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[Iposeden npocnexkmueHblii ckpuruHe depuyuma pepmenma Kucaoii o-earoxozudasvt (GAA) egponelickoii Koeopmbl NAUUEHMO8 ¢ 2unepKpe-
amunkunazemuell (eunep KK) u/uau crabocmoro nosicno-koneunocmuuix moiuiy, (CIIKM) neycmanogaenHoli smuoaoeuu ¢ NOMOoubio Memo-
da cyxoeo namua kposu (dry blood spot, DBS).

Mamepuaaot u memooot. O6pazyvt DBS 6biau cobpanst y 3076 e3pocavix nayuenmos, npoxoduguiux oocredosanue 6 7 HeMeyKux u Opumarn-
CKUX HEP8HO-MbluleuHbIX yenmpax. Bce obpasypi Obiau uccredosanst Ha deguyum GAA memodom ¢hayopomempuu. Ilpu evisieaenuu nowu-
JICEHHOU (hepMeHMamueHoil akmugHocmu onpedeasinu Haauuue mymauuu eena GAA.

Pesyaomamot. U3z 3076 obpazuoe DBS 6 232 (7,6 %) cayuasx obnapyxycena nuzkas gepmenmamueras akmuenocmo GAA. Y 55 (24 %)
u3 232 nayuenmoe nabarodanu uzoauposannyio eunepKK, ay 176 (76 %) — eunepKK u CIIKM. Ilpu xombunayuu 2 npusnaxos y 94 %
bonvHbix akmuerocmb GAA 6bina chuxcena. Mymayuonnwiii anaau3 evisieun mymavuu cena GAAy 74 (2,4 %) nayuenmos, npu smom 70 6010~
HbIX ObLAU 2eMepo3UOMHbIMU NO PACNPOCMPAHEHHOU Mymauyuu catima cnaaiicunea eena GAA c.-32- 13T>G. Y nayuenmoe c noomeepcoen-
Hotl 6onesnvio TTomne ochosroll cumnmomoxomnaerxc cocmosin uz CIIKM (85,3 %) 6 couemanuu ¢ dvixamenvroii Hedocmamourocmuio (61 %).
Y 12,0 % 6oavnbix Habaodanu uzoruposannyio eunepKK, ay 2,7 % — eunepKK u dvixamenvryio HedocmamouHocmo.

3akarouenue. B 6onvwoii koeopme nayuenmog ¢ eunepKK u/usu CIIKM pacnpocmpanennocms 60ne3nu Ilomne ¢ no3onum Hauansom
cocmaeasiem 2,4 %, umo mpeGyem npogedenus ueaesoeo ckpunurea axmuenocmu GAA y nayuenmos c¢ eunepKK u/uau CIIKM
HeyCmaHo8AeHHOU IMU0A0UU.

BsepeHue

bonesnp Ilommie (reHepaan30BaHHBIM TJIMKOTEHO3,
rmKoreHo3 11 tumma, geduumT Kucmoit Maiabra3sl) — Op-
daHHOE ayTOCOMHO-PEIIeCCUBHOE MYJIBTUCHCTEMHOE ME-
TaboIMIecKoe 3a0oJieBaHME, BBI3BIBAEMOE IE(UIIUTOM
aKTUBHOCTH JIM30COMAJIBHOTO (hepMeHTa o-1,4-TIIroKo-
supasel (GAA) [1]. bonesns I[omite ¢ To3mHUM HagaioM
(BITITH) xapakTepusyeTcs MoanmMopdu3MoM (eHOTHTIN -
YeCKUX TPOSIBIICHUI M BpeMeHEeM MaHM(MUCTAIINU CHM-
nToMoB. YacToil mpuunHOi oOpalleHus K Bpady y 00J1b-
IIMHCTBA OOJIBHBIX SIBIISIETCS CIA00OCTh aKCHAJbHBIX
W TIPOKCMMAJIBHBIX CKeJIeTHBIX MbImm. Kak mpasuio,
npuurHa cMepTty nauueHToB ¢ BITITH cBs3ana ¢ pa3Bu-

* Neurology 2016:87(3):295—8. DOI: 10.1212/WNL.0000000000002758

THEM IBIXaTeIbHOM HeIOCTAaTOYHOCTH B PE3yJIBTaTe Clia-
00CTH IbIXaTeJIbHOM MycKyIaTyphI [2]. Pa3spaboTka v BHe-
IpeHWe B TPAKTUKY (EPMEHTHON 3aMeCTUTEIbHOM
TepaIuy JUKTYIOT HEOOXOIUMOCTD ITOBBIIICHUST OCBEIOM-
JICHHOCTH O 3200JIEBAHUU CIIELIUATTUCTOB PA3JTUYHbBIX ME-
TUIIWHCKUX CcIlelraabHOoCcTeli. CBOSBpEMEHHYIO TUAarHoO-
ctuky BIIITH 3atpygHSOT Hecnmeund@UIHOCTh 3Kajoo,
a TaKKe MUHUMAaJIbHasl BRIPAXKEHHOCTD 1 ITOCTEITIEHHOCTD
MIPOTPECCUPOBAHMUS CUMIITOMOB CO CTOPOHEBI ITeprdepu-
YeCKOU HepBHO-MBIIIIEYHOM CCTEMBI B 1e0I0TE 00JIC3HU,
KOTOPBIM YICIISIIOT HEIOCTATOUHOE BHUMaHMe [3]. 3agepxk-
Ka IIOCTAHOBKM TIPaBUJIBHOIO OWarHO3a COCTAaBIISICT
B cpenHeM 7—10 net [4].

. PMID: 27170567.
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Mamepuanb! U Memofbl

B npocrniektuBHOE HccaeqoBaHUE ObLIM OTOOpaHbI
MalKMeHTHI, TPOXOIMBIINE 00cienoBaHue B iepuo 2009—
2014 rr. B 7 cTallMOHApHBIX ¥ aMOYJIAaTOPHBIX HEPBHO-MBbI-
mevyHbIx meHTpax lepmannm (MrouxeH, [amre) u Bemm-
kooputanuu (Jlonmon, Herokacn, OcBectpu, Okcdopn,
Condopm).

Kpureprem BKIIIOUeHUS SIBJISUIOCH HAIMYKME Heand-
depeHIMPOBaHHON CIA00CTH TMOSICHO-KOHEYHOCTHBIX
mpli (CITKM) u/uny yecToiamBoii TIIepKpeaTHHKIHA-
3emun (runepKK) chIBOpOTKI HEBBISICHEHHOM 3TUOJIOTUM.
IMon CITKM noHuManm ¢iadbocTb MPOKCUMATBHBIX MBITIIII
IUIEYEBOTO TOsICa M PYK, aKCUATBHBIX MBI, MBIIIII Ta-
3o0Boro mosica u Oemep [1—3]. TnmepKK omnpenensim
Kak noBbIeHne ypoBHs KpeatTnHKMHA3E (KK) B 2 pasza
OTHOCHTEJIBHO BepXHEW TpaHUIIbl HOPMBI (15T SKEHIIMH
< 180 ME/n, nist myxuus < 200 ME /).

B3asitne npo6 u dryopomerpus. O6pasel; KpoBu Opayiu
13 eprdeprdecKoit BEeHBI B IIPOOMPKY C STHIICHINAMUH-
terpaaneraroM (81 TA), TTociie 4ero KpoBb cpa3y HAHOCH -
M TISITHAMW Ha (QWJIBTPOBAJIBHYIO OyMmary st cbopa
o6pa3iroB Whatman 903. Bce o6pa3is! ObUT aHOHUMM3H-
POBaHBI 1 B MOCJICAYIONIEM IIPOAHAIN3NPOBAHBI B J1a00-
patopuu Metabonusma MHCTUTYTa KIIMHUYECKOI OMOX1-
MW MEIUITMHCKOTO IeHTpa [aMOyprckoro yHuBepcHuTeTa
(Tepmanust) B uensix ompeneneHusi akTuBHOcTH GAA
npu GJIyOpOMETPUUYECKOM UCCIeN0BaHuN [5].

Craructuka. Pe3yirbsraTel 00pabaThIBaIv C UCTIOIB30-
BaHMEM cTaTucTUYecKoit mporpamMMbl SPSS mis Windows
Bepcum 23.0.

I'eneTnueckoe ceKBeHHMpOBaHHe. Ecim aKTMBHOCTH
GAA B 2 oTIenbHO B3SITBIX 00pa3Iiiax CyXxoro IIsITHa Kpo-
Bu (dry blood spot, DBS) 6b11a Huxe 0,9 HMOJIb/ITyHK-
s % 21 4, To IpoBOAMIN CeKBeHHpoBaHUe 1o CeHrepy
Koaupyloleit n 3K30HODIaHKUPYIOIIe 00acTi TeHa
GAA.

YTBepKaeHue CTAHAAPTHBIX MPOTOKOJIOB, PerUCTPalus
H comiacue mammeHToB. [lepen B3sgTHeM 00pa31ioB KPOBU
BCE MALIMEHTHI a1 YCTHOE M MMMChbMEeHHOE MH(POPMUPO-
BaHHOE COTIJIacue Ha ITpoBeneHne aHanu3a. MccenoBanue
OBLIO BBITIOJTHEHO B COOTBETCTBUH C TMOJIOXKESHUSIMU XeJThb-
CHHKCKOI IeKIapaiu 1 0100peHO KOMUTETOM IO 3THUKE
MiroHxeHcKoro yHuBepcureTa JlrogBura—MakcuMminaHa
(Ne 201-09, Tepmanwus).

Pesynbmamsl

B uccnemoBanue ObutM BKiIoueHbl 3076 malMeHTOB
B Bo3pacte 18—89 et (cpemHuii Bo3pact 48 JieT); U3 HUX
58,2 % — xenumHel. [lemorpadudeckue U KIMHUYECKHE
XapaKTePUCTUKH UCCIICIOBAHHON KOTOPTHI IIPEICTABICHBI
B Ta6u. 1. [Toka3arenu aktuBHOCTH GAA OBIITU B IIpeesax
HOpMBI Y 2844 (92,2 %) nmauumentoB. CpeaHuii ypoBEeHb
KKy Bcex martmeHToB coctaBui 563 + 371 ME/n (Hopma
1o 15000 ME/x). AktuBHOCTh GAA OBLITIa HIXE TTOPOTO-
Boro 3HaYeHus 0,9 HMOJIb/IyHKIMS X 21 9y 232 mareH-
TOB (cpemHuti Bo3pact 40,7 rona).

Tadmuua 1. Zlemoepaguueckue u kaunu4eckue xapaKkmepucmuku ucciedy-
emMoil Ko2opmol

IToka3arenn 3HaueHue
Bcezo

Yucno o6caes0BaHHbIX MALUEHTOB 3076
Bospact, MenuaHa (quamnasoH), JieT 48 (18—89)
Mo, n (%):

SKEHILIUHBI 1784 (58)

MY>KUMHBL 1292 (42)
Kimmuanaeckue rposiBneHust, n (%):

u3oarpoBaHHas runep KK 738 (24)

runepKK + renepanuzoBannas CITIKM 2338 (76)

Ilayuenmeot ¢ BIIIIH (noaoxcumeasnotii mecm DBS
u 2 mymayuu 2ena GAA)

Ywucno narueHTos, # (%) 74 (2,4)
Bospact, MearaHa (IuamnasoH), JieT 48 (18—81)
Mo, n (%):

KEHIIMHBI 42 (56)

MYXUUHBI 32 (44)
Kimmanueckue nposiBinenus, n (%):

u3onrpoBaHHast runep KK 9 (12)

runepKK + renepannzoBanHas CITKM +

JIbIXaTeabHas HEAJOCTATOYHOCTD 45 (61)

runepKK + ciabocTs MBI I7I€YEBOTO Mosica 7(9,5)

runepKK + ¢1abocTh MBI TA30BOTO Mosica 11 (14,8)

runepKK + npIxaTenbHast HEI0OCTaTOYHOCTh 2(2,7)

Ilpumenanue. DBS — cyxoe nammuo kposu; BIIIIH — 6oae3nv Ilomne
¢ no3onum Hauarom; GAA — kucaas a-earwxosudasza; KK — eunepkpe-
amununkunazemusi; CIIKM — caabocmo nosicHo-KOHeUHOCMHbIX MblULY,.

IMamuenTsl, y Kotopbix auarHo3 BITITH B ganbHeii-
IIeM He TIOATBEPOMJICS, WUMEIN CPEIHIOI aKTUBHOCTH
GAA (8 DBS npu ananuse co crienupuiecKuM HHTHOH-
TOPOM aKkap0030ii), paBHYIO 1,73 HMOIb/TIyHKIUS X 21 4
(MemmaHa 1,22 HMOIB/TIyHKIMA X 21 9). JIJ1st cpaBHEHUS:
y 74 matieHTOB (42 XeHIIWHBI 1 32 MY>XIWHBI) C TIOATBEP-
xaeHHoi BITITH aktnBHOCTE GAA ¢ THTUOMTOPOM ObLTa
0,18 aMomb/myHKIMs % 21 9 (MeguaHa 0,12 HMOJIB/TTYHK-
g x 21 4). IIpu cekBeHUpoBaHuU TeHa GAA BBISIBIIEHBI
2 W3BECTHBIC TETEPO3UTOTHBIC ITATOTEHHBIC MYTAIIUH,
B TOM YMCJI€ pacIipoCTpaHeHHAs MYyTaIlWs caifTa CIUIaii-
cuHra reHa GAA ¢.-32-13T>G B 1 amnenu y 70 TTaliieHTOB.
ITo morpaHmYHOMY 3HAYCHMIO (DEPMEHTATUBHOI aKTUB-
Hoctu GAA nepBoHayaabHO ObUIO UAEHTUOULUHUPOBAHO
158 ©0MBHBIX, BOBMOXHBIX HOcUTeNnel 6one3nu ITomrre,
Ho 2-11 DBS-TecT BBIIBIIT HOpMAaNTbHYIO (PEPMEHTATUBHYIO
akTuBHOCTh GAA y 123 manuenToB. B KoHeYHOM MTOTE
y 52 n3 123 naumeHTOB ObUIM YCTAHOBJIEHBI CIEAYIOIIEe
NIBTEPHATUBHBIE IUATHO3bL: PELIECCUBHAS MOSICHO-KOHEY-
HOCTHasI MBIIeYHass aucTpodus (7 = 32), MBIIICYHAs
nuctpodust bekkepa (n = 4), MMOTOHMYECKAs TUCTPODUS
Il tunma (n = 8), Muo3ut (n = 6), NOSICHO-KOHEYHOCTHASI
(opma MracreHnueckoro cuaapoma (n = 1), cuHaIbHas
amuotpodwust 111 tima (7 = 1). Y 95 60IBHBIX ¢ TTOTpaHNI-
HO (pepMeHTAaTUBHOM aKTUBHOCTBIO GAA MMarHo3 ocTaj-
CsI HEyCTAaHOBJIEHHBIM. Y 24 13 95 mauneHToB He yiIanoch
npoBecti DBS-Tect moBTOpHO. YCTaHOBIIEHO, 4YTO
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Tadmuua 2. OcHosHble pe3yabmamsl uccaedo8aruii ¢ ucnoavsosanuem DBS 6 kauecmee memoda ckpununea npu BITITH

HanHoe uccieno- Iepmanus, Be-

BaHUE JINKOOPUTAHUST 3076 I BIEEHIET
2015 Wcnanus [12] 241 DayopomeTpust
2015 Ucnanus [6] 348 DiayopomeTpust
2015 Wranus [7] 1051 DayopomeTpust
2014 Hanus [8] 103 DayopomeTpust
2014 OunnsHaus [9] 108 DayopomeTpust
2013 Wramusa [10] 137 DayopoMeTpust
2009 CLIA [11] 671 ®DyopomeTpust
Bcezo 5735

232 74 (aHamu3 myTtanuu reHa GAA) 2,4
1 (anamu3 myraiu reHa GAA)
3 1 (aHanu3 aKTUBHOCTU (hepMeHTa 0,8
B JICMKOLIMTaX)
20 16 (ananu3 mytaiuu reHa GAA) 4,6
30 17 (ananu3 mytanuu rena GAA) 1,6
3 3 (aHaym3 MyTanmu TeHa GAA) 2,9
0 0 0
8 3 (aHanu3 MyTauuu reHa GAA) 2,2
28 (uccnenoBaHue ¢hrudbpodIACTOB
111 KOXKI) 4,1
7 (aHanu3 mytauuu reHa GAA)
407 142 2,5

Ilpumeuanue. DBS — cyxoe namno kposu; GAA — kucaasa a-enokosudasa; BIIITH — 6oae3ns [lomne ¢ no3onum Hauanom.
- -

11 GONMBHBIX SIBASIOTCS TETEPO3UTOTHBIMU MO PACIPOCTPaA-
HEHHO MyTallMM caiiTta cruiaiicmHra reHa GAA c.-32-
13T>G, 6e3 odbHaApyXeHUSs 2-if MyTaumu reHa GAA.

0bcyneHue

Ha cerognsmHmit neHb JaHHOE UCCIeNOBAHUE SBIISI-
€TCSI CaMbIM KPYITHBIM TIO YUCITYy TTAIMEHTOB, Y KOTOPBIX
MpoBeAeH npocrnekKTuBHbI ckpuHUHT BITITH B Koropte,
CTPANAIOIIMX MATOJIOTUEN MBIIIL HEYTOYHEHHOW 3TUOJIO-
ruu. DdbdexkTuBHOCTh cKpuHMHTra DBS ObINa MOKa3aHa
Yy HOBOPOXX/IEHHBIX, a TAKXKE B APYTUX LIEIeHATPABIICHHbBIX
WCCNIENOBAHUSIX C TIPUBJICUEHNEM HEOOJBIITUX IPYII Ta-
LIMEeHTOB ¢ GonesHbplo [Momme (Tabm. 2) [6—12]. ¥ Bcex
74 MaureHToB, Y KOTOPBIX ObLT BIIEPBbIE AUATHOCTUPOBAH
rnvkoreHo3 I Thna, BeISIBIEHBI KITIOUEBbIE KITMHUYECKUE
npusHaku BIITTH (cm. Tta6n. 1). [maBHBIM pe3yasraTom
HAIIIETO MCCIIEMOBAHUS SIBIISIETCS] BBIBOJ O TOM, 4TO 0O-
nie3Hb [ToMmrte BcTpeuaeTcest y 2,4 % B3pOCIbIX MALIMEHTOB
¢ CIIKM wn/mm runepKK HeyTOYHEHHON 3THOJIOTHU.
[MosryueHHBI pe3yabTaT COTNIacyeTcs C JaHHBIMU MEHEe
MAacCLITaOHBIX UCCIEA0BAHUN B KOTOPBIX 00111as1 pacipo-
CTpaHeHHOCTb IiuMKoreHo3a Il Tumna cocrabnsiia 2,5 %
[6—13]. HecMoTpss Ha uMcCMOJb30BaHUE OXWHAKOBBIX
(hryopoMeTpruecknx METOIOB, BO BCEX 8§ CKPUHUHTOBBIX
nccienoBanusx DBS nMmemich He3HAUMTEIIBHBIE PACX0-
KIEHUS B PACTIPOCTPAHEHHOCTU PacCMaTpUBAaEMOTo Op-
(hanHOTO 32005I€BaHYSI, YTO MOXET OBITH CBS3aHO C Xa-
paKTEpHOU A KOHKPETHOM CTpaHbl 4YacTOTOW €To
Bo3HUMKHOBeHUs. MI3BecTHO, 4TO B achpoamMepuKaHCKOM,
TOJUIAHACKOW W TaWBaHbCKOW MOIYJISLIMIX OTMEYAETCS
Oosiee BbICOKasl pacrnpocTpaHeHHOCTb 6ose3Hu I[lomme
10 CPAaBHEHMUIO ¢ Apyrumu nomyisiuusamu [ 1, 4]. Tlpu ana-
m3e 2-ro obpasiia DBS He Bcerma rmoaTBepXaaeTcs CHU-
xeHue aktuBHOCTA GAA. DTO CBA3aHO C TAKUMU METOIM-

YeCcKMMM OIInOKamMu, KakK B3ATUE KPOBU TOCTE
TepeIMBaHus, HEMTPABWIbHBIE OTOOP 00pa3LOB U HaHECe-
HUeE TISITeH Ha (GUIIBTPOBAJIbHYIO OyMary, a Takxke Helpu-
E€MJIMMBbIE YCTIOBUSI TPAHCIIOPTUPOBKY (Harpumep, Hapy-
IIEHWE TeMIIepaTypHOTro pexnma). Jake B HaACTOsIIeM
WCCIIEIOBAaHUN C MCIIOJb3oBaHMeM DBS, momydeHHBIX
W3 OKCIIEPTHBIX IIEHTPOB HEPBHO-MBIIIIEYHOH MMATOJIOTHH,
HEJIb3s TIOJTHOCTHIO UCKITIOUUTD OLITUOKY TIPU B3SITUU TIPO-
OBI WIN HApPYILIEHWS YCIIOBUIA TPAHCTIOPTUPOBKH.

OpHako ipu aHanm3e Beex noiydeHHbix DBS nmposo-
QTN BHYTPEHHUI KOHTPOJIb KAUYeCTBA MOCPEICTBOM U3-
MepeHUsI aAKTUBHOCTU HENTPaTbHON ManbTa3bl. B rmepBbix
obpa3lax y BcexX MalMEHTOB aKTUBHOCTb HEUTPaJbHOMN
MaJTbTa3bl HAXOAWJIACH B TIpeesiaX JOMyCTUMBIX 3HAYCHU .
C y4eToM BO3MOXHOCTHY TIOJTyYEHUST JIOKHOTIOIOXKUTEITb-
HOTO pe3yibTaTa Mbl PEKOMEH/AyeM TONTBEPXIATh Jie-
¢uumr GAA B DBS ¢ nomoiibio uccnenoBaHust APYTux
TKaHel, HanmpuMep HrOPOOIACTOB, MBIIII, WU C UCTIOb-
30BaHHUEM «30JI0TOTO CTAHIAPTa» — TeHETUIECKOTO CEKBE-
aupoBaHusa GAA no Cenrepy. B OuomnTare MBIIICIHOMI
TKaHu npu BIIITH OGBIYHO BBISBISIOT BaKyOJM3alUIO
MBIIIIEYHBIX BOJJOKOH, CKOTUIEHUS TJIMKOT€HA M BKITIOYe-
HUSI, TIOJIOKUTETbHBIE K Kuciou (ocdaraze. [Tocnennue
MOTYT HaOJIOAAThCSl 0€3 SIBHOTO CKOIUIEHUS [JIMKOTEHA.
OnHako Bce CTeNaMCThI B 0071aCTH HEPBHO-MBIIIIEYHBIX
0oJIe3Hei MPU3HAIOT, YTO CKOTIJIEHUSI TIMKOTEHA U BKITIO-
YEHUSI C TIOJIOKUTENbHON peakiineil Ha Kucmyto ocdara-
3y MHOTJa OTCYTCTBYIOT. DTO OOCTOSITEIbCTBO HE SIBIISIETCS
OCHOBaHMEM JJis OTKa3za OT aHainm3a akTuBHOCTH GAA
o DBS. Bo Bcex ciydasix, Korma ecTb KITMHNYECKIE OCHO-
BaHUA U1 UCKITIOYeHUs1 Oonie3Hu [ToMme, ciaeayet BbIMO-
HSTh aHaN3 akTuBHOCTU GAA o DBS.

C yueTom oTHOcHuTenbHOU penkocty BITITH, mamoit
CIeM(PUIHOCTH TaKUX KIMHUYECKUX TPU3HAKOB, KaK
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¢J1ab0CTb MPOKCUMAJIbHBIX MBILILL U OBBILLIEHUE YPOBHS
KK, a Takxe 4acToro oTCyTCTBUS pe3yJIbTaTOB OUOIICUM
MBILILL, MOATBEPXKAAIOIIMX AUArHO3, 1aXe CHELUaTUCThbI
B 00JIaCTM HEPBHO-MbIIIEYHBIX 00JIE3HE MOTYT A0JITO
He paccMaTpMBaTh AMarHo3 raukoreHosa I tumna.

IMonydyeHHbIe pe3yJibTaThl MO3BOJISIIOT PEKOMEHI0BATh
mpoBeneHre DBS-TecTa yxke Ha HaYaIbHOM CTaIMK IUAar-
HOCcTMYecKoro ob6caemoBanua mnaumeHToB ¢ CIIKM
unn ycroiuuBoii rurnepKK HeyTouHeHHO! aTHoOrUM
g uckimouyenus BIIITH. [raBHEIMM KIIMHMYECKUMU
MpU3HAKaMU, KOTOPbIE TOKHBI TOOYAUTH Bpaya MpoBeC-
™1 cKpUHUHT 60iie3Hn [Tomme ¢ ncronbp3oBanneM DBS,
SIBJITIOTCS C1aO0CTh aKCUAJIbHBIX, TA30BbIX U IbIXaTEbHbBIX
MBI U YCTOMYMBOE MoBbilIeHUe ypoBHS KK.

3akniouenue

Ha ceromusiuramii meHb HET COMHEHUI B TOM, UTO JIe-
yenue BITITH ¢ ncnonb3oBanueM pepMeHTHOM 3aMeCTH-
TEJILHOU Teparny CIeIyeT HAaUMHATh KaK MOXXHO paHbIIIe,
IO TOTO, KaK MOSIBSITCSI HEOOpaTUMBbIe M3MEHEHUSI CKEJIET-
HBIX MBIIII, YTO IeJIaeT PaHHIOK AMArHOCTUKY KpaitHe

Ha tepputopnu Poccumn ¢ 4:00 mo 19:00 mo MockoB-
CKOMY BpeMeHU paboTaeT «ropstyast JMHUS» 1adopaTop-
HOI nuarHoctuku Oose3Hu Ilomrme: 8-800-100-24-94
(3BOHOK OecriaTHEIN). [I03BOHUB Ha «TOPSIYIO TUHHUIO»,
JII000M CITEIMAIMCT MOXKET 3aKa3aTh KyphePCKYIO TOCTaB-
KY CYXUX IISITeH KPOBH CBOUX ITALIMEHTOB IUTS IIPOBEICHMS
JTabopaTOpHOI AMATHOCTUKM, a Takke mojryunth DBS-
OmaHKM (ITyCcThIe KapThl UISI HAHECCHMS IISITEH KPOBH).
ITpu 3anmonmHenun DBS-61aHKa HeoOXOOMMO HaIMCATh
aMmmIo, UMSI ¥ OTYECTBO IMaIlMEHTA, ATy €r0 POXKIe-
HUS, TI0JI, ATy TOJYIeHUSI CyXMX IIATeH, JaHHBIE O Ha-
TIPABJISIONIEM JICIeOHO-TTPOMIIAKTUICCKOM YIPEKICHUN
(JITTY) u Bpaue, a TakXKe OTMETUTB LI€JTb UCCIIETOBAHMST —
6ose3nb [Tomme. Cyxue TaTHA KPOBU TPAHCTIOPTUPYIOTCS
IIpY KOMHATHOU TeMIlepaType, 0e3 rapaHTUITHOTO IMIChMa
HanpasJstoiero JITTY. JIns kaxaoro o6pasiia BbITIOJHSI-
€TCSI CKpUHUHTOBBIN (DEpMEHTHBIH TECT, a TIPH IMOJIyICHUN
TIOJIOXKUTETHHOTO MM COMHUTEIBHOTO Pe3y/IbTaTa — IMOI-
TBEPXKIAIOIINI MOJIEKYISIPHO-TEHETUUECKUIT aHaJIN3.
HocraBKa MaTeprajia M BBHIIIOJHEHHE J1aOOPaTOPHOTO
uccaenoBaHus oecruiaTHa mis HanpaBusiiero JITTY v ma-

BaxkHoi1 [1,7, 11, 13, 14].
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