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KnuHuko-akoHoMHYeckoe 000CHOBaHHE CKPUHUHTA
Ha 6one3Hb Pabpu y aeter rpynn pucka

M.B. XXypagnesa, T.B. Xumuy, H0.B. larapuHa, B.A. Kotposckui

Llenb. OueHWTb cTeneHb CHUXKEHUSA COLMaNbHO-
3KOHOMHueckoro 6pemenn 6onestn abpu (BD)
nyTem ob6s3aTeNbHOro CKPUHUHIa AeTel v Nnoapo-
CTKOB ¢ 3abonieBaHUsAMH, “Mackupytowmmu” BO,
W NocnegytoLLen Tepanuu.

Martepuan u metogbl. OueHuBanu 3atparbl Ha
nabopatopHbit ckpuHuHr BA y peteii 1 nogpo-
CTKOB C OCHOBHbIMH [MarHO3amu, “MacKupyoLu-
mn” BO (peBmMaTonaHbI apTpUT /peBmMartuyeckas
NIMXopajKa, Backynur). [1ns oueHKH aKoHOMHYe-
CKHX NOTepb, CBA3aHHbIX C HEBEPHOM AUddepeH-
LManbHoOM amMarHoctukon bd, 6bin BbinonHeH
pacueT NpAMbIX 3aTpaT Ha feveHue 3abonesaHui,
“mackupytolmnx” BD, a TakxKe 3aTpaT Ha BefeHHe
nauueHTos ¢ B 6e3 yueta 3aTpar Ha hepMeHTO-
3amecTuTenbHyio Tepanuio (O3T). Yuutbisanu
3aTpartbl roCyfapcTBa Ha Bbiniatbl NEHCUI NO
WHBAJIMAHOCTH U HejononyyeHHbli BB, Bo3HK-
KalOLLMi B CBA3M C NPEXXAEBPEMEHHOU CMepTbio
nauueHToB ¢ B® B counanbHO-aKTUBHOM BO3pac-
Te.

Pesynbrarbl. 3atpatbl Ha cKpuHUHT BD mMeTo-
[lOM onpefenieHus KoHueHTpauuu Lyso-Gb3 B
CYXHX MATHAX KPOBW BCEX AETEMN C “MacCKUpYyoLLu-
mu” guarHosamu B Bo3pacte ao 18 net (22937
YesIOBEK B rofl), a TaKXKe NoC/NenyIOLLMH reHeThye-
CKWM aHaNu3 L5 NOATBEPXKAEHWUS AUArHO3a y
NaLUeHTOB C NOJIOXKUTE/IbHBIM OTBETOM COCTaB-
naoT 24 mnH py6. B roa. TecTUpoBaH1e NO3BONUT
BbISIBUTb GO bLLYIO YacTb nauyueHTos ¢ bd (835 u3
1205 npepgnonaraembix NauMEHTOB eXXEro4HO) U
CBOEBpPEMeHHO Ha3HauuTb UM D 3T, uto MoxkeT
NPUBECTH K YMEHbLLUEHWIO 3aTpaT Ha BefeHWe
nauueHTos ¢ B u Tepanuio “mackupyromx”
3abonesanuit Ha 190 maH py6. B roa. JleueHue
nauueHToB ¢ BO ¢ npumeHennem 3T nosneuet
yMeHblUEeHWe UHBAIMAN3ALMUH U YBEJIUUEHHUE NPO-
LLO/IKUTE/IbHOCTU 3KOHOMHYECKH aKTUBHOM
>KM3HMW naureHToB Ha 5,7 net, uto obycnosut
COKpalleHWe 3aTpar rocynapcTea Ha BbinaaTbl
coLanbHbIX Nocobuit Ha 29 mnH pyb. B rog, a
Tak>Ke No3BosIMT U3bexxatb notepb BB, cesazan-
HbIX C NPEXAEBPEMEHHOW CMEPTHIO NALUEHTOB C
B® B pasmepe 74 mnH pyb. B roa. CymmapHas
3KOHOMMS PacxofOB roCyfapcTBa, 3a UCK/loYe-
HueM 3aTpat Ha D3T, Bo3HUKaloLWas B pe3y/ibTa-

Te CKpuHUHra geter go 18 net ¢ nocnepyowmm
Ha3HauYeHWEeM BCEM BbISIBIEHHbIM NalMeHTaM npe-
napatos ®3T, coctaenser 292 msH py6.

3aknioueHue. Pesynbratbl MccnenoBaHus
060CHOBbIBAIOT CKPUHWHT Ha BD cpeau petei 1
NoAPOCTKOB € 3aB0NeBaHUAMM, “MaCKUPYIOLLW-
mu” BO.

KnioueBble cnoBa. bose3ne Qabpu, “macku-
pyrowue” 3a0601eBaHus, CKpuHUH2, onpedese-
Hue koHyenmpayuu Lyso-Gb, azasncudasa
6ema, azascudaza anveha.

onesHb Pabpu (bD) oTtHOCUTCS K pea-

kuM (opdaHHbIM) 3a00J€BAHUSIM U3

TPYIIIBI JIM30COMHBIX 00JI€3HEN HAKOT-
nenust [1]. PacripoctpaneHHocts B® B pazinu-
HBIX CTpaHaX MHpa BapbUpPYyeTCsS B LIMPOKUX
npegenax ot 1 Ha 117000 1o 1 Ha 476000 Hace-
JIEHUSI.

B® — »T10 HacmencTBeHHOE 3aboseBaHUE,
MPUYUHON KOTOPOM SIBJISIIOTCS MyTallMM FeHa
GLA, pacniofioxeHHoro Ha X-xpomocome. b®
XapaKTepu3yeTcsl CHUXKEHMEM WM TOJHBIM
OTCYTCTBUEM aKTMBHOCTU JTM30COMHOTO (hep-
MEHTa a.-TaJlakTO3WAa3bl A, HapylleHueM obMe-
Ha rMKodochoaUnIIoB, B TIEPBYIO OYepeb
rnoborpuaosmianepamuaa (Gb3), n ux Hakom-
JIEHMEM B pa3IMYHBIX OpraHax M TKaHsx [1].
Gb3 HakaruiMBaeTcsl B 9HIOTEIUABHBIX, TIEpH-
BaCKYJSIDHBIX M TJIAZKOMBILIEYHBIX KJIETKaX
KPOBEHOCHBIX COCYIOB, TAHIJIMOLMTAX BereTa-
TUBHOW HEPBHOW CHUCTEMbI, B POrOBUIIE, a
TaKKe B TUCTUOLIMTAPHBIX M PETUKYJSIPHBIX
KJIETKaX COeNMHUTEbHON TKAHU, SIUTENUAb-
HBIX KJIETKaX MOYEUHBIX KIYOOUKOB U KaHalb-
LIeB, KapaIMOMHUOLMTAX, YTO, BIOCIEICTBUM,
MPUBOJUT K XKMU3HEYTPOKAIOUIMM OCIOKHEHUSIM
[2,3].

Hns 3aboneBaHus XapaKTepeH IMMPOKMIA
KJIMHUYECKUIT MoauMopdusM, HabIogaeMblit
JlaXe Cpely WIEHOB OJHON CeMbU M BKIJIIOYAIO-
LM TaTOJIOTUIO LIEHTPAIbHON U Iepudepuye-
CKOIl HEpBHOIl CHCTeMbI, TMOYEK, CEepAeyHO-
COCYIMCTON CHUCTEM, XEJYITOYHO-KUIIEUHOTO
TpakTa, opraHa 3peHusi. Boigensitor ase ¢popMbl
00JIe3HN — KJIaCCUYECKYl0 U aTUIMUYHYIO (O3~
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Hee Hayajo, U30JIMPOBAHHOE MOPaXeHUe TOJOBHOIO MO3ra,
cepnua wiu mouek) [1]. [Ipu xmaccuaeckoit opme 3abome-
BaHHUs TMepBble CUMITOMbI 0ojie3Hn Mabpu (HeliponaTuye-
cKasg 00Jb, aHTMOKEePATOMbl,  KeJyIOYHO-KUIIEYHbIE
HapyllleHNsI, CHUKEHNE WU OTCYTCTBUE MOTOOTAETICHMSI)
TOSIBIISIIOTCSL  OOBIYHO ellle JETCKOM WJIM TIOIPOCTKOBOM
Bo3pacte. [TepBbIM CUMNITOMOM OOBIYHO SIBJISIETCSI HEMPO-
natuyeckasi 00Jb (aKporapecTe3uu), KOTopasi BCTpeyaeTcst
y 76% myxuuH u 64% xeHiiuH ¢ B®, a y MaIbunKoB
MOSIBJISIETCST paHbliie, yeM y neBouek [4]. [Tpu BD moryr
HabMoaThCsl IPAKTUYECKU TTOCTOSTHHBIE 00U U TapecTe-
31K B KUCTSIX U CTOMAX, MO3TOMY HeiporaTnyeckyio 00b
MHOTIA HEBEPHO TPAKTYIOT KaK 00Jib B CyCcTaBax, YTO MOXKET
OBITh IPUYMHON TTOCTAHOBKM OLIMOOYHBIX TUArHO30B, B
TOM YMCJIe peBMaTOMIHOIO apTpuTa [5].

B Hacrosiiiee Bpemst npu b® npumensiercs: hepMeHTHast
3amectutenbHast Tepanust (P3T), crocoOCTBYIOAsS BOCCTa-
HOBJICHUIO (hU3MOJIOTUYECKOTO YPOBHS (hepMeHTa, YMEHb-
IIeHWI0 HakoruieHuss cyoctpata (Gb3) B TKaHsIX U
HOpManu3auu (QyHKIMM BHYTpeHHMX opraHoB. B Poccun
3aperucTpupoBaHbl 1Ba Mpemnapara mis jedeHuss bd:
arajicunasa aabda M araicumasza 0era, KOTOpPble BBOIST
BHYTPMBEHHO OJIMH pa3 B ABe Heaeau [6,7]. JlaHHble cuc -
TeMaTu3rpoBaHHOro o63opa Cochrane cBUAETEILCTBYIOT O
ToM, uto DP3T 1Mo cpaBHEHMIO C MJIaLed0 BbI3bIBAET CTATH-
CTUYECKM 3HAUMMOE YMEHbILEHUE SHIOTEIUATbHBIX JeTI0-
3uToB Gb3 [8], uTo yKa3biBaeT Ha BO3MOXHOCTb CHUKEHUS
puCcKa Pa3BUTHSI KM3HEYTPOXKAIOIMX OcIoXHeHUil Bd,
0COOEHHO €CJIM JIeUeHUE HAYaTo Ha 0ojiee paHHEM Tare
0osne3nu. HegaBHo omybGaukoBaHbl pe3ynbTaThl 10-1eTHEro
aHanmm3za ucxoaoB b® y 560 myxuuH, moiay4yabimmx O3T
[8]. Teparmmst, Havyatast B Bo3pacTe n0 18 ner, 3amemisna
MPOrpeccupoBaHKe MOpaxXeHus MovYeK U/min cepaua (ore-
HUBAJIM CPETHETONOBbIE TEMIbI U3MEHEHUsI PACUETHON CKO-
pocTH K1yO0YKOBO# (MIbTpAllMK, MPOTEUHYPUU M MHAEKCA
MAacchl JIEBOTO XeTyI04Ka) M0 CpaBHEHMIO C MallMeHTaMu,
Hauvapiiumu P3T B Gosee MO3aHEM BO3pacTe.

CorjacHO JaHHBIM MEIUKO-CTaTUCTUYECKOTO OTYyeTa
Poccuiickoit MHOTOLIEHTPOBOI HaOJII0AATEIbHOM Mporpam-
Mbl C PETPOCIIEKTUBHO-TPOCIIEKTUBHBIM aHATM30M JAHHBIX
(“Peructp B®”), B Hactosee Bpemss ®3T B Poccuiickoit
Oepepannu (PO) npoomutest y 69 6ombHbIX ¢ BD [10]. ¥
3HAYMTEJIbHOM YacTh OOJIbHBIX AMATHO3 ObLT YCTAHOBJIEH Ha
TMO3IHUX CTaIMsIX OT Havasia 3a0oJieBaHUST U3-3a KIMHUYE-
ckoro nonumopdusma b® 1 HU3KOI O0CBEIOMICHHOCTU
MEIUIIMHCKUX paOOTHUKOB O JaHHOM 3abojeBaHuu [3,11],
a HavyaJio Teparyuy B HEKOTOPBIX PETMOHAX OTKJIA/IbIBAIOCH
elle Ha HECKOJIbKO JIeT.

JlekapcTBeHHOe obecrnieyeHue naireHToB bd, BKiIoyeH-
Hoit B [lepeyeHb XMU3HEYTpOXAIOIINX U XPOHUUECKUX TIPO-
rpeccupytonmmx  peakux — (opdaHHBIX) — 3a00JeBaHUI,
MPUBOSIIIMX K COKPALIEHUIO MPOAOKUTENLHOCTH KU3HU
rpaxaaHWHa WK ero MHBaIuaHocT (nanee — [lepeyeHn),
OCYLLECTBJISIETCS 3a CUET CPEICTB OIOMKETOB CyObeKTOB PO
B COOTBETCTBUU €O CT. 44 u 83 ®3-323 “O6 oxpaHe 310-
poBbst TpaxkaaH PD” [26]. B 2018 u 2019 rT. mocne npu-
HATUST (PeaepasbHOTO 3aKOHA O PACIIMPEHUH TPOrPaMMbl
BbICOKO3aTPaTHBIX HO30J10TUI (hrHAHCUPOBaHUE JIeKapCT-
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BEHHOro oOecrieyeHus1 7 3a00JieBaHUNl U3 JAHHOTO
Iepeuns crano momHoMoureM Poccuiickoit deneparym.
IIponomxeHue npouecca Genepanusannu GUHAHCUPOBA-
HUS JIeKapCTBEHHOTo obecrieuyeHuss Hozosoruil [lepeuns,
B YaCTHOCTH TiepeHOC Ha (denepaabHbIil ypoBeHb bD, mo3-
BOJIUT  CYLIECTBEHHO MOBBICUTH HoctynmHocTh M3T mus
nanueHToB ¢ b® BHe 3aBUCHMOCTH OT BO3pacTa M peruoHa
TIPOXUBAHUSI.

JlaHHbIe MEXTYyHAPOIHBIX KIMHUYECKUX MCCIeTOBAHMIA
CBUJIETEJILCTBYIOT O TOM, UTO OT nebtota b no ycraHose-
HMSI IMarHo3a B CpeJHEM MPOXomuT okojo 12 et [12].
Hanubie Perucrpa B® cooTBETCTBYIOT MeXIyHAPOIHBIM
JAHHBIM — CPENHSIS [UTMTENLHOCTD 3a001€BaHUsI OT TMOsIBJIe-
HMSI TIEPBBIX CUMIITOMOB JI0 TIOCTAHOBKM JIMarHo3a (He3a-
BHUCUMO OT (popMbI 3ab0meBanus) coctapia 14,6x11,2 ner
[10]. TIpm sTOM y neteit, BKmoueHHBIX B Peructp B,
CpeIHMiIT BO3pAaCT Ha MOMEHT Hauajia 3a00j1eBaHMsI PaBHSLI-
¢ 8,3+3,2 ner, a AuarHo3 ObUT YCTAaHOBJEH B BO3pacTe B
cpemnem 11,0+4,6 net [10]. YuuTeiBasg MHOroo6pasue K-
HUYeCKUX mposiByieHnit b®, 1o KOHCYIbTalluy TeHeTUKa 1
MOATBEPKAEHUS IMArHO3a MalMeHThl MOTYT 00paIliaThesl K
BpayaM pasIUUyHbIX CHELHUATLHOCTEN, B TOM YMCIe Tepa-
MeBTaM, HEeBpoJoraM, JepMaTojioraM, pEeBMAaToJIoTaM.
Cpenu 82 MalLMEHTOB, OOCAEOOBAHHLIX B KIMHUKE HM.
E.M. Tapeena B 2015-2017 1r., 10 KpaifHeil Mepe OIUH
“peBMaTOIOTMYECKUit” IuarHo3 ObLT YCTaHOBJIEH y 22
(26,8%) manuentoB [5]. CornacHo HaGIIOACHUSIM OTeue-
CTBEHHBIX CMELMATNCTOB, Hauboiee yacTeiMu MackamMu b®
OBLTN BaCKYJIUTBI ¥ apTPUTHI, B YaCTHOCTU [gA-BacKyauT
(remopparmyeckuii BacKyauT, nypmypa Illenneiina-I'eHoxa)
M IOBEHWJIbHBI peBMAaTOMIHBIN apTpuT [1].

CornacHo ¢enepaabHBIM KIMHAIYECKIM PeKOMEHIALINSIM
10 AMarHOCTUKE U JieueHuto 6osie3nu Mabpu, s ceek-
TUBHOTO CKPMHMHTA MAIlMEHTOB PEKOMEHIYeTCs M3MepeHne
AKTUBHOCTU 0.-TaJJaKTO3MIa3bl A B CYXMX TSITHAX KPOBU
WM KOHIEHTpauuM r1odotpuaosuiachuHrosnta (Lyso-
Gb3) B nsATHAX BBICYIIEHHON KPOBU WJIM TJIa3Me KPOBU
METOIOM TaHIEMHOI Macc-criekTpomerpuu [1]. Ompe me e
Hue KoHueHTpauuu Lyso-Gb3 Takke MOXET MPUMEHSIThCS
JUIs1 KOHTpoJist addekTrBHOCTH nipoBoauMoit 3T [1,13]

OmmboyHast WM MO3aHAST IruarHoctika b® mpuBoauT K
TOMY, YTO TMALMEHTHI He ToMyyatoT 3(h(HEeKTUBHOTO Jleue-
HUS, YTO, B CBOIO OUepe/lb, SBJISIETCS MPUIHON paHHei
VHBAJIUIU3alUMU W TIPEeXIeBpeMeHHON cmepTu. Takoe
MOJIOXKEHUE JIeJT TPUBOIUT K HepallMOHATLHOMY PacxoaoBa-
HUIO CPENICTB CUCTEMbI 3PABOOXPAHEHMSI U TOCY1apCcTBa B
nesnom. Lenbio uccaenoBaHust ObUT aHAINU3 CTETIEHU BO3-
MOKHOTO CHMKEHHUSI COLIMaTbHO-9KOHOMMYECKOTo Opeme-
Hu b® nyreM 00s3aTeNbHOTO CKPUHMHIA JeTeil |
MOAPOCTKOB ¢ 3aboreBaHusIMM, “Mackupyrommmu” bd, u
MOCJEAYIOLICH TepaInu.

Ma‘repuanbl U MEeToAbl

Obwas xapakmepucmuka ucciedoséanus. bblna paspaboTaHa
MOJIeJb JUISI U3YYEHMsI COLMATbHO-9KOHOMUYECKOTO OpeMeHU
B®. [Insg oleHKM 5KOHOMMUYECKUX MOTePb, CBSI3aHHBIX C HEBEp-
HOl nuddepeHIManbHON quarHocTukoi bM, GblI BHIMOIHEH
pacueT 3aTpaT Ha JIeueHUe OCHOBHBIX 3a00JIeBaHUM, “MacKu-
pytoiux” B®, Takux Kak peBMaTOMIHBINA apTPUT/peBMaTUYC-

37



papersi_Layout 1 15.03.21 12:21 Page 38

e

OPUTMHAJIbHBIE CTATBU

cKast JIMXopajika, BacKyJIUT U ap. Takke ObUla MpoBeneHa OLEH-
Ka 3aTpar Ha JabopaTtopHblii ckpuHUHT B® y nereit u moapo-
CTKOB C BIIEPBbIE B XXW3HU YCTAHOBJIEHHBIM [MAarHO30M W3
BBILIEO3HAUYEHHOTO TMepevyHs “MacKupyroumx”’ 3adboneBaHuii. B
pamMKax MOJIEIU OLEHUBATU YUCIEHHOCTb MOMYJISLIUY MallueH-
T0B ¢ b®D.

[lepedyeHb 3aTpar B paMKax OLIEHKM OpemMeHM 3abosieBaHUs
OBLT OTPAaHUUYEH OCTYMHOCTBIO CBEACHUI, HEOOXOAMMBIX ISt
ux pacyera. Tak, MEIMLIMHCKUE 3aTPaThl BKJIIOYAJIM 3aTPaThl HA
TEpanuio TalUeHTOB € “MacKupylolUMU” 3a00J1eBaHUSIMU,
TOCMUTAIM3ALIMY 10 MIPUYMHE XPOHUYECKON OO0JIE3HU MOYeK
(XBIT) u Beasenue mnauueHToB ¢ b®P 6e3 yuyera 3arpar Ha
JIEKapCTBEHHYIO Teparnuio. [1psiMble HEMEIULIMHCKKE 3aTpaThl
OLIEHMBAJIM KaK 3aTpaThl Ha BBITUIATHI TIEHCUI MO WHBAJIMIHO-
CTH, HempsiMble 3aTpaThl — Kak yiiepo BBII, BozHukaromuit B
CBSI3W C MPEXIEBPEMEHHOM cMepThIo nauueHToB ¢ bd B sKo-
HOMUYECKOM aKTHBHOM BO3pacTe.

Ouyenka ucaeHHOCMU NONYAAUUU NAUUEHMOE8 ¢ 004e3HbI0
Dabpu. HecMOTpsl Ha 3HAUMTENIBHBIE PACXOXKIEHUST B OLIEHKE
pacnipoctpaHeHHOCTH B® 1Mo pazauyHbIM JTUTEPATypHBIM JaH-
HbIM, KOJMYECTBO IMAalMEHTOB, BKJIIOYEHHBIX B POCCUICKHUIA
Peructp B® (n=121), 3HaunTEIbHO HUXE CAMbIX KOHCEPBAaTUB-
HBIX OLIEHOK. B MccienoBaHuu peasbHOE KOJIMYECTBO MallMeH-
T0B ¢ Bb® B P® oueHuBasoch Ha OCHOBAHUM KOJUYECTBA
MalureHToB ¢ TepMuHanbHOM cranueit XBI1 B cuy Toro, uto B
psiZie He3aBUCUMBbIX MCCIEI0BaHMI, OCHOBAHHBIX Ha CKPUHUHTE
KOTOPT MAalMEHTOB JAUATU3HbBIX LIEHTPOB, ObUIM MOJIYYEHbI CXO/I-
Hble JaHHbIe 0 pacrpocTpaHeHHOCcTH b® cpeny nmanueHTOB,
HaXOMSIIMXCS Ha TeMOAMAIIU3E.

Tak, naHHbIe TIOCTEIHETO MPOBeAEHHOrO B PD cenekTMBHO-
ro ckpuHuHra Ha b® 6bun onybaukosanbl B 2020 r. Cpenu
4077 maumeHTOB (2454 xeHIUHBI, 1623 MYXYMHbBI), HAXOINUB-
LIMXCSl HA TeMOAMAaIn3e, ObLIN BhIIBIEHBI 7 O0JIbHBIX ¢ BD (6
MYX4uH, | keHinnHa). TakuM oOpa3oM, pacpoCTpaHEHHOCTh
b® B mnpexncraBieHHoi BbiOOpke coctaBwiaa 0,17% [13].
CornacHo TaHHBIM 0oJiee KPYITHOIO OTeYECTBEHHOIO MCCIea0-
BaHMSI, B pa3IMUHbIX pernoHax PD B nuain3HbIX OTAETEHUSIX
nuardHo3 b® 6b1 ycraHosieH y 20 (19 myxxuuH, 1 XeHIIMHA)
u3 5572 B3pocibix nanueHToB. COOTBETCTBEHHO, paclpocTpa-
HeHHocTh b® cpeay mauMeHTOB AUATU3HBIX OTAEJIEHUI cocTa-
Buna 0,36% (95% noseputenbhbiii uHTepBan 0,20, 0,52) [14].
JIist aHanu3a ObLJIO UCIOJb30BAHO CPEJHEB3BEIIEHHOE 3Have-
uue (0,28%) pacnpoctpaneHHoctH B®d cpeam mainmeHTOB,
Haxomsmmuxcst Ha reMmommanuse [13,14]. C ydetom oO6Iiero
KOJIMYECTBA TMAllMeHTOB, HAXOMASILMXCS Ha 3aMEeCTUTEbHOM
novyevyHoit Tepanuu B P® Ha xoHer 2018 r. (n=54953) [15],
OBIJIO PACCUMTAHO KOJMYECTBO TUAIM3HBIX MalMeHToB ¢ bD.
[To mannbiM Schiffmann u coaBr. [16], 10JisT MALMEHTOB C TEP-

TABJIULIA 1. Pacuet U ocHOBHble XapaKTepUCTUKHK Npepanona-
raeMoW nonynsuuu nayueHToB ¢ 6onesHoio Pabpu

Tlokazarenu 3HaveHue
KonuuectBo manuentoB B PD, moayyaonmx 54953 [15]
JIeYEHUE TeMOIMAIN30M

Hons maunenToB ¢ B® cpenn GONBHBIX, 0,28* [13,14]
TMOJIyYaIOLLKX JISYEHUE TeMOAUAIN30M, %

KomnuecrBo nanumentos ¢ b®, monyvarommx tedenue 154
reMOAMAIN30M

Josisl malueHToB ¢ TepMUHaNbHOU cTagueit XBIT 12,8** [16]
cpeau nanueHToB ¢ b, %

TIpenmonaraeMoe KOJIMYECTBO MalueHToB ¢ B® B PO 1205
MyX4MHBI/KEHLIMHBI, N 797/408
CpenHuii Bo3pacr, JieT 334
CpenHsisl Macca TeJsia MalyeHTa, Kr. 60,0

JloJisl MaliMeHTOB, Y KOTOPBIX MePBbIE CUMITTOMBI 69 [10]

IMMOABUJIMCH B JIECTCKOM M ITOAPOCTKOBOM BO3pacTe, %

HpI/IMe'-IaHI/ICI *cpenHeB3BemeHHoe 3HA4YCHUEC, **pacquHoe 3HA4YCHUE

38

muHanbHOM cranueit XBIT cpenn nanumentos ¢ B® cocrapisiet
12,8%. Takum obpa3om, obliiee KOJIMUECTBO MaiueHToB ¢ b® B
PO ouenuBaercs B 1205 manueHTOB. XapaKTepUCTUKKM paCyeT-
HOW KOTOPTbI MALMEHTOB MPUHSIIN UICHTUUYHBIMU TAKOBBIM B
Perucrpe (tabam. 1).

Ouenka cpedHeii nPoOOAICUMENbHOCU JHCUSHU U CMEPMHOCMU
nayuenmos ¢ b®. CpenHIO NMPOAOIKUTETbHOCTh XKU3HU MalM-
eHToB ¢ b® B P® paccunThiBaJii HA OCHOBAaHUU JAHHBIX O
TPOIOJKUTEIbHOCTY XXMU3HU Takux TanueHToB B CLIIA — 58,2
roga y My>X4uH U 75,4 JIeT y XEHIIUH MPU CPETHEN MPOIOIKU-
TEJBHOCTH KM3HU MYXCKOTO M >KEHCKOrO HaceJieHUs Ha
MOMeHT uccienoBanust 74,7 u 80,0 ser, coorBeTcTBeHHO [17]. B
pamKax MCCJIeIOBaHMS CACJAHO MPEANONIoXeHWe 00 aHAJIOrnY-
HOW TMPOIMOPLIMOHAIBHOM CBSI3U MEXAY CPEIHEN MPOAOJIKU-
TEJLHOCThIO XU3HU manueHToB ¢ b® B P® u cpenHeit
TMPOAOKUTETLHOCTH KU3HU MYXKCKOTO M KEHCKOTO HaCeJIEHMSI.
Ucxons u3 gaHHbBIX O TeKyllleil cpenHeil MpOAOIXKUTETbHOCTH
Ku3HU B PO [18], cpeaHsist MpOIOIKUTEIBHOCTD XXKU3HU MYX-
yuH 1 XeHuH ¢ b® na ®3T cocrasur 52,8 u 73,3 roma, coor-
BeTcTBeHHO. [loJlydeHHbIEe MaHHbBIE XOPOILIO COINACYIOTCS C
uMeloleiicst Bbioopkoit Pernctpa B®. OcHOBBIBasICh Ha JOJISIX
MYXXUMH Y KEHIIMH B POCCUICKON MOMYJISILIMM MallUeHTOB,
Obl1a paccuMTaHa CpeaHsisl MPOJOKUTENbHOCTD XU3HU Talu-
enta ¢ b®, xoropas cocrasuna 60,6 jer.

CMepTHOCTD cpeau naiureHToB ¢ b paccuuThiBain, UCXOIS
U3 MPEIoNIOKEHNUsT 0 HeM3MeHHOM 3aboseBaeMocT. OCHO -
BBIBasICb Ha JAHHBIX TOCYIapCTBeHHOW cratuctuku [19,20],
Obl1a onpejiesieHa CPeHsIsl YMCICHHOCTh HACEICHUSI 3a MOCIIe/I-
Hue 60 ser, cocraBuBuas 139,8 muH yenoBek. C y4eToM TeKy-
1LIEro KojuyecTBa naureHToB ¢ b® cpenHsist 3a601eBaeMOCTh
coctaBmia 0,014 gemoBeka Ha 100 000 Hacenenust unu 21 yeyo-
Bek B ron. Mcxonst U3 nmpakTuueckKd HEM3MEHHOM YMCIEHHOCTH
Hacesnenusi PO, cpeaHeit MpoaoKUTEIbHOCTH XXKU3HU MAllMeH-
ToB ¢ b®, a TakxXe HacJIeICTBEHHOro Xapakrepa 3abojieBaHus, B
MCCIIeOBAHUM CIETaHO TIPEANOIOXKEHUE O TOM, UYTO €XErolHO
KOJIMYECTBO YMepIIUX MalueHToB ¢ b paBHseTCS KOJIUYECTBY
BIIEPBBIC TMArHOCTUPOBAHHBIX MAIIMEHTOB M, COTJIACHO pacye-
TaM, MPUBEICHHBIM BbIIIE, COCTABIsIET 21 YeoBeK B TOJI.

Pacuem 3ampam na eedenue nayuenmos ¢ b® u mepanuio
“mackupyrowux” 3a6osesanuti. Vicxonst U3 pacueTHOM TOIYJIsI-
MK nauueHToB ¢ b®, nosst 6OJBHBIX C YCTAHOBACHHBIM AMAr-
HO30M cocTaBisieT meHee 11% (121 wu3 pacuetHbix 1205
nauureHToB). [Ipeanonaranu, yto ocranbHble 1084 mauueHra
MMEIOT “MacKupyloluii” nuarHo3. OCHOBHBIMU 3a00J1€BaHUsI -
Mu, “mackupyoium” B®, gBISI0OTCS BaCKYyJIUT, pEeBMAaTOMI-
HBIT apTpUT/peBMaTHUECKast JIMXOpajKa, 60J1e3Hb
Panmio-Ocnepa-Bebepa, cucremMHas KpacHasl BoJaHka [5].

B uccnenoBaHuu cpaBHUBAIM PEAIbHYIO MPAKTUKY JIUEHUSI
naiueHToB ¢ b® (121 mauuent ¢ b® Mmeer ycraHOBIEHHBII
JIMArHO3, OCTAJIbHBIM MalMEeHTaM MOCTaBJIeH “MacKUPYIOLIU”
JMArHO3, TIPU 3TOM He TPOBOAUTCS CUCTEMHBI CKPUHHUHT
JIeTell ¥ MOAPOCTKOB C “MaCKUPYIOIIMMM”~ 3a00JI€BAaHUSIMU) C
MOJEJIMPYEMOI TTPaKTUKOW (ITPOBOIUTCST 00sI3aTeIbHBIM CKPU-
HUHT JeTeit 10 18 jeT ¢ BrepBbie B XKM3HU YCTAHOBJIEHHBIM
JMIMAarHO30M U3 BBIILIEO3HAYEHHOIO MEePeYHsl “MacKUPYIOIINX”’
3a00JIeBaHMIT; CYUUTATIOCH, YTO B AAJbHEMIIIEM OHM OyayT TMOIYy-
yatb ®3T). CornacHo aaHHbIM Peructpa B®, nosst maiureHToB,
Y KOTOPBIX Ae00T 3a00IeBaHNST TIPUXOIUTCST HA TTOJAPOCTKOBBIN
Bo3pacT, cocraBuia 69% [10].

ExxeronHble 3aTpaThl Ha TE€paIuio “MacKMpPYyIOLIMX”~ 3a00Je-
BaHWII U BefeHUe NauueHToB ¢ bM ObUIM paccuMTaHbl Ha OCHO-
BaHUM  KJIMHUYECKMX  PEKOMEHIAIINi, YTBEPKAECHHBIX
MuHuctepcTBOM 3apaBooxpaHeHust Poccuiickoit denepanuu,
WU, B CIyyae OTCYTCTBUSI TAKOBBIX, HA OCHOBAHUMU CTaHAAPTOB,
KJIMHUYECKUX PEKOMEHIALM NI KOHCEHCYCOB, pa3paboTaH-
HBIX HAIMOHATbHBIMU MEAMIMHCKUMU accolmauusiMu (tabm. 2)
[1,27-31]. IIpu pacyete TOMOBBIX 3aTPaT HA JiIeUYEHUE IOBEHWIb-
HOTO PEeBMATOMIHOTO apTpUTa MPEATIoarajan, 9YTo B CHIIy BBICO-
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TABJIULIA 2. ExxerogHble 3aTpaThl Ha BefjeHHe NaLUEeHTOB C
B®D u Tepanuio “mackupyiowux’ 3abonesanuii

Ho3zonorus 3arparsl, pyo.
Bonesnn Pabpu 21365* [1]
IOBeHMIBHBII PEeBMAaTOUTHBIN apTPUT 217111 [27]
Backynut 23609 [28]
Bonesns Panmo-Ocnepa-Bebepa 58691 [29]
PeBmatuyeckast tuxopanka 127246 [30]
CucremMHast KpacHasi BOJTYaHKa 45188 [31]

Ipumeuanue: *6e3 yuera 3arpar Ha ®3T

KO# CTOMMOCTU T€HHO-MHXEHEPHBIX OMOJIOrMYecKuX Iperapa-
ToB (TMBIT) 1 oTcyTCcTBUSI KIMHUYECKOTO OTBETA Y MALlMeHTOB
¢ b® nHa nanuwiii Bun teparnuu, tepanus [MBI1 npumensitacy
He Oosiee IBYX KYPCOB JUIMTEILHOCTBIO TI0 TPU Mecsila KaxKIbli
B TeyeHue XU3HM mauueHTa. CpefiHue 3aTpaThl Ha JeYeHUe
“Mackupyiolero” 3aboyieBaHusI ObUIM PacCUUTaHbl, OCHOBBIBA-
sICh Ha JOJIsIX “Mackupylolux” 3adoneBanunii b® (tabdm. 3).
Pesynbrarthl pacyeToB 3aTpaT Ha Teparuio IpeACTaBIeHbl B
Tabm. 2.

Pacuem nonyasyuu demeti do 18 aem ¢ “mackupyrowumu’”
3abonesanusmu. OlLieHKa KOJIMUYECTBa fAeTeil 10 18 JieT ¢ BriepBble
B KM3HU YCTAHOBJICHHBIMU “MaCKUPYIOIIUMU”~ JIMarHO3aMH1
BAaCKYJIUT, PEBMATOUIHBIN apTpUT/peBMaTUUeCKasl TMXopaaKa,
6osie3nb Panmio-Ocnepa-Bebepa, cucreMHast KpacHasl BOJTYaH-
Ka BBITIOJIHSIIACh HA OCHOBAHUM PA3JIMUHBIX CTATUCTUYECKUX
NAaHHBIX, B TOM YHMCJIe 3apyOeXXHBIX, B CBSI3U C OTCYTCTBUEM
CHCTEMAaTUYECKUX JaHHBIX TOCYIapCTBEHHOTO CTATMCTUYECKOTO
HaOJTIOICHHSI TTO COOTBETCTBYIOIIUM 3abosieBaHusIM B PD (Tadu.
3). OG1ee KOIMYECTBO eTeit 10 18 JeT ¢ BhlllenepeyrcieHHbI-
MM “MacKUpYOIIUMU”~ IMarHO3aMu cocTaBuiio 22937 yeiaoBek B
roji. JlaHHOMY KOJIMYECTBY MallMeHTOB HEOOXOAUMO MPOBOAUTD
CKPUHUHT €XeTOIHO JIJISI MAKCUMAaJIbHO TIOJIHOM AUArHOCTUKU
BO.

Pacuem zampam na ckpunune demeii do 18 aem ¢ “mackupyro-
wumu” 3abonesanusmu. CeJeKTUBHBIN CKPUHUHT MallMEHTOB,
COMIACHO JEMCTBYIOLIMM KIMHUYECKUM PEKOMEHAALIMSIM, PEKO-
MEHJIyeTCsI TIPOBOJIUTH TTYTeM M3MEPEHUST aKTUBHOCTH (hepMeH-
Ta o-rajJakTo3uaasbl A mwin KoHueHTtpauuu Lyso-Gb3 B msatHax
BBICYILIEHHOU KpoBHU [1]. MeTon ompeneneHust KOHLIEHTPALUU
Lyso-Gb3 0b11 pazpaborad u BHeapeH B 2017 r. B mabopaTopuu
MOJIEKYJISIPHOM TeHETUKU M MeAUIIMHCKON reHomMmuku HMMULL
3mopoBbst Hdeteit MunsapaBa P®D. MccremoBaHue o0pa3iioB
CyXMX MSITeH KpoBU 8832 mMaliMeHTOB MYXCKOro mnosia u 998
JKEHCKOTO T10J1a U3 pa3iMyHbIX perioHoB Poccun mokasano
MPEUMYIIECTBO M3MEepeHMsT KoHIeHTpanuu Lyso-Gb3 mo
CPaBHEHUIO C OTIPEe/ICJICHUEM aKTUBHOCTH (hepMeHTa o-Tayak-
To3umasbl A i quarHoctTuku B® y myxumH u xeHiuH [37].
HeobxommmMo OTMETUTb, YTO MOBBIILICHUE KOHLEeHTpauuu Lyso-
Gb3 MOXeT OBITh €MMHCTBEHHBIM TUAaTHOCTUYECKUM MapKepoM
Y XeHIIMH ¢ 6oe3Hbio Pabpu, yUnUTbIBasi HOPMAIbHYIO aKTUB-
HocTh (hepmeHTa. COOTBETCTBEHHO, NMpU auarHoctuke bd y

]

KEHUIMH PEKOMEHIYIOT OJHOBPEMEHHO OIpeNesisiTh aKTUB-
HOCTb (hepMeHTa U KOHLEHTPALMIO METabOJIMTOB, a 3aTeM Ipo-
Boauth JIHK-auarHoctuky [13]. HecMmoTpsi Ha moBbllIeHUE
JIOCTYITHOCTU TaHJIEMHOI Macc-CIeKTPOMETPUM B MOCIEIHUE
TOJIbI, METOJI OTIpeesieHusT KoHLeHTpaunu Lyso-Gb3 moka He
CTaHIAPTU3UPOBAH U MCIIOJIB3YETCSl B OTPAHUUEHHOM KOJIMYe-
CTBE TEHETUYECKMX J1abopaTopuii HayYHBIX YUPEXKAEHMUIA.
CTOMMOCTb TaKOTO aHayM3a cuuTaiau paBHoit 1050 py6. B cooT-
BETCTBUU C MPEUCKypaHTOM MenuKOo-reHeTUUeCKOro HayqYHoro
neHTpa nMeHu akagemuka H.I1. boukosa [39]. CrommocTb
TeHeTUYEeCKOro aHaInM3a JUTsl TIOATBEPKAECHUS IMarHo3a COCTaB-
Jsna 11700 py6. B cooTBeTcTBUM € TnpeiickypaHToM HMULL
3noposbst [ereii [40].

Wcxonst u3 KoimvecTBa aeTeil B Bo3pacte 10 18 yiet ¢ Brep-
Bbl€ YCTAHOBJIEHHBIM “MaCKUPYIOILUM” AMArHO30M, a TaKXe
3aTpar Ha AMAarHOCTUKY, ObUIM PacCUMTaHbl OXUIaeMble 3aTpa-
Thl CUCTEMBbI 3paBOOXpaHeHHUsl Ha BbisiBIeHUe b B peanbHOI
1 MOJEJIMPYeMON TIpaKTUKaX.

Pacuem 3ampam na ecocnumanuzayuu. b® npuBoIUT K pa3Bu-
TUIO CePAEYHO-COCYAUCTHIX 3a00JIEBAHUI U YXYIIIEHUIO (PyHK-
uuu  nouek. [lpu pacyere 3aTpar Ha TOCHUTAIU3ALMU
YUUTBIBAJIM TOJIBKO 3aTpaThl Ha 3aMECTUTEJbHYIO MOUYEUHYIO
Tepanuio. 3aTpaTbl Ha TOCUTAIU3AIUM, CBSI3aHHBIE C KapAuo-
JIOTUYECKUMU COOBITUSIMU, HE aHATU3MPOBATIU B CBSI3U C HEIO-
CTaTKOM JIaHHBIX UISI UX OLEHKU. BeposSTHOCTb HACTYIIEHUS
KOMOMHMPOBAHHOI KOHEUHON TOUKM, BKIIOYAIOLIEH reMonua-
JIU3, TPAHCIJIAHTALIMIO MTOYKM JIMOO yBeJMYEeHUe YPOBHSI Kpea-
THHUHA Oosmee 4em Ha 33% orT 06a30BOrO0 3HAYCHUS,
paccuuTbhIBAIM Ha OCHOBaHMM KpuBoii Karmnana-Maiiepa,
MOCTPOCHHOIM COIIACHO METOAMKEe, OINMCAHHOW B pabdoTte
M. Beck u coaBr. [41] u ananTUpoBaHHON ISl TIOMYJISILIUU POC-
CUICKMX TMAllMeHTOB. PacueTHOe KOJMYECTBO OCIOXHEHUI Y
naureHToB ¢ Bb®d, KOTOpbIM B AETCTBE ObLIO YCTAHOBJIEHO
Joboe “mackupytoliee” 3abojieBaHUE, UISI MYXKUYMH COCTaBUIIO
55 cobObITHIT B TOI, I KeHIIUH — 12 coObITrit. sl manueH-
TOB C HEYCTAHOBJIEHHBIM JTUArHO30M KOJMYECTBO OCIOXHEHU I
CUMTAIN HEU3MEHHBIM.

CoracHo pabote S. Feriozzi n coaBr. [42], moyist TallMeHTOB,
nonyvaroiux @3T, y KOTOPbIX B TEUEHUE TPEX JIET ChIBOPOTOU-
HBIIl YPOBeHb KpeaTMHWHA yBeauUnTCs Ha 33% u Gosee cocTaB-
nsger st MyxduH 20%, i keHdH — 12%, 4ro s
MOMyJsIUMU poccuiickux naumeHToB ¢ b® coorsercTByeT 48
cIy4asiM B TOJL JUIST MYXKUMH U 15 cityyasim [t KeHIIWH. TakuMm
00pa3oM, KOJIMYECTBO MALMEHTOB, TMOJYYAIOUIMX TOYEUHYIO
3aMECTUTEILHYIO Teparuio, Cpeau OOIbHBIX, KOTOPBIM B J€T-
cTBe OBUTIO YCTaHOBJICHO JIt0O0e “Mackupylolee” 3abojieBaHue,
coctaBuiio 21 ciayyail B roj.

[omoBbIe 3aTpaThl HA FEMOIMANIN3 PACCUUTBHIBAIN C YIYETOM
CTOMMOCTH OJIHOM Tpoueaypsl [43], YMHOXXEHHOI Ha cpenHee
KOJIMYECTBO Mpoueayp B rox [1], a Takke CTOMMOCTH JieKapCT-
BEHHOI Tepanuu y MaluueHTOB, MOJyYalOIMUX IUaTU3, UCXOMIS
M3 KPaTHOCTU TIOJYYeHMsl yciuyru 1 pa3 B Mecsll C y4eToM
nonpaBoyHoro KoadduuenTa 0,9 (4ToObI UCKITIOYUTH 3aTPAThI

TABJIULIA 3. Pacnpenenexue 3a6onesanuii, “mackupylowmux” B®D, u KonM4ECTBO feTel ¢ BriepBble YCTAHOBAEHHBIMU AHArHO:a-

MM Takux 3abonesaHuin 8 PP

“Mackupyioiee” 3aboneBanue  Yacrora KonnuecTBo neteii ¢ BnepBble  MCTOYHUK, KOMMEHTapuKu
marHosa [15]  ycTaHOBJIEHHBIM IMArHO30M
Backynur* 26% 15 800 [32,33]
ApTpuT** 22% 5548 [34] YcpenHenHoe 3HaveHue 3a 2 rona
PesmaTtuueckas nuxopanka 17% 442
bose3ub Panmio-Ocnepa-Bebepa 17% 173 [35] Dkcrpanonsums Ha HacesieHue PD ¢ ydyeTom monu aeteit
CucremHasi KpacHast BomyaHka — 13% 974 [36] YcpenneHHoe 3HaueHue 3a 4 roia, SKCTPAOIMPOBAHHOE
Ha HacesieHue P®
Ipyrue 3a0oneBaHms*** 4% -

IIpumeuaHue: *BacKyaUThl BKIOUain B ce0st IgA-Backyaut, 6oe3Hp bexyera u ap.; **apTput BKIoYaa B ceOsl peBMAaTOUIHBII apTPUT, I0BEHUJIbHBII

PEBMATOUIHBII aPTPUT M OCTEOAPTPUT; *** B pacuere He yUUTHIBAIOTCS
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TABJIULIA 4. PacueTr cTOMMOCTH NOYEUHOW 3aMeCTUTENIbHOMU Tepanuu B TeueHUe roga

KCT aC K3 CTOMMOCTb OZIHOTO [MepronuuHocTb, B rox  [lornpaBoyHblit
ciyyvasi, pyo. ko3 duimeHT
Ipouenypa remonuanusa ds36.002.1 0,43 9572,5 156 0,9
JlexapcTBeHHas1 Tepanust ds18.002 3,25 59829,1 12

CTOMMOCTb MTOYEYHOI 3aMEeCTUTENIbHOM Tepanuu B TeueHue ogHoro roaa: 2 047 212,1 py6.

Ha BMII, Bxonsiuue B JaHHBIA HOpMmaTuB) (Tabdm. 4) [43-45] .
BBusy OTCYTCTBMSI HAHHBIX 1O TPAHCIUIAHTALIMSIM TTOYKHU Y
naieHToB b, GbLIO cieaHO TOMYIIEHUE O TOM, UTO 3aTpaThl
Ha TpaHCIUTAHTALMIO U JajibHeiIIee JIeYeHe TaKOTO MalkeHTa
paBHbI CYMMapHbBIM 3aTpaTaM Ha reMOIMaJIM3.

Pacuem npamoix nemeduyunckux 3ampam ecaedcmeue UH8ANU-
duzayuu nayuenmos. Pactipenenenue naureHtoB ¢ b® mo rpyrm-
naM  MHBWIMAHOCTM B pealbHOM  TNpPaKTUKE  CUMTAIM
MPOITOPIIMOHATLHBIM TAKOBOMY B perucTpe nanueHToB ¢ bd
[10]. Jns oueHKM pacmpeleieHus MalMeHTOB IO Tpyrnam
MHBAJIMAHOCTU B MOJEJIMPYEMOI TIPaKTUKE ObLIO PAaCCUUTAHO
KOJIMYECTBO ciyyaeB MHBanuAHocTH 1o npuunHe XBIT B peans-
HoWi mipakTiKe. COMIacHO KPUTEPUSIM YCTAHOBJICHUSI TPYIIITbI
uHBaauaHocTu y B3pociabix ¢ XBIT B 2020 r. [46] u pacmnpocTpa-
HeHHoctu XBIT 1—5 cragmit cpenun narmentoB ¢ b® [38], 6bL10
paccuuTaHo KojudectBo 0OoabHbIX ¢ B® m XBII, koTopbim
ObLTa yCTaHOBJIEHA TpyIlNa MHBaIUMAHOCTU (Tada. 5). B Mogenu-
pyeMoii TIpaKTUKe YMEHbIIICHNE WHBAIMAN3AINNA CPeIU Talu-
entoB ¢ b® u XBII, KoTOphIM B AeTCTBE OBUIO YCTAHOBIIEHO
moboe “mackupylolee” 3abojieBaHIE, CUUTAIU MPOIOPIIIO-
HaJIBHBIM YMEHBIIEHUIO KOJIMYECTBA TTOUYEYHBIX OCIIOKHEHUI B
poccuiickoii monynasiuu nauueHToB ¢ b®, nonayyatroumx O3T.

IIpsiMble HEMEIMLIMHCKUE 3aTpaThl, OOYCIOBJIEHHbIE MHBA-
Jnau3anueid mamueHToB ¢ b®, paccunThiBaIM Kak MpOM3BeIe-
HUE pa3Mepa eXeMeCsSuHOM NeHEeXXKHOMW BBIMIaThl MHBAIUAAM B
3aBMCUMOCTH OT IPYMIbl MHBAIUAHOCTH [46] M KoIMUYeCTBA
MalMeHTOB C YCTAHOBJIEHHBIMU TPYIIaMU WHBAJIUIHOCTH.
Takke yduThIBaIM TOT (HAKT, YTO BCE MHBAIMABI UMEIOT MPABO
Ha MnoJiyueHue Habopa cCoLMabHBIX YCiIyr. bbulo caenaHo npen-
TOJIOKEHUE, YTO TALMEeHThI-MHBAIMIBI TTOJTy4aloT Habop COLM-
aJIbHBIX YCIIYT B ACHEXXHOM DKBHUBaJieHTe, paBHOM 1155 pyo6.
[47].

Pacuem nenpsamoix (koceennovix) sampam. Herpsimbie 3aTpathbl
ObLIM pacCUMTaHbl KaK HEAOMOJIYYeHHbBI BaJlOBOM BHYTPEHHUM
npoaykr (BBIT), Bo3HuKaOLIMIi B pe3ybTraTe MpexXIeBpeMeH-
HOl cMepTH naureHToB ¢ b®D. [y OlleHKU BEJTMUMHBI MOTEPh
BBII npoBoauiicst pacueT COXpaHEHHBIX JIET XKU3HU 9KOHOMMU -
YeCKU aKTMBHOTO HAaceJIeHUsI B MOJEIUPYEMOI MpPaKTUKe OTHO-
CHUTEJIbHO peajibHOW MpakTUKU. OTIeJIbHO pPacCYUTHIBAIN
KOJIMYECTBO COXPAHEHHBIX JIET KU3HU 9KOHOMMUYECKU aKTUBHO-
TO HaceJeHUs 0 AOCTUKEHUSI TIEHCMOHHOTO BO3pacTa W Mocie
JOCTUXKEHMST TIEHCMOHHOTO Bo3pacTa (65 yieT st My>kunH u 60
JIET JUTSl KEHIIMH) C YYETOM J0JIM pabOTaIoIMX MEHCHOHEPOB
(tabJ. 6).

KosmnyecTBO cOXpaHEHHBIX 9KOHOMUYECKN aKTUBHBIX JIET 10
JIOCTUXKEHMST TEHCMOHHOTO BO3PacTa PacCUMTHIBAIM KakK MpPo-
M3BelEHNEe KOJIMYECTBA COXPAHEHHBIX JIET XU3HU, YMHOXEHHO-
ro Ha [0/ paboTarolux nauueHToB ¢ b® TpymocnocodbHoro
BospacTta (68% mast My>kurH U 82% MIst KEHIIWH), COrJIaCHO
nmaHHeiM Perncrpa B® [10].

KonnyecTBO cOXpaHEHHBIX SKOHOMUYECKN aKTUBHBIX JIET
MocJie JOCTHXKEHMSI IEHCMOHHOTO BO3PACcTa PACCUMTBIBAIM KakK
MPOM3BEIEHNE KOJTMUECTBA COXPAHEHHBIX JIET KU3HU, YMHO-
JKEHHOTO Ha JIoNII0 paboTaroiux nanueHToB ¢ b® tpymocrno-
COOHOro BO3pacTa M YMHOXEHHOTO Ha [J0JI0 paboTalolInX
reHcuoHepoB (12,8%). [donst 3aHSATHIX B 9KOHOMHKE OblTa
ornpese/ieHa Ha OCHOBAaHUM CBeIeHUII 00 YPOBHE 3aHITOCTU B
BO3pacTHOi rpymme 65-69 ger B 2018 1. Mo JaHHBIM
T'ockomcrara [48].

40

Xotsa ®3T mo3BoJsieT COXpaHUTh XKECHIIMHAM OOIOJHUTEb-
HO 4,5 roga >KM3HU, B paCy€TC KOJIMYECCTBA COXPAHCHHBIX 3KO-
HOMMUYECKHN aKTHUBHBLIX JIET HA OOHOTO MalMEHTA KCHIIWH HE
YUYUTBIBAJIU, TaK KaK 3THU TOJAbl IIPUXOJAUTIUCH HA SKOHOMUYECCKU
HEaKTUBHbIN BO3pacTt.

Pe3ynbrarbl

Tlonyaayus nayuenmos ¢ b®, komopyio ydacmes viaums 6
pesyabmame ckpuHuuea demeti do 18 nem ¢ “mackupyrowumu”
3abonesanuamuy. PacueTHOe KOIMYECTBO ManneHToB ¢ b B
HacTos1IeM ucciegoBaHuu coctaBuiio 1205 yeaoBek, TOMb-
Ko 11% w3 Hux (121 manmenT) BKoyeHs! B Pernctp b® mo
coctostHUIO Ha maekadpb 2019 r. Mcxonsg u3 monu marmeH-
TOB, Y KOTOPBIX Ae0I0T 3a001€BaHMsT TIPOU30LIE] B JETCKOM
MM TIOAPOCTKOBOM Bo3pacte — 69% (1abir. 1) m obueit
JIOJTN “MacKupyoommx”’ 3a001eBaHNi, TIOAIAIAIONINX IO
CKPUHUHT C LENbI0 MarHocTuku B® — 96% (1abda. 3),
ObLIO pacCuMTaHO MperosaraeMoe KOJM4ecTBO NMalueHTOB
¢ B®, KOTOpBIX yIacTcsl TOMOJTHUTEIBHO BBISIBUTH B Cydyae
CKpPUHHMHIA BCexX OeTeil B Bo3pacTe A0 18 JeT ¢ BOepBbie
YCTAHOBJIEHHBIM “MacKUpyloLMM” auarHozoM. OHo cocTa-
B0 714 yenoBek. OOIIee mpeamnozaraeMoe KOJIMIeCTBO
MalKeHTOB ¢ BbisABIeHHOM B® coctaBut rpu 3tom 835
YeJioBeK.

Sampamyl Ha CKpUHUHe NAyUeHmMos ¢ “mackupyrouumu”
3aboaesanuamuy. s MAKCUMATBHO TIOJTHOTO BBISIBICHMSI
naueHToB ¢ b® HeoOXoaAMMO MPOBOAUTbL CKPUHUHT BCEX
nereir o 18 jer ¢ “mackupyolmmmu” 3a00JeBaHUSIMU,
TaKMMU KaK BacKYJUT, peBMAaTOMIHbIA apTpUT/peBMaTnye-
cKasl iuxopanka, 6ose3Hb Panmio-Ocnepa-Bebepa, cucrem-
Hasg KpacHasi BoiuaHka. CormacHo pacyeram, oO1iee
KOIM4ecTBO Aeteii 1o 18 jer ¢ “mackupyroummu’ 3aboe-

TABJIMLA 5. KonuuectBo HeTpyaocnocobHbix 6onbHbIX ¢
XBMN cpeau nauneHtoe ¢ B® B peanbHOW npakTUke

HuBanumHoCTh Be3 nuanuza Ha nuammze  Bcero
I rpynmna 56 108 164
II rpynma 24 46 69

III rpynma 98 0 98
WuBanun gercrea 54 - -

[Mpumevanue: KoimyecTBoO MHBAIMIOB JIETCTBA PACCYMTAHO, UCXOMIS U3
pacyeTHO# M0JM B3POCIBbIX MHBAIMAOB 10 npuyrHe XBIT mo oTHolre-
HUIO K O0ILEeMYy YMCITy B3POCJBIX MHBAJIMIOB B TEKYILEH MPaKTUKe

TABJIULIA 6. Pacuet konu4yectBa COXpaHEHHbIX 3KOHOMHYe-
CKH aKTMBHbBIX NeT XKU3HH

[Toxkazatens MyxunHbl  ZKeHIIMHBI
KonuuecTBo coXpaHEHHBIX JIET KU3HU 15,2 4,5
W3 HUX TpymocrmocoGHOro Bo3pacra, JieT 11,3 0,0
M3 HUX IEHCMOHHOTO BO3pacTa, JieT 3,9 4,5

KonnyecTBO coXpaHEeHHBIX 9KOHOMUYECKHM aKTUBHBIX JIET Ha OTHOTO
namuenTa: 5,7 jger
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TABJIULA 7. 3arpatbl Ha [MAarHOCTUKY U BefeHHe nauueHToB ¢ B® B peanbHoW M Mopgenupyemoii npaktuke, py6.

Tun 3arpat PeanbHast nmpakTuka Monenb Pazuuia
Ckpunutr b®. 2201 24 083 338 24 081 138
[ToaTBepxneHne nuarHo3a 27 246 258 413 231 167
BeneHue manpeHTOB ¢ yCTAHOBJIEHHBIM AuarHo3om bd 2 585203 17 833 402 15 248 199
Tepanust “mackupyrommx” 3abojeBaHuii, pyo. 99 281 249 33915 955 -65 365 295
3arpaThl Ha JMArHOCTHKY M BeaeHue mauueHToB ¢ bd, py6. 101 895 899 76 091 108 -25 804 790
TABJIULLA 8. 3aTpaTtbl Ha 3aMeCTUTE/IbHYIO NMOYEUHYIO TEPANHUIO B peasibHOW U MOJENMPYEMON NMpaKTUKe

IMoxkazarenun PeanbHas mpakTtuka Monens Pazauma
KonnuecTBo manmeHToB Ha TeMOauaIn3e, n 154 74 -80

3arpatbl Ha reMoaManu3, pyo. 314 800 705 151 058 323 -163 742 382

TABJIULLA 9. Mpsamble MegUUUHCKKe 3aTpaThl Ha BeeHue nauueHToB ¢ BP B peanbHol U MogenupyeMon npakTuke, py6.

Tun 3arpat PeanpHast npakTuka Mognenb PasHuua

CKPUMHUHT U MOATBEPXKIEHHUE 1MarHosa 29 446 24 341 751 24 312 305

Benenue narentoB ¢ B® u “mackupyronmmu” 3a601€BaHUSIMA 101 866 452 51 749 357 -50 117 095
Femonuanus 314 800 705 151 058 323 -163 742 382
CyMMapHble MpsiMble METULIMHCKNE 3aTPaThl 416 696 604 227 149 432 -189 547 172 (-45,5%)

BaHUSIMU cocTaBisieT 22937 uenoBek B roa. C y4eToM CTOM-
MOCTM CKPMHMHIA Ha OCHOBE CYXOTO TMATHA KpPOBH, a
TaKXe CTOMMOCTHM TeHETUUYECKOro aHaim3a JUIsl MOATBep-
SKIEHWSI TUarHO3a Y MAllMeHTOB ¢ TOJIOKUTETbHBIM OTBETOM
3aTpaThl Ha CKPUHUHT U TOATBEPXKIEHNE TMArHO3a y TaH-
HOIA TpyIIbl MAMEHTOB B MOAEIUPYEMOii MpakTUKe cCoCcTa-
BWIU 24 MJH pyO. B rof.

Tpamble meduyunckue 3ampamvt Ha 6edeHue NAYUEHMOB C
b®. JlexapcTBeHHast Tepanusi naueHToB ¢ b® obecneuun-
BaeTCs TOCyIapcTBOM [46], TOATOMY TIpU pacyeTe MPSIMBIX
MEIUIIMHCKUX 3aTpaT yYMTHIBAIM 3aTpaThl Ha BeleHHe
marueHToB ¢ B®, koToprie cocTaBuau 21365 py6. Ha marm-
eHTa B roj (taba. 2). Takke pacCUMThIBAIM 3aTpaThl Ha

3arpaThl Ha Tepamnuio HeXeTaTeTbHbIX SIBICHWI BKITIOYA-
JIM TOJIbKO 3aTpaThl Ha rocnuTanu3anuu no npuurHe XbBII.
Hcxonst u3 KonuyecTna MalveHToB, KOTOPbIM HEOOXOIUM
TeMOJIMAIN3 B peajbHON M MOIECTUPYEMOIl TpaKTUKe, a
TakKKe TOMOBBIX 3aTpaT, aCCOMUPOBAHHBIX C TEMOAMAN-
30M, ObUTM PacCUMTaHbl 3aTpaThl HA MOYEUHYIO 3aMECTH-
TeJIbHYIO Teparnuto (Tad. §).

[psiMble MEAMLIMHCKUE 3aTPaThl, ACCOLIMMPOBAHHBIE C
JeyeHueM nanueHToB ¢ b®, B peaibHOI U MoAETUPYEMOit
TpakTUKe MpUBeNeHbI B Ta0II. 9.

Ipsambie Hemeduyunckue 3ampamst. Vicxons u3 pasmepa
€XEMeCSYHON JIeHEeXKHOM BbIMJIAaThl MHBAIUIAM B 3aBUCH-
MOCTH OT TPYIIITbl MHBAJIMIHOCTH, BEJTMUMHBI IEHEKHOTO

JieYeHHe OCJIOKHEHUI, CBSI3aHHBIX C YXyIIIeHHeM (DyHK-
LIMM TIOYEK, B PEATBHON M MOAEIUPYEMOU MPaKTHKE.
3arparbl Ha BelleHUE MAIMEHTOB ¢ “MacKUpPYyOIIMMK”
3200/1eBaHUSIMU ObUIM PacCUUTAHBI C YIETOM HOJIei COOT-
BETCTBYIOIIMX 3a00JIeBaHUI B TIOMYISIMU NalueHToB ¢ bd

(tabn. 3) W TOMOBBIX 3aTpaT Ha WX Tepanuioo (Tadm. 2).

CpenHeB3BellIeHHbIE 3aTpaThl Ha KypC JIEUeHUs MalleHTa ¢
“mackupyomum” 3aboneBaHueM coctaBuiu 91588 py6. B
TOIL.

Wcxonst u3 3aTpar Ha Tepanuio “MacKupyrolmmx” 3a00-
JIeBaHUI W BelleHWe MalueHToB ¢ AuarHo3oM bd, a Takke
KOJIMYECTBA BBIABISIEMBIX cydaeB b B Tekyieit n Moze-
JUPYeMOil TIpakTHKe, OB PACCYMTAHBI 3aTPAThl CUCTEMBI
31paBOOXpaHEHUs Ha BeleHe nauueHToB ¢ b® B 0boux
ciydasix (Tabn. 7).

9KBUBAJIEHTa HAOOpa COIMATBHBIX YCIIYT, a TakXkKe KoJnye-
CTBA UHBAINJOB B TEKYLLEH U MOJAEIUPYEMON MPAKTUKAX
ObUIM pacCUMTaHbI MPSIMble HEMEAUIIMHCKUE 3aTpaThl (TalJl.
10).

Henpsamvie nemeduyunckue 3ampamsi. HerpsiMble 3aTpaThbl
paccuMThIBAIMU KakK HemononydeHHbIlt BBII, Bo3HuKao-
LM B pe3yJibTaTe MPEXACBPEMEHHON CMEPTH MALIMEHTOB C
B®. Pa3zmep HemonoaydyeHHoro BBIT onpenensiu kak npo-
MU3BEICHUE COXPAHEHHBIX SKOHOMMYECKM AaKTUBHBIX JIET
SKU3HU B MOJIEJIUPYEMOU MPAaKTUKE OTHOCUTEIBHO peasb-
Hoil u BenmuuHbl BBII, npuxoasinyiocst Ha 1 3aHsITOro B
skoHOMUKe uestoBeka. BBIT B P® Ha ocHOBaHMM ITaHHBIX
T'ockomcrara B 2019 1. coctaBun 110 Tpuinuonos pyo. [49],
YUCJEHHOCTh HaceJeHUsl, 3aHSTOr0 B 9KOHOMUKeE, — 72
MJTH yesioBeK. Takum obpazom, BenuuHa BBII, mpuxoms-

TABJIMLUA 10. Mpamble HeMefUUMHCKWe 3aTpaThl Ha BbiNAaTbl NOCOGMH NO WMHBANUAHOCTM B TEKylWed U MOAenUpyemown

npakTuKax
I'pynmna Exemecstunast HaGop coumanb- Tekyias npakruka Mopgenb Paznuua, pyo.
HHBATIHOCTH BhirLaTa, pyo. HBIX YCIYT, PY. Kon-Bo mauu- Beinnatel B Kon-Bo mauu-  Beimiartel B
€HTOB B TOJl rof, pyo. €HTOB B TOJl rof, pyo.
I rpynmna 11372 1155 220 33 111 848 122 18 370 446 -14 741 402
II rpynna 5686 1155 91 7 445 721 49 4039 818 -3 405 904
III rpynna 2843 1155 143 6 837 972 84 4018 862 -2 819 110
WuBanua gercrea 12681 1155 74 12 346 581 27 4502 558 -7 844 022
Hroro 528 59 742 123 282 30 931 684 -28 810 439 (-48,2%)
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TABJIUUA 11. Pacuer BBI, HegononyuyeHHOro B pe3ynbTate npeXKAeBpeMeHHOM CMepTH nayueHTos ¢ b®

[MoxazaTtenn 3HaueHust

BBII B PO B 2019 roxy, py6. 110 046 051 637 433
YucaeHHOCTh HaceIeH s, 3aHITOro B 3KoHoMuke, B PD B 2019 . 71933 081

VYpoBeHb 3aHATOCTH B Bo3pacte 65-69 net, % 13

BBII na 1 3ausitoro B 2019 r., py6. 1529 839
Esxeronubiii HemomonyueHHbIi BBIT B ¢BsI3M ¢ MpeskaeBpeMeHHO cMepThio TaineHToB ¢ BD, pyo. 73 843 027

TABJIULA 12. CymmapHble 3aTpaTbl rocyAapcTea, accouumpoBarHbie ¢ B®, B peanbHoi U MogenupyeMol nNpakTuke

PeanbHast mpaktuka Mogaenb Paznuia
3arpaTbl HA CKPUHUHT U MOATBEPXKICHUE TMarHosa, pyo. 29 446 24 341 751 24 312 305
3arpaTbl Ha BeAeHUe nauueHToB ¢ B u “mackupyiommmu” 3abo1eBaHUsIMHU, PYO. 416 667 157 202 807 680 -189 547 172
[psiMble HEMeANIIMHCKIE 3aTpaThl Ha BBIMJIATBI COLMATIBHBIX TOCOOMii, pyo. 59 742 123 30 931 684 -28 810 439
BenuuunHa exeronHoro HenomnonydyeHHoro BBIT B Monenupyemoii pakTuke 1no 73 843 027 0 -73 843 027

CPaBHEHMIO C peajbHOii, pyo.

CyMmMapHasi 5KOHOMUSI 3aTpaTr rocyaapcTpa, accolMmpoBaHHbIX ¢ bd, B MoaeanpyemMoil MpakThKe MO CPaBHEHUIO C peabHOI MPAKTUKONW —

292 200 638 py6. B rox. (6e3 yuera 3arpat Ha ®3T)

1Iasicsl Ha OTHOTO 3aHSATOrO B 9KOHOMUKE YeJIoBeKa cocTa-
Buia 1 529 839 py6. Bennuuna HenononyyeHHoro BBIT
OblTa pacyuTaHa ¢ y4eTOM CMEPTHOCTH ManneHToB ¢ bd u
KOJIMYECTBA COXPAHEHHBIX 9KOHOMUUYECKM aKTMBHBIX JIET Ha
OTHOTO TMAalMeHTa, JOJM TMAallMeHTOB, y KOTOPBIX Me0I0T
3a00JIeBaHMsI TIPOM30ILLIEN paHblie 18 JeT U KOTOPbIM M3Ha-
YaJbHO OBLT MOCTaB/IeH “MacKUPYOIMI” auarHo3 (Taour.
11).

OcHogHble pe3yabmamsl Uccaedo8anus. 3aTparbl Ha CKpU-
HuHT Ha B® myrteM onpeneneHus koHueHTpauuu Lyso-Gb3
B CYyXUX IIITHAaX KpPOBU BCEX AETEeH ¢ “MacKUpPYIOIIMMU”’
JMarHozamu B Bo3pacte 10 18 set (22937 yenoek B rof), a
TaKKe MOCIIeAYIONIINI TeHeTHYeCKWIA aHaIn3 [UTST TIOATBEP-
SKIEHMSI TMarHo3a y MalueHTOB ¢ MOJOXUTEbHBIM OTBETOM
cocTapyisaoT 24 MJH. py0. B rof. TecTupoBaHUe MO3BOJIUT
BBISIBUTB OOJIBINYIO YacTh namueHToB ¢ b (69% wumm 835
u3 1205 npenmnonaraeMbix MallMEHTOB €XEroHO) U CBOE-
BpeMeHHO Ha3HauuTb UM D3T B COOTBETCTBUU C KIMHUYE-
CKMM DPEKOMEHAALMSIMM, 4TO TIPUBEIET K YMEHBIICHUIO
3aTpar Ha BeAeHue naureHToB ¢ bD u Tepanuio “mMacku-
pytoumx” 3a6oneBaHuilt Ha 190 MJIH py0. B TOJ, U3 KOTOPBIX
YMEHbBIIIEHNE 3aTpaT, aCCOMUPOBAHHBIX C IMTOYSYHON 3aMe-
CTUTEIBHON Tepamnueii mauueHToB ¢ bM, cocraBut 164 MiH
py0. B ron. ®3T y nanuenroB ¢ b® npusener Kk yMeHblIIe-
HUIO MHBAMIN3AIWK W YBETMYEHUIO MTPOIOKUTETBHOCTH
SKOHOMMYECKM aKTMBHOI XKM3HM MAllMEHTOB Ha 5,7 JIeT,
YTO TIOBJIEYET yMEHbIIEHNE 3aTpaT rocyAapcTBa Ha BbIMIa-
THI COLIMANILHBIX TOCcOOMit Ha 29 MJIH pyO. B roi, a TaKxke
1o3BoJIuT 13bexath notepsb BBII, cBsI3aHHBIX ¢ mpexae-
BpEMEHHOI cMepThio nanueHToB ¢ bd, B pazmepe 74 MaH
py0. B Toa. Takum oOpa3oM, cyMMapHast 5KOHOMUSI 3aTpar
rocyaapcTpa, 3a uckioueHrueM 3arpat Ha ®3T, Bo3HMKa0-
1asi B pe3y/bTaTe CKpMHUHTA jaeTeil 10 18 et ¢ mocnenyio-
LM Ha3HaYeHHWEeM BCEM BBISIBICHHBIM TanueHTam ¢ bd
npernaparoB P3T cocraBut 292 MaH pyo. B Tox (Tabm. 12).
3arpathl rocyaapcTsa, accoumupoBaHHble ¢ b, B peasb-
HOI1 U MOJIEIMPYeMOIl TTPaKTUKe MPUBEACHBI Ha puc. 1.

O6c¢cyxnaeHue

3arpathl Ha quarHocTuky b® meteit B Bospacrte m0 18 et
METOJIOM ompejesieHus: KoHueHTpauuu Lyso-Gb3 B cyxux
MATHAX KPOBM, & TAKXKE IMOCIEIYIOIINi TeHETUIECKMIA aHa-

42

JIN3 JUTST TTOATBEPKACHWS TATHO3a Y TIAIIMEHTOB C TIOJNIOXH-
TEJIbHBIM OTBETOM (24 MJIH py0.) OTHOCUTEJHLHO HEOOJIbIIIIe
B MaciuTabax cUCTeMbl 3IpaBOOXpaHeHus. B To ke Bpemst
TaKoe TeCTMPOBAHWE TTO3BOJIUT BBISIBUTH OOJIBIIYIO YacTh
nauueHToB ¢ B® (69% mnpenrnonaraeMbIX MalMEHTOB WX
835 yenoBek 10 cpaBHeHMIO ¢ 11% B TeKylleil MpakTHKe —
121 wenoBek) u cBoeBpeMeHHO HazHaunTh UM P3T B coot-
BETCTBUU C KIMHUYECKUMU PEKOMEHIAIMSMHU.

Haznauenue ®3T BbISIBIEHHBIM MAllMEHTaM MPUBEAET K
YMEHBIIEHHIO BCEX TUIIOB pacCMaTpUBAeMBIX 3aTpaT, TAKHUX
KaK 3arpaThl Ha BeleHue ManueHToB ¢ b® u Tepamnuio
“Mackupymoolux” 3a0ojieBaHUIA, 3aTpaThl Ha BBITUIATHI
colMabHbIX 1mocoouii u nmorepu BBII, cBsizaHHbBIe ¢ TTpex-
JeBpeMeHHOI cMepThblo MaiueHToB ¢ b, uto B cymme
MPUBENET K 9KOHOMUU TOCYAIAPCTBEHHBIX PACXOIOB B pa3-
Mepe 292 MJTH B TO/.

[IpuBenenHas B paboTe OlLeHKAa CyMMAapHOI 9KOHOMUU
3aTpar rocyJaapcrBa, acCoUMUpoBaHHbIX ¢ bD, sprsieTcst
KOHCepBAaTHBHOW. B yacTHOCTH, B HACTOSIIIEM WCCIIeIOBa-
HMM HE YYMTBIBAIM 3aTPaThl CUCTEMbI 3IPABOOXPAaHEHMS Ha
Tepanuio CepieyHO-COCYIUCTBIX 3a00I€BaHMIA, BbI3BAHHBIX

B8 3aTpaThl HA CKPUHUHT W TIOATBEPXKICHHUE TMarHo3a
O [IpsiMble MeanLIMHCKKE 3aTpathl 6e3 M3T
= [IpsiMmble HEMEIULIMHCKHE 3aTPaThl

600 7 2 Hemonomyuennpiii BBIT
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31
Monenupyemasi IpakTHKa

Tekyiiast mpakTuka

Puc. 1. 3atpatbl rocypapcrtea, accouuupoBaHHbie ¢ B®, B
peanbHOW U MoAenupyeMoi npakTuke, 6es yuera sarpar Ha
»3T
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B®. Taxkke He ObUl yuyTeH TOT (haKT, 4TO OILIMOOYHAS
IIOCTAaHOBKA AUarHo3a U HedM(PEKTUBHOE CUMITTOMATIYe-
cKasl Teparusl MPUBOIAT K MOBBILICHHUIO YACTOThI TOCITUTA-
JM3aluii 1 obpalleHuid B MEAMIIMHCKUE OpraHW3allvu,
IIOMHUMO YYTEHHBIX B MOJIEIIH.

B 3akimoueHne He0OXOAMMO OTMETUTDH BaXKHOCTh 1IEHT-
paIM30BaHHOM TOCYIAPCTBEHHOM MOAACPXKKHU MalMEHTOB C
ophaHHBIMU 3a00JIEBAaHUSIMU U, B TIEPBYIO OUepeb, IIPeao-
CTaBJICHUS JIbTOTHOTO JICKAPCTBEHHOIO 00ecreueHus marm-
€HTaM C TaKuMU 3a00JieBAaHUSIMUA BBUIY YPe3BbIYAHO
BBICOKOM €r0 CTOMMOCTH ISl GI0IKeTOB cyObeKToB PMD.
Taxxe CTOMT MOAYEPKHYTh 3HAUMMOCTh 0oJiee IHPOKOTo
BHEAPEHUSI JMAarHOCTUKU Op(aHHBIX 3a00JieBaHUIl, B TOM
YUCJIe TyTeM BKIIIOYEHUS COOTBETCTBYIOLINX TECTUPOBAHUIA
B IIPOrpaMMy 00sI3aT€IbHOTO MEIUILIMHCKOTO CTPAXOBAHUSI.

3aknioueHue

Takum 00pa3oM, CKpUHMHT IeTeil ¢ MOCIeayIOIIMM [eHeTH-
YeCKUM aHaIM30M [yis BbisiBieHUs B B ciyyae cxonHoi
CAMIITOMATUKM TIpU HaIuuuu  3abosieBaHui-"Macok”
SIBJISIETCSI 9KOHOMUYECKH 1iesiecoo0pasHbiM. [IpuMeHeHue
O3T gBasieTcsl XKU3HEHHO BaXKHBIM JUISI MALMEHTOB C
BBISIBJICHHOH O0s1e3Hbt0 Pabpu 1, ¢ yU4ETOM ee CTOUMOCTH,
TpeOyeT OI0MKeTHOro (PMHAHCUPOBAHMSL.
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Clinical and economic impact of screening for Fabry
disease in children from high risk groups

M.V. Zhuravleva, T.V. Khimich, Yu.V. Gagarina,
V.A. Kotrovskiy

Department of Clinical Pharmacology and Pharmacotherapy,
Sechenov First Moscow State Medical University, Moscow, Russia

Aim. To evaluate a potential impact of screening for Fabry
disease (FD) and subsequent enzyme replacement therapy
(ERT) among children and adolescents with diseases masking
FD on the burden of FD in Russia.

Material and methods. The costs of laboratory screening
for FD were estimated in children and adolescents with vari-
ous rheumatological diagnoses masking FD (e.g. rheumatoid
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arthritis, rheumatic fever, vasculitis, etc). To assess the eco-
nomic losses associated with an incorrect differential diagno-
sis of FD, we calculated the direct costs of treatment of
diseases masking FD and costs of management of FD
patients, excluding the costs of ERT. We calculated also the
government's expenditures on the payment for disability pen-
sions and the reduction in GDP associated with the premature
death of patients with FD in the economically active age.

Results. The estimated annual costs of selective screening
for FD in all children and adolescents with masking rheuma-
tolodical diagnoses (22937 per year) were 24 min rubles. The
screening may identify the majority of Russian patients with
FD (835 out of 1205 potential patients annually) who will time-
ly start ERT. This approach will reduce the estimated costs of
management of patients with FD and treatment of masking
diseases by 190 million rubles per year. ERT in patients with
FD results in a decrease in the disability rate and prolongs the
duration of the economically active life by 5.7 years. Annually,
these effects may reduce the social government spendings by
29 million rubles and the GDP loss associated with the prema-
ture mortality of patients with FD by 74 million rubles. The
total cost savings (excluding the costs of ERT) resulting from
screening of children under 18 years of age with subsequent
ERT in identified patients with FD may reach 292 million
rubles.

Conclusion. Out findings justify screening for FD among
children and adolescents with diseases masking FD.

Keywords. Fabry disease, agalsidase beta, agalsidase
alfa, masking diseases, screening, Lyso-Gb3.
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