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Ha cecodnsunuii denv npednoxcenst 2 cucmemul KOAUHECMBEEHHOU OUEHKU OpeMeHU 2AUK02eH03A ¢ ehuyumom a.-2araKmosudassl: UHOEKC
oyenku cmenenu maxcecmu Maiinya (MSSI) u cucmema bannvroii ouenku msaxcecmu 6oae3nu Paopu (DS3). Coerana nonvimxa paspa-
bomamb dunamuueckyio mamemamuueckyio modeav FASTEX (om anen. FAbry STabilization ind EX, undexc cmabuauzayuu Pabpu) s oyer-
KU KAUHU4eCKoi cmabuabHocmu cocmosuus. Myasmuducyunaunaphas epynna skchepmos no 6oaesnu Pabpu enepgoie npedroxncuaa HogyH
WKALY OUeHKU msdcecmu 3a00.1e6aHUS NO NPe0sapumensHoll oueHke (om anen. raw score, RS), ocnosanuyio na 3 domenax (OomeH HepeHOlL
cucmemol (604b, YepedposaAcKyAApHble COObIMUS), NOHeUHbLI doMeH (NPOMeuHypuUsi, CKOpoCcmb KAYOOuK080U puibmpauuu), cepoeuHulii
domen (napamempul 3xokapouoepaduu, snexmpokapouoepaduu u cmenens cepdeuroli Hedocmamourocmu no kaaccuguxayuu Hoio- Hopk-
CKOUl Kapouoao2u4eckoll accoyuayuu)) ¢ HeOoAbUWUM HUCAOM RYHKIMOE 8 KAWCOOM U3 HUX U OUEHKOU KAUHUYECKOU CMaOUAbHOCMU 80 8pe-
menu. RS npomecmuposana na 28 nayuenmax (15 myxcuun u 13 ncenwun) ¢ kaaccuveckoii gpopmoii 6onesnu Pabpu. Iloayuena cuavnas
KOppeasuyUOHHAsA C853b npeonocerHoil ouenku RS u e3sewennoil ouenku (om anen. weighted score, WS) ¢ DS3 u MSSI (¥’ = 0,914, 0,949;
0,910 u 0,938 coomeemcmeenno). s ymounenus RS 6vira paccuumana WS, evipasxcaemas 6 npoyenmax. WS 6viaa ocHosana na omuo-
CUMEAbHOU KAUHUYECKOU 3HAYUMOCMU KaAXCA020 NYHKMA 6 npedeaax 0oMeHa, npu 3mom epynna 3KCnepmos co2aacogbléand npuceoeHue
PA3H020 8eCa KAUHUYECK020 8peda KOHKPemHOIl cucmeme opeanos. Jlns onpedesenus dunamuku maxcecmu 3aboaeéanus RS 6vira noemop-
HO onpedenena uepes 1 200. [pynna sxcnepmog coenacunace ¢ nopo2ogvim oepanuyeruem ¢ 20 % om ucxodHo2o yposHs 6 kauecmee Kau-
Huueckoil WS 0as onpedenenus kaunuueckoii cmaburshocmu. Moodeav FASTEX nokazana xopouiyro Koppeasiyuro ¢ KAUHUHECKOl OYeHKOl
U KAUHUMECKUM UBMEHEHUEeM HA NPOMANCEHUU 8DEMEHU Y 8CeX NAUUEHMOE.

Karoueevie croea: o-eanakmosudaza A, degpuyum o-earakmosudasvl A, npoepeccuposarue 3a004e8aHus, cmabuiu3ayus 3a001e6anus,
6oae3nb Pabpu, nokazamenu OUchYHKUUU OP2AHO8

Bsepexue

Boie3np @adbpu OTHOCHUTCS K IM30COMHBIM OOJIC3HIM
HAKOIUICHWsI, BBI3BAaHHBIM JIe(UIIMTOM (epMeHTa
0-TaJIAKTO3UAa3bl A, KOTOPBI KomupyeTcs: reHoM GLA,
PACIIONIOXKEHHBIM Ha JIOKyce X-XpoMocoMbl Xq21.3—q22.
Heduumr (pepMeHTa NPUBOOUT K HAKOIUICHUIO TJIMKO-
COUHTOINIUAOB, MPEUMYIIIECTBEHHO TTI000TPHAO3MIIIIC-
pamuna (GL-3), B pa3ImuHBIX KJIeTKax 1 TKaHsx [1, 2],
YTO BBI3BIBAET KOMITICKC OCIIOXKHEHMIA, BKITIOYAsT TTOpaKe-
HUS KOXH, TIeprepuIeCKNX HEPBOB, MHCYIIET, apUTMHIO,
KapIMOMHOTIATHIO U TTIOUEYHYIO HEIOCTATOYHOCTH [2]. K-

HUYECKHE MPU3HAKU U CUMITTOMbI MOTYT IPUCYTCTBOBATh
B nerctBe. K Hanbosee paHHUM TPOSIBIIEHUSIM KJlaccu4ue-
ckoii opmbl 6one3Hn Madbpyu oTHOCATCS OOJIE3HEHHAS
nepudepruIecKasi akpoIiapecTe3rsi 1 aHTHOKepaToMHI [3].
C BO3pacToM IIporpeccupyolee MOBpeKICHNE JKN3HEHHO
BaXKHBIX OPTaHOB MOXKET MPUBECTU K OpraHHOW HeAoCTa-
TouHOCTH [2]. KOHEeuHas cTagys IToYeuHoi HeJOCTaTOYHO-
CTH U YTPOKAIOIIUE KU3HU CEPIEYHO-COCYIUCTBIE WU LI~
peOpOBACKYJIIPHBIE OCOKHEHUS 3HAUUTENBHO COKPALIAIOT
MPOJOJIKUTEILHOCTD XXN3HU [4, 5]. «Cepaeunsblii BApuaHT»
ObLIT 3aPETUCTPUPOBAH Y MALIMEHTOB C MPEUMYILIECTBEHHBIM

* [Tybmukyetcst Ha ocHOBaHUMM cTaThil: Mignani R., Pieruzzi E, Berri E et al. FAbry STabilization indEX (FASTEX): an innovative tool for the assess-
ment of clinical stabilization in Fabry disease. Clin Kidney J 2016;9(5):739—47. DOI: 10.1093/ckj/sfw082. PMID: 27679722. C pa3peliieHusI peIaKIiy.
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WU UCKJTIOYUTEIBLHBIM ITopaxkeHneM cepana [6, 7]. Y xeH-
IUH ¢ 60Je3HbI0 Pabpy MOTYT pa3BUBATHCS TPU3HAKU
B IAITa30HE OT MOJTHOTO OECCUMITTOMHOTO TEUSHHUSI IO TsI-
KEJTBIX KIIMHUIECKUX TTPOSIBJICHUI, CXOMHBIX ¢ KiIacchdie-
ckoii 6oJe3Hp0 Padpu y MyxkunH [8, 9]. Knmunnueckas
BapHUa0eIPHOCTD Y XXKEHIIMH YaCTUYHO OOBSICHSIETCST CITy-
YalfHOII WHaKTWUBaIMel (JIMoHM3aIneit) X-XpoMOCOMBI
[10]. B cBSI3M ¢ 3TUM Yy MY>XXKUMH M XEHIINH ¢ OOJIE3HBIO
®abpy 00sI3aTCIBHBIMU  SIBJISTIOTCSI OLIGHKA IIPM3HAKOB
¥ CUMITTOMOB 3a00JIeBaHUSI, a TAK3KE MOHUTOPUHT JTFOOBIX
M3MEHEHUI COCTOSTHUS ¢ TeueHreM BpemeHu [11]. JleueHue
6ome3an Mabpyr OCHOBBIBAETCS TIIABHBIM 00pa3oM Ha dep-
MeHTHOI1 3amecTuTenbHol Teparmu (P3T) ¢ npumeHeHn-
eM araj3uaasbl-o win aran3uaasel-f. @3T Haubonee ad-
¢exkTMBHA, ecIi OHA TIPOBOOWTCS Ha paHHE! CcTaguu
pa3ButHs 3a00seBaHud [12]. YeM mo3xke HaYaTO JIeYEHUE,
TeM MEHBIIIE BEPOSITHOCTh OCTAHOBUTH ITPOrPECCUPOBAHIE
3a00eBaHNsI. BO3MOXHOCTD aieKBaTHOI OLIEHKH CTETICHU
TTOpaKeHMST ¥/ VJTN CTAOMITM3AIIK TeUCHUSI OOJIC3HU SIBIISI-
eTcs BakKHOM 3agayveit [13].

Jsa oueHku TskecTn 6one3nu @adpu B EBporne 6611
BaJIMINPOBAHEI 2 CUCTEMBI: MHIEKC OLICHKU CTEIICHU TsI-
xectr Maiiana (MSSI) [14] 1 cuctema 6aTbHOM OIICHKU
TsokecT 6oJe3nn Padpu (DS3) [15]. Takke TIpemIoxkeH
IMPOTHOCTUYECKUI MHAEKC OIICHKN €CTECTBEHHOTO TeUe-
HUsS 3a00J1¢BaHUS U TIPOTHO3a Y KOHKPETHOTO MAallMEeHTa
[16]. DT MHCTPYMEHTBI OIPEAL/ISIOT [IOKA3aTe b TSKECTH
0o0JIe3HU B BBIOPAaHHBI MOMEHT BPEMEHM, T. €. TIPSIOCTaB-
JISIIOT «MOMEHTAJIBHBIIT CHUMOK» KJIIMHUYECKOTO cTaTyca
KOHKPETHOTO TAIIMeHTa, HO HE TTO3BOJISIIOT OIICHUTH M-
HaMUKY KIMHAYECKOro TeueHUsA. CeromHs He CYIIeCTBYeT
WHCTPYMEHTOB TSI OIIEHKY KITMHUYECKOM CTaOMILHOCTH
marenHTa ¢ 6oye3Hnio Padbpu, B TO BpeMsI KaK OHa SIBJIsI-
eTcsl KpaifHe BaXXHBIM acIIeKTOM B Teparuu TaKuX 00JIb-
HbeIX. KimmaM4IecKast cTabMIBHOCTH TTAIIMEHTOB, TTOJTyJai0-
IIUX JIeYeHUe, CBUAETENbCTBYET 00 apdekTnBHOCT D3T,
a M3MeHEeHNEe CTAOMILHOTO COCTOSTHUS Y JIMII, He TI0JTyJa-
OIINX JICUCHNE, IIOMOTAET PEIINTh BOIIPOC 00 MHUITUHAPO-
Banuu ®O3T. [Ing oObeKTUBHOI OLIEHKW CTAOMJILHOCTH
COCTOSTHUS TIallMeHTa ¢ Ooye3Hpio Pabpy B IMHAMUKE
pa3paboTaHa MaTeMaTHIecKasi MOAEIb MHIEKCA CTa0MII -
zaunu Padopu — FASTEX (FAbry STabilization indEX).

Mamepuanb! u MEMOfbI, UCNONb30BaHHbIE ANA paspadomru

WIKaNnbl OUEHKU Heoﬁpaﬁomauublx [aHHbIX, B3BEWeHHOi

ouenku u FASTEX

IIpenBapuTebHbIi KOHCEHCYC MO HIKAJe OIEHKU He-
00padoTaHHBIX TaHHBIX. BOo BpeMs 1-To coBemmanus B eB-
pane 2014 1. ObBIIM BBISIBJIEHBI pEJIEBAaHTHBIE TOMEHBI
®abpy ¢ MCIOIB30BAHUEM <«TEXHUKA HOMWHAIBLHOMN
rpynisl» (NGT) dopMmupoBanus koHceHcyca [17]. KoH-
CEHCYC OIpemeNWJI IIKaJIy OLIEHKH IIpeIBapHUTEIbHBIX
maHHBIX RS (OT aHTII. raw score), OCHOBaHHYIO Ha 5-TO-
yeyHoi mkajne JIukepra [18] ¢ 3 momeHamu: HepBHas
cucTeMa, TIOYSYHBIA U CepACIHBIN. DTN TOMEHBI COIEP-
KaT CJIeHyIONINe IMyHKTHI:

* HepBHasI cucTeMa: 0O0Jb, LIepeOPOBACKYIISIPHBIC
COOBITHS;

*  TIOYEYHBIN TOMEH: IPOTEHMHYPHUS 1/ UIN SKCKpPE-
LIS A TbOYMIHA C MOYOM, OIIEHKA CKOPOCTH KITy-
0oukoBoi ¢unbrpanuu (OoT aHI. estimated
glomerular filtration rate, eGFR);

*  CEepHCYHBIN MOMEH: ITapaMeTphl 3XOKapamorpa-
¢um, snexrpokaparorpacdum (BKI) u crereHs
CepICYHON HETOCTATOYHOCTH IO KJIACCU(DUKALINI
Hbio-MopKcKoii KapIronorniecKoil acCOLMAaLIT
(NYHA).

Hnsa Kaxmoro u3 3THX 7 IYHKTOB HCIIOJIB30BAajIach
cucTeMa Tozacdera 6amioB ot 0 (0e3 moBpexaeHwmit) no 4
(cepbesHoe noBpexaeHue) (tada. 1).

Ipynma sKCIEepTOB, y9acTBOBABIIMX B IMPOCKTE,
coBMecTHO orieHmnIa RS. 1o naHHBIM HCTOYHUKOB JIH-
Teparypsl [2, 14, 15, 19, 20] m coOCTBeHHOIT TTOBCETHEB-
HOM KJIMHUYECKOM IMPaKTUKU MAIUEHTOB ¢ OOJIC3HBIO
®abpu, rpymnmma JOCTUINIA KOHCEHCYCAa B OTHOIICHHU
Hepapxuu U 6ajiyia, IpUMEHEHHBIX K KaXIOMY ITYHKTY
1 TOMCHY.

Koncencyc no B3pemrennoii onenke. Ha 2-M coBermanum
B mioHe 2014 1. oOcyxnamach B3BellleHHas OlleHKa
(ot anri. weighted score, WS), cBsI3aHHasI ¢ KIIMHUYECKU-
Mu goMeHamu. OHa ObLIa TIpEIIOXKeHa MIJIST TOTO, YTOOBI
Y4eCThb BaXXHOCTB IIporpeccupoBadus RS ot 6ojee HU3KO-
ro K 60Jiee BBICOKOMY Oajlily B Kaxka0l 001acTu, U BbIBE-
nmeHa n3 RS Ha ocHOBaHMU paHee COTJIacOBaHHOM Mepap-
XU KIMHUIECKUX TIOCJICICTBUI BOBJICUCHMST KaXKIOM
13 crucTeM opraHoB. WS BeIpaXajach B IIPOIICHTaX OT MaK-
CHMAaJIbHOTO 3HAYCHMS TTOKa3aTe sl BOBICUCHUST KaXKIOM
CHCTEeMBI OpTaHOB (TabJ1. 2). 3HaueHusT WS ObLIH 0moope-
HBI TPYIIIO# 3KCIEPTOB Ha OCHOBAHUU JTUYHOTO KIIMHM-
YECKOrO OIThITa W OITyOJMKOBAaHHBIX CTaTeil/0030pOB
B Hay4yHoI1 TuTepatype [2, 14, 15, 19, 20].

Koncencyc mo kimmHm4eckomy crarycy. Bo Bpems 11o-
ciemnHel KoHdepeHIn B oKT0pe 2014 1. rpyma sKcnep-
TOB TIPOAHAIM3NPOBAJa M OTYMTAIACh O KIMHUIECKOM
cTaTyce MAIlMeHTOB B MCCIICAOBAHNUM C IpuMeHeHneM RS
u WS. Kpome Toro, mis Kaxkaoro 0015HOTO, BKITIOYEHHOTO
B MCClieioBaHWE, paccunThiBaM oueHKM DS3 m MSSI.
Hcronp3yembie 1T OIpeaecHIsT KITMHUYECKOTO cTaTyca
MMaIlMeHTOB 4 pa3HBIE IIKAJIbI HEOOXOMUMBI TSI TTPOBEPKU
M pacyeTa CTaTUCTUYECKOM Koppesuuu Mexmy RS, WS,
DS3 u MSSI (1a6:. 3). Xoporlmast craTucTuIeckast Koppe-
JISIIIYS € Y3Ke BaJIMAMPOBAHHBIMU B JINTEPAType CUCTEMaMM
OLIEHKU cTerieHU TskecTr coctogausg MSSI u DS3 nemon-
ctpupyeT T0o, 9t0 RS wm, cnemoBarensHO, WS sBistoTCS
OIMMHAKOBO 3(PDEKTUBHBIMI CKOPMHTOBBIMU CHCTEMaMU
C MCTIOB30BAaHMEM MEHBIIIETO YK CIa TIEPEMEHHBIX, a TAKXKE
0oJ1ee OOBEKTUBHBIMU M JISTKUMM TIPH OITPeIe/ICHUN OLICH-
ku TskecTy 6ose3Hu. [Tockonbky FASTEX paccunThiBaeT-
ca u3 WS, ocHoBaHHOM Ha RS, HeoOxommma xopolas
craTucTudeckas koppensaunsa Mexay RS, WS, MSSI n DS3.

O0ocHoBaHNe HCNOJb30BaHUA Noka3zareneii RS, WS
u FASTEX. llennio Hamrero ncciemoBaHusI cTajla pa3pa-
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Tabmua 1. RS: nepsnas, noueunas u cepoeunas cucmemol

Baan Boin
0 Her
1 Jlerkasi 6e3 neueHus:
2 ‘VYMmepeHHas 0e3 JieueHUs:
3 TIpucyTcTBYeT M KOHTPOJIUPYETCS Teparueit
4 [pucyTcTBYeT 1 He KOHTPOJIUPYETCS Tepanmeit

Co0ObiTHE
0 Her

1 [unepuHTeHCUBHOCTH GEJIOTO BEILIECTBA
2 THUA

3 Hinemuyeckoe Wi reMopparuieckoe

4

Pexyppentnas TUA niu MHCYJIBT

Ansoymunypus (ACR), mr/r /
nporennypus (PCR), mr/r

0 ACR <22 (mnu <2,5 MIr/MMOJIb)

1 ACR 22-299 (wu 2,5—29,0 r/MMOJIb)
PCR >300—<499

PCR >500—<799

PCR >800

Bbamn

A W

Bana eGFR, mu/mun
0 >90— <135
1 >135 (runepdrasTpanms)
2 <90—=>60
3 <59—>30
4 <29

Bann K
0 Her ITI2K
1 Huactronumyeckasi IUCHYHKIIUS

2 Ymepennas [TI2K (11,5—13,5 mm)

3 Ymepennas [JIK (>13,5—15,0 mm) wim MPT
¢bubposza

4 Tsxemnas TTIK (>15 mm)

Bamn OKT / apurvus Bamn NYHA

0 Her 0
Kopotkuii PQ, nusmenenus

1 1 |
ST

2 TJIX Ha ODKT 2 11

3 6AVB, PSVT, AE NSVT, 3 I

panTuKapans
4 PM, ICD 4 1AY

Ilpumenanue. 3decv, ¢ maon. 2, 3, 5—7 u na puc. 1-3: RS — npedeapumenvhas ouenxa;, THA — mpanzumophas uwemuueckas
amaka; ACR — coomnowenue arv6ymuna u kpeamununa; PCR — coomnowenue 6eaka u kpeamununa 6 move; eGFR — pacuemnas
CKOpocmb KAy604K060i urbmpayuu (compyonuuecmso 6 06Aacmu INUOEMUOA02UU XPOHUHECKUX 3a00neeanuti novek); ITIK —
eunepmpoghusi muokapoa nesoeo xceayoouxa;, IKI — anexmpokapouoepagpus; NYHA — kaaccugpuxayus Horo- Hopickoil kapouonoeu-
yeckoil accoyuayuu; MPT — maenumno-pesonancuas momoepagus; AVB — ampuosenmpuryaapruiii 610x; PSVT — napoxcuzmanvhas
cynpaseumpuxyaapHas maxuxkapous; AF — mepyamenvnas apummus; NSVT — neycmoiiuusas scenydoukosas maxuxapous; PM —
Kapouocmumyaamop; ICD — umnaanmupyemboiii cepdeuniii deghubpurnsmop.

00TKa MaTeMaTUYECKOM MOJIEJIN, CLIOCOOHOM OOBEKTUBHO
OLIEHUTDb CTAOMJIBHOCTH COCTOSIHUS MAILIMEHTOB C 00JIe3-
Hbio Dabpu.

B 2014 r. 6buTa co3maHa MeXXIUCHMITIMHAPHAS TPYIIIa
B cocTaBe 7 KJIMHUIMCTOB (KapAuOJIOrOB, HE(MPOJIOTOB,
HEBPOJIOTOB, TEAMATPOB), KAXKABIM W3 KOTOPBIX UMEET
3HAYUTENbHBII OIBIT B BEASHUM MALIMEHTOB C OOJIE3HBIO
®abpu, a TakkKe 2 METOAUCTOB-OMOCTATUCTUKOB. Bbul
TPOBENIEH PsIJ COBEIIAHUN IS U3YUYEHUST U Pa3paboOTKu
HOBOI1 MaTematuueckoit Mmoaeiau FASTEX.

Hns dopmuposanusi FASTEX cnemoBano co3maTh
HOBYIO CUCTEMY OIIEHKM TskecTH O6ojie3Hn Pabpu.
Heob6xonum 6b01 60s1€€ TPOCTOM, OBICTPBIN U MPAKTUY-
HBII METOJ pacueTa TsXecTu 3abojieBaHUS ISl WC-
MOJIb30BaHUSI B KIIMHWYECKOW mpakTtuke, yem DS3
u MSSI.

INoHsATHE KITMHUYECKON CTAOMIIBHOCTU 3aBUCUT OT Ba-
prabeIbHOCTH COCTOSTHUST MALIMEHTOB ¢ 6oJie3Hblo Dabpu
B TeYeHUE BpeMeHU. IJisl TOro 4ToObl OTPa3UTh CHEKTP
BaprabeTbHOCTU 0O0JIE3HU, MBI TIPOTECTUPOBAIN Kak RS,
Tak 1 WS B mony/siiuu U3 28 IMaueHTOB ¢ 00JIE3HBIO
®abpy ¢ pa3IUYHON CTETIEHBIO MOBPEXIEHUsI OPraHOB
ncxomHo (Bu3uT 1) myepe3 1 rox (Bu3ur 2). Pazauiia 8 WS
MEXIy 3TUMU 2 KIMHUYECKUMHU OLIEHKAMHU COCTaBWJIA
FASTEX.

Ionyasnmmsa nauenToB. B riccienoBaHue ObLIM BKITIOYE-
HBbI 28 ManueHToB ¢ 60me3HbI0 Padp (15 MyKIMH, CpeTHWIA
Bo3pact 36 + 18 (8—65) net; 13 XXeHILKUH, CPeIHMI BO3PACT
47 £ 13 (27—63) sieT) ¢ pa3IMIHOI CTETIEHBIO TSKECTH 3a-
OosneBaHus. Bee mauueHTb UMey NpU3HaKy KIaCCUYECKOM
dopmbl Gone3nn Pabpy U FeHOTUII, aCCOLIMMPOBAHHBIMN
C KJIAaCCUYECKOW KapTUHOW 3a0oneBaHUs. PesynbraTh
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Taomuua 2. WS nospescoenust opeanos, Gbipa)ceHHas 6 NPOUeHmax

0 1 2 3 4
Jomen nepenoii cucmemot
Bonp 0 5 20 40 100
Co06bITHS 0 10 30 60 100

ITloueunviii domen

ACR/PCR 0 35 55 65 100

eGFR 0 10 50 80 100
Cepoeunvtii domen

K 0 10 40 60 100

BKT /aputmust 0 25 45 70 100

NYHA 0 40 60 80 100

Ilpumenanue. 3deco u 6 maoa. 3, 5—7: WS — e36ewennas
oueHKa.

Taomua 3. Kosgppuyuenm xoppensyuu 1’ mexcdy RS, WS, DS3 u MSSI

1,000 0,995 0,914 0,949
WS 0,995 1,000 0,910 0,938
DS3 0,914 0,910 1,000 0,899
MSSI 0,949 0,938 0,899 1,000

Ilpumenanue. DS3 — cucmema 6a11vHOU OUEHKU MANCECU

6oaesnu Pabpu; MSSI — undekc ouenku cmenenu msaxcecmu

Maiinya.
|

aHaJIN3a UCXOJHOTO KIIMHUYECKOTO COCTOSTHUSI TTAlIMEHTOB
(Bu3uT 1) mokasaHkbI B TA0II. 4.

Crarucrndeckuii anaim3. /{7151 OlieHKY JONTOBPEMEHHOM
crabunbHOocTH cocTosiHusT FASTEX yunthiBaer (Bmecte
¢ RS) craryc cooTBeTCTBYIONINX TTApaMETPOB B 2 BpeMEHHBIX
Toukax. [TocpencTBoM MPUCBOEHUST UM BECOB, 3TU OAJUIBI
TEePEeCYUTHIBAIOTCS B TIPOLIeHTHI (WS, cM. Tabs. 2) u nipen-
CTaBIISTIOTCS Ha Tpacdvke, HA KOTOPOM TIO KaxkKIoMy Tapa-
METPY MOXHO OTPENEIUTh CTETIEHb YXyAIICHUS/yITydIiie-

HUS 32 Tiepuof Mexay 2 Buzutamu. O0IIyi0 CTaOMIBHOCTh
TedeHus1 OOJIE3HUW OIMpPENeNsIoT MO0 CyMMe TokKasaTeseit
YXYIIIEHWS WJTW YIYJIIeHYSs.

TsoxecThb U1t KaXKI0TO TOMEHA PaCcCUYNTHIBAIACH C MC-
MOJIb30BaHKMEM CpelHeKBanparnieckoro 3HaueHust (RMS)
COOTBETCTBYIOIINX ITyHKTOB, OTHOCSIIIIUXCS K 3TOMY AO-
MEHY, BBIpaXXeHHOT0 B miporieHTax. Meton RMS 1o3Bois-
€T pa3iInyarh Pe3yiIbTaT PAaBHBIX CYMM, TMOJYYEHHBIX
OT ITyHKTOB C pa3HbIMK 3HaueHUsIMH. C mToMomipio RMS
MOXHO BbIYMCIUTD JII0OYI0 KOMOMHALIMIO 6a/I0B 151 110~
TEHIIMATHHOTO TMTIOTETUYECKOTO TTAIIMeHTa 1 BCEX JOMe-
HOB (cM. JloTOJTHUTENTbHBIE TaHHBIE).

O61ras TskecTh 3a001eBaHMsI, BBIPAXKEHHAST B MPO-
IIEHTaX, PacCUMUTHIBAIACH KaK CyMMa KaxIOro JOMeHa
TSDKECTH, CKOPPEKTMPOBAHHASI HAa UX B3aMMOJIEICTBUE,
Kak MOKa3aHo B CJIEAYIOIIEM aTOPUTME:

100x(A+(1-A)xB+(1—-(A+(1—A)xB)) xC),
YTO MOXHO YITPOCTHUTb J0:
100x(A+B+C+AxBxC—-—AxB—-—AxC—-BxQ),
rme A — RMS nomeHa HepBHOII cuctembl; B — RMS mo-
yeyHoro gomeHa; C — RMS cepnedyHoro qomeHa.

C MCcnoIb30BaHUEM JAHHOTO aJITOPUTMA MOXHO YIIO-
CTOBEPUTCSI, UTO ECJIU UMEETCS TOJTLKO OVH CKOMITpOMeE-
TUPOBAHHBINA TOMEH, 00l111asl TSKECTh 3a00J1eBaHus Y Ta-
LIMeHTa paBHA 3HAYeHUIO 3Toro fomeHa. Hakower, ecinmn
CTETNEHb TSKECTH TIOPAXEHMST KaXIOTo AOMeHa HIKe
MakcumanbHol (100 %), mpemtoxeHHast hopMyna obec-
TeYMBAET BEPXHIOIO TPAHUILY TSIKECTU HanboJiee CUITLHO
3aTPOHYTOTO ToMeHa (puc. 1).

Bce xoMOumHanmm OamoB IS KaXXIoW TOMEHHOM
CHCTEeMBI (HEpBHOI, TIOUYECTHOI U CEpIACUHOI ), paCCUNTaH-
HbIE C PYMEHEHNEM TIPEACTABJICHHOTO BHIIIIE AITOPUTMA,
MPUBEACHBI B JOTIOJTHUTEIBHOM TaHHBIX (CM. HIDKE). DTH
3HAYEHUs TIOKA3bIBAIOT BCE BO3MOXHBIE KOMOWHAIIUM
TPONIEHTHBIX I0JIeH TTIOBPEKAEHUST OPTaHOB, TIOIPA3IEISI-
eMBIX TSI KaxXOIoro qoMeHa (puc. 2 u 3).

Pe3ynbmambi

Koaddpunuentsr koppensmmu mexxkay RS, WS, DS3
1 MSSI. KoaddunmeHTs Koppesiuu 2 MeKIy pa3HbIMU
crUCTeMaMU OLIEHKU ObLTM XopoimmMu (cM. Tabi. 3) maxke
TP OTHOCUTENIBHO HEOOJBIIIOM 00beMe BBIOOPKU. DTOT
PE3yJIBTaT COTJIACYETCS C TeM (PaKTOM, YTO HOBbIE OLIEHKH

Taomuua 4. Hexoonoe nopajicenue opearnoe u cucmem opeanos y nauuenmos (euzum 1)

OnuH opraH

JIBa oprana* 7

Heckonbko opraHoB 10
OTcyTCcTBYE TIOPasKEHUSI OPTAHOB 5

HcxonHo Ha (hepMEHTHOI 3aMECTUTEILHON Tepanuu 24

10 10 10

*B 3 cayuasx evia61eHo nopajicernue HepeHoil cucmemyl U noyek, 8 4 — nopasicerue cepoya u noyex.
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a % %
1004 fomen HEPBHOWN CUCTEMbI MoueyHbli fomeH CeppieyHblii LOMeH Pesynbtatr | 100
90 L 90
80 - 80
704 L 70
604 HectabunbHbin | 60
50 50
50 - 50
45 45
404 - 40
30 - 30
20 - 20
10 10 10 10
5 5
0 0 0 0 0 0 0
Busut 1|Busut Z‘BVBI/IT 1|B|/|3|/|T 2|Busnt 1 |BI/I3I/IT 2|Bnzut 1|B|/|3|/|T 2Bu3nT 1 |BI/I3I/IT 2(BnzuT 1 |3|/|3|/|T 2 |Bu3ut 1Bn3ut 2
Bonb CobbiTus ACR/PCR GFR K KI/Apntmus NYHA WeHne |lWeHve
N3meHeHne
6anna
6 %
1004 . . .
[lomeH HepBHOW cnCTeMbI [MoyeuHbln fomeH CeppeyHblii JoMeH Pesynbrat
90
80
70-
59,6
60
50
40+ 35,4 35,4 35,2
30
23,8
20
104
3,5 3,5
01 Buswut 1 Buzut 2 Bu3nt 1 I Busnt 2 Buswnt 1 I Buswut 2 Busnt 1 Busnt 2

Puc. 1. IIpouenm msaxcecmu omoenvHoix domeHo6 u odwuii 6arn msayicecmu 60ae3Hu (a); 00WULL NPOYEHM NOPadceHus: 045 0MOeabHbIX 00OMEeH08 U 00Ul
bann maxcecmu npu euzumax 1 u 2, paccuumanHole ¢ npumerenuem areopumma (6)

ObUT pa3paboTaHbl HA OCHOBAHWM paHee OMyOJIMKOBAaHHBIX — 3a00sieBaHMsI OBbLT paccuvTaH YAETbHbIN KO3Gh(UIIMEHT
mkan [14, 15]. Bmecte ¢ Tem HOBast MofiesTh ObIcTpee U Ipo-  koppensiimu Mexay RS, WS, DS3 u MSSI (cwm. Ta6mn. 3).

1le B WCIOJIb30BaHUM. JIJIs TeCTUpOBaHUS COBMAIEHUS Kimnnyeckasa crabmibHOCTb. [pyrnma skcrepToB no-
C JIpYyTUMU OITyOJIMKOBAHHBIMM TIOKA3aTESIMUA TSDKECTM — CTUIIA KOHceHcyca 1o mokazarenio FASTEX, utoObr
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%

1004

90

80

704

60+

50+

40-

304

20+

10+

[lomeH HepBHOW CCTEMbI

0 0 0

MoyeuHbIn gomeH

10

0 0 0

0 0

CeppeyHblii LOMeH

45

40 40

0

%
1007

90

801

704

60

504

40

30

20+

10+

Busut 1|B|/|3|/|T 2|Bnznt 1|B|/|3|/|T 2

Bbonb CobbITns

[lomeH HepBHOW cnUCTEMbI

35
0

Busnt 1|B|/|3|/|T 2|Busut 1|BV|3|/|T 2

ACR/PCR GFR

[MoyeuHbIn goMmeH

7,1

Busnt 1 |BI/I3I/IT 2

K

34,8

0

Buswnt 1 Buswut 2

Busnt 1 Busut 2

Busnt 1

CeppaeyHbl gomeH

Busut 1'3|/|3|/|T 2 |Bu3ut 1Br3ut 2

SKI'/Aputmunsa NYHA

Buswut 2 Busnt 1

%

Pesynbratr |- 100
- 90
- 80
- 70
CrabunbHbin | 60
- 50
- 40
- 30
Yxya- | Ynyu-
WeHue |leHne
N3meHeHne
6anna
Pesynbrat
41,5

Busnt 2

Puc. 2. IIpoyenm msxcecmu omoeavhvix 0oMeH08 u 00wl 6ain msxcecmu 604e3nu (a); 00Ul RPOUeHm nopadcerust 045 OMOeaAbHbIX 0OMEHO8 U 00Ul
6ann maxcecmu npu eusumax 1 u 2, paccuumannule ¢ npumeneruem areopumma (6)

OIpEeNeNINTh, KOTIa MOKHO CIMTATh COCTOSTHUE TTAlIeHTA
CTaOMJIBHBIM WJIM HECTAaOWIbHBIM. 1o maHHOMY MeTOomy
U C TIpUMEHEHNEM aJITOpUTMAa JII000e YXYIIIeHUE C CyM-
MapHO#l oueHkoi >20 % ImO03BOJISIET MPEANOJOXUTD,

YTO COCTOSIHWE MAlMECHTAa KJIWHUYECKU HECTaOWIBHO,
HE3aBUCUMO OT CyMMBI OAJIJI0B yiydllieHus. BaxHo moa-
YEPKHYTh, YTO MHTEPIIPETAIMS JTAHHBIX CTAHOBUTCS TIPO-
OJieMaTU4YHOW, KOTAa y OJHOTO W TOTO X€ NalueHTa
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Jlexyuu u 0630po!
a % %
1004 [lomeH HepBHOW CUCTEMBI MoyeuHbit fgomeH CeppeuHblit gomeH Pesynbtat |- 100
90 L 90
80 L 80
704 - 70
60 HecTtabunbHbin |- 60
50 - 50
40
40- - 40
30 - 30
20
20 - 20
10
104 - 10
0 0 0 0
Buswut 1(Busnt 2|Buaut 1|Bnsut 2[Busnut 1|B|/|3|/|T 2|Bnzut 1|BI/I3VIT 2[Bu3ut 1Bur3ut 2(Busnt 1Bn3uT 2 (Busut 1Busnt 2
Cobbitus ACR/PCR GFR JKI/Apntmns WeHne |leHne

%
1004

90+

80+

70+

60+

50+

40

30+

20+

10+

O_

Puc. 3. Oyenxa maxcecmu cocmosinus no omoensHoim domeHam (6 %) u o6uuii barn maxcecmu 6onesHu (a); OUEHKA MANCECMU COCMOSIHUS RO OMOEAbHbIM

N3meHeHne

6anna

JlomeH HepBHOW cuCTEMBI MoueyHbIn gomeH CeppeyHblin gomeH Pesynbrat
38,2
35,9
27,8
23,8
15,8
7.9 7.1
0

Bu3nt 1 Busnt 2 Busnt 1 ' Buswut 2 Busnt 1 ' Buswut 2 Buswnt 1 Buswut 2

domenam (6 %) u 0bwuil 6ain maxcecmu 6one3Hu 60 epems uzumos 1 u 2, paccuumarntvie no npeoroxcenHomy areopummy (6)

WMEIOTCS] MPU3HAKU YIIYYIIEHUS TI0O OMHUM TapaMeTpam
U yXy[aueHust mo ApyruM. [TocKombKy KonmdecTBeHHast
OlleHKa OajiaHca MeXIy yAy4lIeHWeM U YXYIIIEHWEeM
OYeHb CJIOKHA C TOYKM 3pEHUS] CTATUCTUKHU, TPYIIa

9KCIIEPTOB TMPOBEPWIA KIMHUYECKUE DPA3TUUUS MEXIY

BU3UTaMHU Y COTIACHIIACH, YTO N3MEHEHNE KITMHUYECKOTO
cratyca nokasarens 1t FASTEX >20 % siBnsiercst HecTa-

OWJIbHBIM KJIMHWYECKUM COCTOSAHHMEM, B TO BpEMIA
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Kak 6amn <20 % cOOTBETCTBYEeT CTAOMJILHOMY KIMHUYE-
CKOMY COCTOSTHUIO.

MokasamenbHble NPUMEPbI KNUHUYECKU CMabunbHbIX

U HecmabunbHbIX COCMOAHUIl NAaUUEHMOB

IIpumep 1. CocrossHWe mManMeHTa HECTAOWIIBHO.
Bo Bpemst Bu3uTa 2 oTMeueHa (puOpMLISLINS Ipencepauit,
TOT/IA KaK B UCXOAHOM COCTOSTHUU HE OBbLIO HAPYIIEHUI
ceplevHoit aesitenbHoCcTU (Tab. 5).

WS = Weighed Score/(RS) = (Raw Score);

*  MU3MEHEHUE IIKAJIBI TSKECTU CePIeYHOr0 JOMEHA:

OKT /apurmus 0—45 %;

+  FASTEX45 % (>20 %).

Ipumep 2. CocTosiHME TALIEHTa CTAOMITBHO, HECMOT-
psS Ha HEKOTOpOe KJIMHWYECKOoe yxymuieHue. [lammeHT
CCBLIAETCsI Ha TIOSIBJIEHE 00JI B KOHEYHOCTSIX, TIPU BU-
3uTe 2 HAOMIOmaeTCss yMepeHHasl TovYeyHasi TUrepOuib-
Tpauus 1o CPaBHEHUIO C UCXOIHBIM YPOBHEM, TIPU 3TOM
FASTEX <20 % (tabm. 6).

WS (RS) = Weighed Score (Raw Score);

* U3MEHEHHWE B JOMEHE HEPBHOU CHUCTEMBI: OOJIb

0-5 %;

*  u3MeHeHue B moyeyHoM noMeHe: eGFR 0—10 %;

+  FASTEX 15 % (<20 %).

IIpumep 3. CocrosiHMe TIallMeHTa HECTaOUIIbHO, He-
CMOTpSI Ha HEKOTOpoe KInHW4YecKoe yiyuamienue. [Tocie
BusuTa 1 manumeHT Havan nojaydate ®3T. Ha Busute

2 Habmionaercs jJerkast 60b, HO TIpU OlieHKe DYHKIIUU
MMoYeK BbISIBJIeHA TUniepduisTpaus u mo ganHbiM KT
OTMEeUeH YKOpOUeHHbI nHTepBan PR (Tabm. 7).
+ WS (RS) = Weighed Score (Raw Score);
* UW3MEHEHWE B JOMEHE HEPBHOU CHUCTEMBI: 0OJIb
205 % (—15 %);
*  usMeHeHue B nmoyeyHoM nomeHe: eGFR 0—10 %
(+10 %);
*  HM3MeHeHMe B cepaeaHoM nomeHe: DKI /apurmus
0-25 % (+25 %);
«  FASTEX +35 % (>20 %).

00cy#nexue

Ceromns B EBporte BamuapoBaHbI 2 CUCTEMBI KOJIH-
YeCTBEHHOW oOlleHKU OpemeHu Gosnesnu dadpu: MSSI
u DS3 [14, 15]. O6e cuctemsbl TpeOYIOT OLIEHKU HECKOJTb-
KHX IOMEHOB C OOJIBIIIMM KOJIMIECTBOM ITYHKTOB (5 mome-
HOB M 12 myHkToB misg DS3; 4 momeHna um 24 myHKTa
11t MSSI), 9To MpUBOINT K TPYIOEMKHM M ITOTEHITAAIb-
HO CJIOKHBIM BBIYMCJICHUSIM Y TIPUMEHEHUSIM TTOKa3aTe-
seil. Kpome Toro, HEKOTOpble MYHKTHI 3TUX MOKa3aTesIei
OCHOBAaHBI TJTABHBIM 00pa30M Ha CaMOOIICHKE CUMITTOMOB
nauveHTaMu. bojiee TOro, 3TM CUCTEMBI TTO3BOJISIIOT T10-
JIYIUTH TOJBKO MOMCHTAJIbHBIE CTAaTUYECKWE TaHHBIC
KJIMHUYECKOTO COCTOSTHUSI TTalleHTa BO BpeMsl BU3HTA,
0e3 OUEHKM KIMHUYECKNX W3MEHEHUN COCTOSHUS
10 CPAaBHEHMIO C MIPEIbIIYITNMH BU3UTAMH.

Tabmina 5. Keunuueckue napamempor Ha ochosanuu 3nauenuii WS u RS (npumep 1)

Bomb Co0biTHS ACR/PCR
1 5(1) 0 (0) 0(0)
2 5(1) 0 (0) 0(0)

eGFR TJIK C*’Hhﬁ;l’“'
50 (2) 10 (1) 0(0) 40 (1)
50 (2) 10 (1) 45 (2) 40 (1)

Ilpumenanue. 30ecv u 6 maba. 6, 7 3navenus npedcmasnenvt 6 sude WS (RS).

Tabmna 6. Keunuueckue napamempor Ha ochoganuu 3uavenuit WS u RS (npumep 2)

Boib CoObITHS ACR/PCR
1 0 (0) 0 (0) 0(0)
2 5(1) 0 (0) 0(0)

eGFR LK :”’KFM/;,}’“T'
0(0) 0(0) 45Q2) 40 (1)
10 (1) 0(0) 45(2) 40 (1)

Tadmuua 7. Kaunuueckue napamempot Ha ocHosanuu 3naveruit WS u RS (npumep 3)

Bomb CoObiTHst ACR/PCR
1 20 (2) 10 (1) 0(0)
2 5(1) 10 (1) 0 (0)

eGFR LK OKI/apur-
0(0) 10 (1) 0(0) 40 (1)
10 (1) 10 (1) 25(1) 40 (1)
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HepBHo-Mblweunbie 5O JIE3HH

Crabwmm3zanus TedeHre 00J1e3HU — BasKHAsI TepareB-
THYECKas IeJTb B TAKTUKE BEACHUS ITAIIIEHTOB C OOJIE3HBIO
®abpu. [Ipm 3TOM ceromgHs HE CYIIECTBYET ITPOCTHIX
W HaIeXKHBIX MTHCTPYMEHTOB JIJIST OTIpeIeJIeHUS U U3Mepe-
HUSI CTaOMIIBHOCTH COCTOSTHUS 0€3 IMPOBeIeHUSI OMOIICHHT
IIJIST KOJTMYECTBEHHOM olleHKM HakoruieHus GL-3 B sHIO-
TeJIUH KaIWIISIPOB, ITOYKaX (ITOHOIMTAX), SIMUTEINHN Ka-
HaJIBIIEB, TVIOMEPYJISIPHBIX, 3HIOTEINAIbLHBIX, ME3aHTH-
albHBIX W WHTCPCTUIHMAIBHBIX KJETKaX, Cepialle
(KapomomMuoLMTax 1 (hndpodIacTax) v meprudepruIecKoit,
BETeTaTMBHOM M LIEHTPaJIbHOM HEepBHOI cucteme [2].

Bonesns ®abpu — mporpeccupymoliee 3abojaeBaHue,
¥ TIepruoandecKasi OlleHKa KJIMHUYECKOTO cTaTyca Ia-
IIMeHTa SIBJISIETCS 00s13aTeIbHOM. BceMUpHBIM KOHCEH-
CyC OTHOCHMTEJIBHO TOYHBIX cpoKoB Hadama P3T u ee
MpeKpalleHNs Ha TTO3MHUX CTaTUsIX OOJIE3HU 10 CHUX ITOP
He yCTaHOBJIEH. B HemaBHUX COOOIIEHMSIX PEKOMEHIO0-
BaHo HaunHaTh P33T mpu MoCcTaHOBKE MTMArHO3a y MyX-
YMH W XCHIIWH C CUMIITOMaMu 3a0o0JieBaHUsI, TOTIa
KakK ISt 6eCCUMITOMHBIX XEHIIWH, COTJIACHO CYIIECT-
BYIOIIIEeMY Ha CeTOIHSI MHCHHIO, TOCTaTOYHO HaAOJII0Ie -
Hus U cienyeT HaunHaTh O3 T pu MOSIBICHUH TIEPBHIX
MPU3HAKOB UJIM CUMNTOMOB 3a0oneBanus [19]. IMepu-
oguyeckasl olleHKa ITO3BOJISIET BHEIIBUTH paHHEE IIPO-
rpeccrpoBaHue 00JIe3HN Y 06CCUMITTOMHBIX ITAIIUEHTOB,
He nonydatomux ®3T, a Takke maTh OLEHKY CTaAOMIIb-
HOCTH WJIM OIIPEICIUTh IPOTrPeCcCCUPOBAHNE, OCOOCHHO
Yy MaIMeHTOB Ha IMO3THUX CTagusIX 3a00JIeBaHUS C BO-
BredeHueM opraHoB. M3T, a Takke TOMOITHUTEIBHBIC
METO/BI JIeUeHUST HATIpaBJIeHBI Ha 00JIerYeHNe CUMIITO-
MOB, OPTaHOIIPOTEKIINIO U IIPEeIOTBPAICHIE IIPOTpeC-
CUpOBaHUS OOJIC3HMU.

Llenpro HamIero McciaemOBaHUS SIBIISLIACH Pa3paboTKa
mokasaTesiss CTaOMIBHOCTh/M3MEHEHUE COCTOSIHUS
IIJIsT MOHUTOPUWHTA TAallMeHTOB ¢ O6one3Hbio Mabpu. Bo-
TePBBIX, MBI CTEHEPUPOBAIN HOBYIO OILICHKY TSIKECTH 3a-
boneBanust RS, ocHOBaHHYIO TOJIBKO Ha 3 JOMeEHax
n 7 myaktax. [To cpaBHenuto ¢ DS3 u MSSI npemioxeH-
HBIIT METOJ TTOfIcUeTa OBICTpee, OoJiee MPaKTUIEH U T10-
3TOMY IIPOCT B IPUMEHEHNH B KIIMHUYECKOMU TTPAKTHKE.

s Toro 4ToOBl y4ecTh OTHOCUTEIBHYIO BaXKHOCTH
KaxJoro IyHKTa, BBemeHa BeanunHa WS. Kak RS, Tak
1 WS noctoBepHo KoppeaupyioT ¢ MSSI n DS3, moka3sbi-
Basl, 9YTO TAKYIO XK€ TOUYHOCTh MOXKHO ITOJIYIUTh, BKITIOUNB
B pacyeT OILIEHKM MEHBIIIee YMCIIO ITyHKTOB. [1pemtoxkeH-
HbI€ OLIEHKHU, BEPOSITHO, TaKXe OyayT 6osiee 00beKTUBHbBI-
MM, TIOCKOJIBKY psia myHKToB B MSSI 1 DS3, Hanpumep
WHTEHCUBHOCTH 00JIN, 3aBUCST OT CYOBEKTUBHOI OLICHKH
mareHTa. bojee Toro, He 00HAPYKEHO pa3TNINiA B KIIH-
HUYeCKo# KapTuHe Mexxmy HoBeIM MHAeKcoM (FASTEX)
u 2 BamaupoBaHHbIMA Monensimu (DS3 1 MSSI). OcHoB-
HOe HOBIIIECTBO IT0 cpaBHeHMIO ¢ DS3 1 MSSI — BBeneHmne
0011l OIIEHKH C YIETOM OAJIJIOB COCTOSIHMST OTICITBHBIX
opraHoB. I1ocKOJbKY ITOHSITHE CTAOMIBHOCTH 3aBHCHUT
OT M3MCHEHUSI KIMHHYECKOTO COCTOSHMS ITallIeHTOB
C TeYeHWEeM BPEMCHHU, MBI MPUMCHWIN U PaCCUUTAIU

Kkak RS, Tak 1 WS B nonynsiiimuy 28 maimeHToB ¢ 00JIE3HbIO
®abpu ¢ pa3TUIHON CTETICHBIO BOBJICUYCHUS OPTraHOB HC-
xoznHo (Bu3uT 1) u nocne 1 roga (Bu3ur 2). Pasnuua B WS
MEXIYy 3TUMU 2 KIMHWYSCKUMU OIIeHKaMU Jaja IIIKary
FASTEX. ITocne oLleHKM KITMHUYECKUX Pa3INnIril MEXIY
BU3UTAaMHU | 1 2 BceX MAIIMEHTOB, YIaCTBYIOIINX B UCCIIC-
IOBaHWU, pab0Yasi TPYIIIa pacCMOTPEIIA Pe3yIbTaThl M CO-
rmacwiack cuurtath 6ayur FASTEX >20 % mokasateiew,
CBUIETEJILCTBYIOIINM O KIIMHUYECKN 3HAYNMOM YXYIIIe-
HUM COCTOSTHUS TTalleHTa, B To BpeMs Kak 6au1 FASTEX
<20 % COOTBETCTBYET CTAOMJIBLHOCTU WIKM YJIYYIIEHHUIO
KIIMHUYIECKOTO COCTOSTHUSI. TaKM 00pa3oM, TToKasarelb
FASTEX 20 % cneayer cuMTaTh IMOPOIrOBBIM IIPEAC/IOM
CTaObMIbHOCTU. JleTalbHbIN aHaIu3 HAOII0AeHUS 3a Ka-
KIBIM U3 TTAIIMEHTOB MEXIy BU3UTaMU 1 1 2 TToaTBepKIa-
eT, yTo FASTEX y KOHKpeTHOTO O0JIBHOTO KOPPEIUPYET
¢ HaOJTIOACHWEM 3a BCEMU ITalleHTaMU, BKIIOYCHHBIMU
B HccliefoBaHue. [ pyruMu cIoBaMu, TTALIMEHTHI ¢ 0aJUIOM
FASTEX <20 % He nMeT KIMHUYECKUX Bapualuii
WJIN B KpalfHEM CJIydae UMEIOT HeOOJBIINE KITMHUTYECKIE
OTKJIOHEHMSI BO BpeMsI BU3HUTA 2 TI0 CPAaBHEHUIO C BU3UTOM
1. ¥ mammenTos ¢ 6amiom FASTEX >20 % npucyrcrByer
3HAYNTEIbHOE KIIMHNIECKOE YXYAIICHNE COCTOSHUS B TE-
YeHMe Teprona HaomoneHnst. HecMoTpst Ha TO, 9TO TTOSIB-
JIeHUE TOJIbKO 1 HOBOTO TIpM3HaKa MM CUMIITOMA Y CTa-
OMJIBHOIO ITallMEHTa caMO IO cebe¢ CBUIETEhCTBYET
0 KJIMHN4YecKoit Bapuaumnu, monesib FASTEX mo3Bosnsier
KOJMYECTBEHHO OIPEHE/ISATh BapUallii y OTHOTO M TO-
TO ke OOJIBHOTO Ha TIPOTSLKEHUU BpeMEHM. Y XEeHIIUH,
HE MOJTyYaBIINX JICUCHHE, JIFOOOM IMPpH3HAK WJIM CUMITTOM
3abosieBaHus ¢ nokasareiaeM FASTEX >20 % moxer oT-
paxXkaTh IIporpeccrupoBaHme 3a00JIeBaHNUS 1 000CHOBBIBA-
€T TepalleBTUIeCKOe BMEIIaTeIbCTBO, T. €. BpeMsI Hadajia
D3T. V Bcex naumeHTOB, yXe moiaydaBmnx 3T, ymeHb-
menue mokasareiss FASTEX moxeT mpuBecTH (IaTh
OCHOBaHHME) K TIEPEOLICHKE JICYCHMSI ¢ BO3MOXHOI KOp-
pexTupoBKoit 10361 O3T u/wmm MogudrKaIuy momaep-
XKWBAOLICH TEPATIUN.

Orpannuenue npeanoxeHHo# moaenu FASTEX kaca-
eTCS CeIN(UISCKOM TTOITY/ISIIIY AIIMeHTOB C 00JIC3HBIO
®abpy, BKIIOYCHHBIX B HCClieHoBaHMe. Bce MmammeHTH
PETYISIPHO HAOTIOOAINCH B MEIUITMHCKUX YIPEKICHUSIX
yjaeHoB 3KkcnepTtHoi rpymnmbl. FASTEX Heobxomumo mo-
TIOJTHUTEJIFHO BaJIMAUPOBATH B IOIYJISIIUSIX ITAIIMEHTOB
W3 APYTUX IIEHTPOB. JIaHHBIE 0 OOJIBIIE TTOMYJISIIIUNA MOTYT
IaTh ITOTOJHUTEIbHBIC YKa3aHUS OTHOCUTEIBHO TOTO,
KaK cJiefyeT MHTEPIIPETUPOBATh HAOII0HaeMbIE CO BpeMe-
HEeM M3MEHEeHUsI, 0COOCHHO B COYeTaHNU C HOBBIMU OMO-
MapKepaMH, a WMEHHO TJI000TpHao3WIC(PUHTO3MHOM
(lyso-GL-3), KoTopslif m3ydaeTcs IId IPUMEHEHUS B -
arHoCTHKe U HaomoneHuu npu 6one3nn Madpu. OObsic-
HEHME TOTO, KaK OB IMOCTPOCH aJITOPUTM IS pacdera
0O0IIIei TSKECTH COCTOSTHHS TTALIMEHTOB, TIPUBEICHO B 10-
MOJTHUTENbHBIX JAHHBIX. J1J1s1 TOrO, 4TOOKI N30€XKaTh HEO0-
XOIWMOCTH MCITOIB30BaTh CJIOXKHEBIC IIPOrPaMMBI [UIST pa-
OOTBI C DJIEKTPOHHBIMU TaOJMIIAMU, aBTOPHI TOTOBSIT
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OecIIaTHOE TIPUJIOXKEHUE ST 0OOeCIIeUeHMS O0JIee IITMpo-
koro ucnonb3oBanusg FASTEX. ITpennonaraercst, 9to nmpu-
JIOXKEHME OKaXXeTCS YIOOHBIM IS TTOJIh30BaTeIs: OIepa-
TOpYy IOCTaTOYHO BBecTH HHAeKC RS Ha ocHoBe
KIIMHUYECKHX ¥ JTJAOOPATOPHBIX 00CIICIOBAHMIA, 1 TIPUJIO-
XeHne aBToMatudecku paccuntaeT WS, a 3atem FASTEX
ITOCJIe BU3UTA 2.

BbiBoAbI

IIpemnoxeH HOBBIIT, OCHOBaHHBIM Ha KOHCEHCYCE,
0oJIee MPOCTOM TTOKA3aTeIb TSIKECTH COCTOSTHUS AN~
€HTOB, KOTOPBII MTO3BOJISIET OBICTPO U JIETKO OIICHUBATh

CTaOMIBHOCTD WJIM IIPOTpecCHupoBaHue 3a00JIeBaHUS.
FASTEX HyxxnaeTcs B mIpoBepKe Ha paKTUKe BpayaMK
W3 Pa3HBIX MEXIYHAPOOHBIX TPYMII IJISI TOTO, YTOOBI
MOATBEPANTH TOYHOCTh U LICHHOCTh HOBOTO MHCTPYMEH-
Ta, KOTOPHI HAIIpaBJICH Ha YIIyYIICHNE OIICHKN KIMHU-
YeCKOI'0 COCTOSTHUS 1 9DOEKTUBHOCTH JICUCHUS TTallH-
eHTOB ¢ 6071e3HbI0 Madbpu. [ToCKOIBKY MpeaIoKeHHbBII
aJITOPUTM JTOJKEH OBITh TECTUPOBAH Ha OOJBIICH KO-
ropTe, eTo IOJTHAS BaJIUIaIrs ITOTpedyeT bosiee 00IIMp-
HBIX PETPOCIIEKTUBHBIX M MPOCIIEKTUBHBIX UCCIEA0BA-
HUI B pa3HbIX MOMYJSLMSAX MALMEHTOB C O0JIE3HBIO
dadpu.

Jlonoanumeasnsie dannote
JlonoanumenvHole danHble docmynHbl 8 UHMepHeme no ccolake: hitp.//ndt.oxfordjour-nals.org.

bBaazodapnocme

Ily6aukayus nodeomoenena npu unarcoeoil noodepiicke komnanuu Sanofi Genzyme, nokpoleuieli 3ampamot Ha 00CyicoeHue,
Hanucanue u nodawy cmamou. Komnanus Sanofi Genzyme e npunumana npsamoeo yuacmus 6 coope, anaiuse u UHmepnpe-
mayuu OaHHbIX, HANUCAHUU CIAMbU, NPUHAMUU PeUleHUs 0 nooaue 05 NYOAUKAyUU U 8bl0ope JcypHaia. Aemopst 3asensiom
0 CO0AH0eHUU 8CeX nPoyedyp SMUUECKUX CIMAHOAPMO8 COOMEEMCMEYIUUX KOMUMEMO08 N0 NPOGEOeHUI) UCCAeO08AHUL
¢ yuwacmuem aooeil (UHCMUMYYUOHHBIX U HAUUOHAABHBIX) U XeabcuHckoil dexaapauuu 1975 e. ¢ nonpasxamu om 2000 e. Bce
nayuermol, y4acmeosasuiue 6 Ucciedo8anull, 04ty UHGOPMUPOBaHHoe coeracue.

Kondghauxm unmepecos

R. Mignani 3aseasem, umo noayuan eoHopapsl om komnanuu Sanofi Genzyme 6 xode npogedeHus uccaedo8anus, epanmeol
u nepconanvhvle 2oHopapsl om komnanuu SHIRE, epanmsl u nepconansHoie 2oHopapst om komnanuu Sanofi Genzyme éHe
npedcmaeneHHol padomoi.

F. Pieruzzi 3aseasem, umo noay4an eoHopapsl om komnanuu Sanofi Genzyme 6 xode npogedeHus Uccaedo8anusi, epanmeol
u nepconanvhvle 2oHopapsl om komnanuu SHIRE, epanmsl u nepconansHoie 2onopapst om komnanuu Sanofi Genzyme éHe
npedcmaeneHHol padbomoi.

F. Berri 3as615em 06 omcymcmeuu KOHGAUKMAa UHmepecos.

A. Burlina 3aaeisem, umo noay4an 20HOpapsl 3a 8biCMYNAEHUSA U epanmbl Ha noe3dku om komnanuu Genzyme, epaHmol
Kak uneH saxcnepmuoeo cosema European Fabry Registry om komnanuu GenZyme.

B. Chinea 3as6as1em 06 omcymcmeuu KOHGAUKMA UHMEPecos.

M. Gallieni 3as615em, umo noay4an 20HOpPapsvl 3a 8blICMYNAEHUS U 2PAHMbl Ha noe30Ku om Komnanuu Genzyme, nepcoHanbHble
20Hopapsl om Komnanuu Sanofi Genzyme 6 x00e nposedeHus uccaedo8aHusl.

M. Pieroni 3as6asem, umo noay4an eoHopapsi om komnanuu Sanofi Genzyme 6 xode npogedeHus Ucciedo8anusi, epanmeol
U nepcoHanvHule 20Hopapsl om komnanuu Sanofi Genzyme gHe npedcmasneHHoil pabomoi.

A. Salviati 3as6as1em, ymo noay4an 20HOpapwl 3a 8bICMYNACHUS U 2PAHMbL HA Noe30Ku om Komnaruil Sanofi Genzyme u Shire.
M. Spada 3an615em, umo noayuan 20HOpapsL 3a BbICMYNACHUS U 2DAHMbL HA noe30Ku om komnanuu Genzyme, nepcoHanbHole
2oHopapsl om Komnanuu Sanofi Genzyme 6 xo0e npogedeHus uccae008aHus U NePCOHANbHbLE 20HOPAPbL OM KoMRanuu Sanofi
Genzyme eHe npedcmaeaeHHol padomoi.
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