM NPU NOPaXKEHUMN FOSTIOBHOFO
mos3ra [8]

KnuHunyeckne

b neyeHnn
nposABneHus Lenb neue

TpaH3uTOpHasa Nuemm4yeckasa atakaMHCynbT

N npe,ElOTBpaTI/ITb n 3amegnuTb BpemA

* He 6b1n0
HacTynneHvA cobblTnA

* Bbbino « MNpepoTBpaTUTbL NOBTOPHbIE COBLITUA

M3meHeHnA Ha
MPT

« MpepoTBpaTUTL passuTre
+ 3amennuTh NporpeccupoBaHvie

HYA (OfbIIIKA, Kallle/lb, IIPM3HAKY 0OCTPYKIIMM JIbIXaTeTbHbIX
IIyTeit), CHVYYKEHJe MYHePaTbHO IJIOTHOCTU KOCTHOI TKaHM,
penpeccus. [lannbie o Bnusnun 3T Ha apyrue nposBneHns
B® orpanuyensl.

3aknoyeHnne

B pesynbrate ®3T y nmannenTos ¢ BO Mo>xHO 106MUThHCS 3a-
MeJIeHsI YXYALIeHVsT PYHKIUY [I04YeK, perpecca rumepTpo-
¢uu Muokappa, yMeHbIIeHIs HelpOoIaTu4eckoit 601u, yryd-
HIeHNA CIyXa U ITOTOOTHeNeHuA. Pe3ynbTaThl jedeHUsA B
3HAYNTETBHOI CTETIEHN 3aBJCAT OT BO3PACTa, B KOTOPOM Ha-
sHavyeHa ®3T. bonee paHHAA TepanysA, HaYaTasd B0 Pa3BUTHA
HeoOpPaTUMOTO IOPAKEHNSI BHYTPEHHUX OPTaHOB, TO3BOJIAET
mobutbes 6onburero addekra. Lenp nevenns nauentos ¢ bO
3aK/TI0YaeTCA He TONBKO B 3aMeJ/IeHNN IIPOTPecCPOBaHNA OC-
HOBHOTO 3a00/I€BaHs, HO M B YMEHbBIIEHUY BIVSTHNSI COIYT-
CTBYIOLIIElT TTATO/IOTUY Ha 00Ijee COCTOsIHME ManueHTa. TakTu-
Ky CUMIITOMaTU4ecKoii Tepanuu B® onpenendior, ucxons 13
0Cc06EeHHOCTel KIMHNYIEeCKOI KapTUHbI 3a00/1eBaHNs y KOH-
KPeTHOr0 60JIBHOTO.
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