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Beedenue. HacnedcmeenHas mpaxcmupemuHosas amunouduas nonureliponamus (HTTP-AI) — amo unsanudusupyioujee xusHeyzpoxaroujee
cucmeMHoe aymocoMHo-0OMUHAHMHOe 3a00/eaHue, KOMOpoe CBS3AHO C HATUYUEM NAMO2eHH020 8apuarma zena TTR u Hapyuwienuem ceépmbi-
8aHus Geska mpaxcmupemuna.
Llens pabomst — onpedenums uacmomy evisenenus HTTP-AIl & kozopme nayuenmos ¢ 08ycmopoHHUM cuHOpomMom 3anscmHozo kanana (C3K)
8 PYMUHHOLI KnuHuecKkoli npakmuxe 6 Poccuu, a make oyeHums ux demozpaguueckue, KUHUUECKUe XapakmepucmuKy U pe3yJibmambl eeHemu-
uecKko20 MeCMUpPOBaHUS.
Mamepuanst u memodst. B pamkax pempocnexmueHoli uacmu MHO204eHMPo802o HAO00aMebHO20 UCCNed08AHUS NPOAHAUIUPOBAHL! OaHHbE
63POCIbLX NAYUEHMO8 C ycmaHosneHHbIM duazHo3om dsycmoporne2o C3K 0na evisenenus npusraxos eeposmuozo vanuuus HTTP-AIL [lpu na-
Juyuy » 1 npusHaxa 0aHHozo 3a6071e8aHUSR (<KpacHbLx (11a208») Ha OCHOBAHUU MEOUYUHCKO20 GHAMHE3A HA NPOCNEKMUBHOM Imane nposooUsach
KOMNJIEKCHAS. OUEHKA KJUHUUeCKUX Xapakmepucmuk y4acmHuKkos, 8 MoM Uuc/ie Pe3yibmamos Hegpoiozuteckozo obciedosanus. Bemonmanocs
MOJeKyAAPHO-2eHemuUeckoe mecmupoganue 8 aude cexsenuposanus zena TTR no Caneepy, komopoe n0380510 noomeepoumb Uau UCKOUUMD
wanuuue HTTP-AIL [lepsuuHoti koHeuroli moukoti A6157ace 00N NAYUEHMO8 ¢ 2eHemutecku 8epuduyuposartbim duaziozom HTTP-AIL
Pesynomamet. ¥ 1321 (95,9%) u3 1378 nayuenmos ¢ C3K, xkmouéHHbix Ha pempocneKmusHoM amane, OMMeuanocs Hanuuue » | npusHaka
HTTP-AII, Haubonee pacnpocmpanéHHbLMu ObLIU NAPECE3US U UYBCMBO HKIKEHUS 8 OUCMAJIbHBLX 0MOeax KoHeuHocmetl 6e3 ymouHeHus J10Ka-
nusayuu (89,6%), aunompoghus u 2unomonus My, koHeunocmeil, apegpnexcus (16,1%), eunepmpogpus negozo xenydouxa cepoya (15,4%). Cpeou
Y4acmHuKo8, Habodaswuxcs npocnekmugHo (n = 723; 6o3pacm 58,5 * 12,0 200a; 82,6% xenuwjun), duazios HTTP-AIT Gbin noomeepsxdén y 1 (0,14%)
nayuenma — xeHwunbl 6 6o3pacme 65 nem c eapuarmom 2ena TTR p.Val50Met. Bpems om nosenenus cumnmomos C3K do nocmanosku duaerosa
HTTP-AIT cocmaensno onee 20 mec, umenucs 4 «packvix gaazar: cepdeuHas HedocmamouHocmy ¢ COXpaHeHHoll (pakyueli 8bi6poca, omars-
Mono2uyecKue HapyuleHus, napecmeauu U OUCQYHKYUS ABMOHOMHOL HepeHOLi cucmemy! (3anopby). Jona nayuenmos ¢ HTTP-AIl & nepecuéme
Ha obujyio kozopmy nayuermos ¢ dsycmopornum C3K pasra 0,073%. ¥ 5 yuacmHukos eviaeneHbl uHble sapuanmbl 2eka TTR ¢ pasHoli knuHuueckol
snauumocmoio: p.Alal01Val, p.His110Asn (n = 2), p.Arg5His u c.[-61G>A].
3axnwouenue. Yacmoma evisenenus HTTP-AIl 6 kozopme poccutickux nayuenmog ¢ dgycmoporHum C3K cocmasnsem 0,073%, a npu Hanuuuu
> 1 npusHaka dannozo 3abonesanus docmuzaem 0,076%. C yuémom eapuanma p.Arg5His, knaccugpuyupyemozo kax eapuanm HeonpeoenéHHozo
3HAUEHUS, HO UMeIoWye20 onyOIuKo8aHHble OaHHble ¢ N0OMmeepKOEHHOL namozerrocmylo, uacmoma cocmasnsem 0,14% & kozopme ¢ 08ycmopoH-
Hum C3K. Heobxodumo cogepuiencmeosanue areopummos ckpuHuHza npu omoope KaHouoamos 015 npogedeHus MOJeKySPHO-2eHeMUUeCK020
uccnedo8anus ¢ yenvlo sepugurayuu duazHo3a.
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Abstract
Introduction. Hereditary transthyretin amyloid polyneuropathy (hATTR-PN) is a disabling, life-threatening systemic autosomal dominant disease
associated with a pathogenic variant of the TTR gene and transthyretin protein misfolding.
The aim of the study was to determine the detection rate of hRATTR-PN in a cohort of patients with bilateral carpal tunnel syndrome (CTS) in routine
clinical practice in Russia and to assess their demographic and clinical characteristics, including genetic testing results.
Materials and methods. As part of the retrospective part of a multicenter observational study, data from adult patients with a confirmed diagno-
sis of bilateral CTS were analyzed to identify signs suggestive of probable hATTR-PN. If > 1 sign of the disease (red flags) was present based on
medical history, a comprehensive assessment of participants’ clinical characteristics, including neurological examination findings, was conducted
during the prospective part. Molecular genetic testing via Sanger sequencing of the TTR gene was performed to confirm or exclude the hATTR-PN.
The primary endpoint was the proportion of patients with genetically confirmed hATTR-PN diagnosis.
Results. Among 1,378 patients with carpal tunnel syndrome (CTS) included in the retrospective phase, 1,321 (95.9%) exhibited > 1 feature of hAT-
TR-PN. The most common manifestations were paresthesia and burning sensation in distal extremities without specific localization (89.6%), limb
muscle hypotrophy/hypotonia and areflexia (16.1%), and left ventricular hypertrophy (15.4%). In the prospective cohort (n = 723; age 58.5 + 12.0 years;
82.6% women), hATTR-PN diagnosis was confirmed in 1 patient (0.14%) — a 65-year-old woman with TTR p.Val50Met variant. The interval from
CTS symptom onset to hATTR-PN diagnosis exceeded 20 months, with 4 red flags present: heart failure with preserved ejection fraction, ophthalmo-
logical abnormalities, paresthesias, and autonomic nervous system dysfunction (constipation). The proportion of hATTR-PN patients in the overall
bilateral CTS cohort was 0.073%. Five participants carried other TTR variants with varying clinical significance: p.Alal01Val, p.His110Asn (n = 2),
p.Arg5His, and c.[-61G>A].
Conclusion. The detection rate of hRATTR-PN in Russian patients with bilateral CTS is 0.073%, reaching 0.076% when » 1 disease feature is present.
Considering the p.Arg5His variant classified as of uncertain significance but with published evidence of pathogenicity increases the frequency to
0.14% in bilateral CTS patients. Improvement of screening algorithms for selecting candidates for molecular genetic testing is required to verify
diagnosis.
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Bsenenue

Hacnencreennas tpancruperuHoBass (TTP) amunouzpnas
nonvHeliponiatisg (HTTP-AIl) — 3To uHBanuzpusupyoree
’KU3HEYTPOXKAIOIee CUCTEMHOE ayTOCOMHO-ZIOMHUHAHTHOE
3aboseBaHye, KOTOPOe CBS3aHO C HA/MMYMEM MATOTEHHOTO
BapuanTa resa TTR W HapyieHveM CBEpTbIBaHMs Oenka
TPAHCTUPETHHA, YTO MPUBOAUT K 0OPa30BAHUIO AMHUIOUAA 1
ero OT/IOKEHHMIO B SH/IOHEBPUU U NPOSBIsETCS B BUJE Npo-
rpeccUpyIOLIero nopaxeHus neprdeprueckrux HepBos [1-4].

Jnarsoctuka HTTP-AIT MoxkeT 6bITh 3amo3anoii, 0co6eHHo
B OTCYTCTBME CEMEHHOT0 aHamHe3a BBU/Y Baprabe/lbHOCTH
CHMIITOMOB ¥ BpeMeHM MX MOSBEHWS, U4TO CONPOBOXK/A-
eTCs CHIDKEHMEeM KauecTBa U IPOAO/DKUTENbHOCTU JKU3HU
TMalMeHTOB, a TaKkkKe MOXeT IPUBOAUTb K HeHa3HaueHMIO
cBoeBpeMeHHOT0 3 dekTuBHOro nevenus [3, 5-7]. Ipenmo-
JlaraeTcs, 4To BO BCEM MUpe HacuuTbiBaeTcst okoo 10 Thic.
naiyentoB ¢ HTTP-AII, xotg anuaeMuoornyeckye moKasa-
Te/U Pe3K0 pa3nnvaloTcs He TOMbKO MEXAY 3H/eMUUYHbIMU
Y He3HJeMUYHbIMY pPerroHamy, Ho U BHyTpH Hux [8, 9]. Uc-
THHHAs paclpoCTPaHEHHOCTb HEM3BECTHA B CBA3U C HEZO-
craToyHoi guarHocTukoi HTTP-AIl u paznuuuamu ucmosnb-
3yeMBbIX IMarHOCTUUecKux moaxonos [1, 11-15].

Coobmaercs 0 6onee uem 200 MaToreHHbIX BapuaHTax rexHa
TTR, cBA3aHHbIX ¢ HacaeacTBeHHbIM T TP-amunonzmosom [16].
BHeznpeHve B KIMHUYECKYIO TPAKTUKY CEKBEHUPOBAHHS reHa
TTR w anroput™MoB 0T6Opa MALMEHTOB C MMONATHYECKOIT
HelporaTuel, MMelomMx 0ojiee BBICOKMI PUCK PasBUTHS
HTTP-AI, sBasieTcs LeHHBIM HHCTPYMEHTOM JJIs IOATBEpX-
[IeHVs WM VICKITIOUeHHs JUar€osa Y, Cie/joBaTesbHo, OIpe-
fiefieHrss HeoOXOIMMOCTH Ha3HAueHWsl COBPEMEHHO# 00-
ne3Hb-MopuuiMpyoiei Tepanuu [2, 3, 11-15, 17].

Cunzpom 3amsictHoro kaHana (C3K) umeercs y 3-6% Hace-
neHus u MoxeT Bo3HukaTh npu HTTP-AIl BcnesctBue oua-
TOBOTO OT/IOKEHHsI aMIJION/A B 00/1acTy 3amsCThbsl, 00bIYHO
TIpeIIeCTBYIOLIEr0 MOPaKEHHIO APYrux opraHoB [13, 15, 18],
I7IaBHBIM 00pa3oM B HedHeMHUUHbIX pervoHax [19]. Dror
CHHZPOM BK/IOYEH B GOMBIIMHCTBO OMy6IMKOBAHHBIX AMar-
HOCTMYECKUX QITOPUTMOB KaK OIUH U3 npusHakoB HT TP-All
[1, 3, 7, 13, 15, 20], ocobeHHo B ciydae JBYCTOPOHHETO TO-
pa)XeHHs 1/W/u OTPEOHOCTH B XMPYPrUuecKoM BMeLaTelb-
CTBE 1/W/IM OJHOBPEMEHHOTO HA/INYKS Y HECKOJIbKUX YIeHOB
cembit [11, 12, 14, 15, 21].

Jlo HacTosulero BpemMeHU He MPOBOAMIOCH HADMOHATEb-
HBIX UCC/Ie/I0BaHUI N0 U3yueHnto snuzaemuonoruu HTTP-AIl
HU BO Bcell poccuiickoii nonynsuuy, Hy y naumenTos ¢ C3K.
llenpio HacToAIero Mccae0BaHus ABJANOCH OMNpejieneHre
pacnpoctpanénHocty HTTP-AIl y naunueHTOB € ycTaHOB-
JIeHHbIM /iuarHo3oM fBycTopoHHero C3K B pyTUHHOMN Kmu-

HUYeCKON npakTuke B Poccny, a Takke OLEHKa UX JIeMO-
rpadryecKrx, KIMHAYECKUX XapaKTEPUCTHK M Pe3y/bTaThl
TeHeTUYEeCKOr0 TeCTUPOBAHMUSL

Marepuarnbl u MeTofbl

MHoroteHTpoBoe HaOMIOAATEIBHOE  PEeTPOCIIEKTUBHO-TPO-
CIIEKTUBHOE MCC/Ie[I0BaHUE PACIpOCTPaHEHHOCTH U KIWHU-
yeckux xapakTepuctiuk HTTP-AIl y poccuiickux MauueHToB
¢ asycTopoHHMM C3K B peanbHO! KIMHHUYECKOW NpakTHKe
(JIOKVC, Homep B 6a3e faHHBIX KITMHAYECKUX UCCTIE/JOBAHUIM
ClinicalTrials.gov — NCT06414746) npoBozmiocs ¢ y4actieM
21 uccnesoBaTeNbCKOTO LIeHTpa B pa3HbIX peruoHax Poccuu.

B xone pETpOCHEKTI/IBHOI‘O dHa/iM3a AJ1d BKIKYEHNA B UC-
C/lefloBaHKe TOCTIEI0BATENbHO OTOUPAIN TALMEHTOB C Jiha-
rHo30oM zaBycTopoHHero C3K, ycTaHOB/IEHHBIM B BO3pacTe
> 18 net B mepuog ¢ 01.01.2021 no 31.12.2024, BHe 3aBuCH-
MOCTU OT Ha/lMuusl B aHaMHe3e IepeHeCEéHHOr0 XUpYpru-
YeCcKOro BMELIATe/IbCTBA 110 TOBOAY JIAHHOTO 3a00J1eBaHKA.
He BK/IIOUAJ/IMCh TAalJMEHThI, yqaCTBOBaBHIHe B I/IHTepBEHHI/I-
OHHbBIX KJIMHWYECKUX MUCC/IeA0BAHUAX I10C/IE€ BbISAB/IEHNA L[By-
CTOPOHHETO MOpaKeHUS 3aMsACTHOTO KaHara.

PeTpocrexTHBHBIiT 9Tam npeaycMaTprBai 0TO0p MaLKeHTOB,
VIMeBLIMX yBelnyeHHbl puck Hamuuua HTTP-AII Ha oc-
HOBaHMK MMEBIIMXCS TPU3HAKOB 3a00seBaHus (<KPaCHBIX
(raros») Ha MOMEHT /MO0 MOCTAHOBKK AMArHO3a, MO0 mpo-
BeJIeHHs Xupyprudeckoil oreparuu mo nosony C3K, mibo
TMOC/IeIHET0  KOMIIEKCHOTO HEBPOJIOrMYecKoro ofcrezosa-
HUA Y nauyeHToB ¢ nporpeccuposanneM C3K ¢ nenonbsosa-
HUEM [aHHbIX 9JIEKTPOHHBIX WM OYMaKHBIX MEJULMHCKUX
KapT NalleHTOB.

B kauecTBe «kpacHbIx ¢raroB» paccMaTpUBay ClefyIoLIie

KJIMHUYECKUE XapaKTePUCTUKY:

* ceMeiiHblil aHamMHe3 nonuHeliponatuy ([TH) HensBecTHo#
3THMOJIOTMY WM HalWuMe XPOHWYECKOH BOCTIaNUTeNbHON
AemuenuHusupyomeii [TH;

* CTEHO3 03BOHOYHOIO KaHa/a B OACHUYHOIT ofacTy;

* nuchyHKLMA aBTOHOMHOM HEPBHOM CHCTEMbl, OTpesiense-
Mas IIpY Ha/Muuy 2 1 U3 Cleayomux CUMITOMOB:

- JKano0bl Ha paboTy IKeMyIOYHO-KMIIEYHOTO TPAKTa
(3amop u/umm xpoHudeckas auapes);

- 9pEeKTHU/IbHAsS AUCQYHKLUUS;

- OpTOCTaTHUyecKas TUIOTeH3Us;

* HapylLleHus NOXOAKY;

* HapyLIeHUs NOTOOT/E/IEHNS, aHTU/pO3;

* [apecTe3ust U UyBCTBO KEHUS KOXU AUCTa/bHBIX OTHe-
JI0B KOHEUHOCTel;

* JIUCTaJIbHbIA CUMMETPUYHBIA Napes;

* runoTpous ¥ TUIOTOHUSA MBILIL KOHEYHOCTeH, apedrex-
cus;
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* pa3pbIB CYXOKM/HA BYITIABOM MBILILIDI 171€4a;
* 20pTa/bHbIA CTEHO3;
* [MarHo3 Cep/ieyHO}l HeAOCTaTOYHOCTH C COXpPaHEHHOMH
dpakuueit Boibpoca (CHeDB);
* HeoObACHMMAs MOTEPst Beca » 5 Kr B /000l pOMeKyTOK
BpeMeHU C MOMeHTa BO3HUKHOBeHus cuMnTomos C3K;
* runepTpodus neBoro Kenayzouyka (Ha OCHOBAHMU 3JIeK-
TPO- WM 3XOKapAuorpadudeckix KpuTepyes);
* HapylleHus Cep/IeYHOro PpUTMa;
* HapyweHus (QYHKIUM TOYeK, onpesesisieMble NpY HasH-
4iy 2> 1 U3 CreAyoIYX IPU3HAKOB:
- JIOKYMEHTaJIbHO TOATBEepXKAEHHBIN J1arHo3 XpoHHYe-
CKO#1 60/1e3HH TOYEK;
- CHWKEHHME DacuyéTHOI CKOpOCTH KTyGOuKOBO# (husib-
Tpauuu MeHee 60 mi/muH/1,73 M%
- TOBbILIEHNE YPOBHSA CbIBOPOTOYHOTO KpeaTHMHUHA BbIllle
pecdepeHTHOrO AKanasoHa MeCTHO# 1abopaTopu;
- a;mpbymunypyst (> 30 Mr/r kpeatiHuHa Wik » 30 Mr/cyT);
- MPOTeMHYPHs (COIIAacHO pe3y/bTaTam 00LIero aHaau3a
MOYK);
* odrambMonorvyeckve — HapyLleHWs, — ONpefeliseMble
TIpY Hamuuuu > 1 U3 crefyoIyX NprU3HaKoB:
- BKJIIOYEHHsI (IOMYTHEHHE) CTEK/IOBUAHOTO Tela;
- [JIayKoMa;
- 3payKOoBble HapyLIEeHNUS;
- BUTPIKTOMUS.

B cyyae Hanuums ogHOro ¥ 60JIee U3 BbILLIEIEPEUNCTIEHHBIX
TIPU3HAKOB, @ TAKKe NPU OTCYTCTBUM paHee yCTaHOBJIEHHO-
ro auarHo3a HTTP-All nauueHTh NpUralanich K y4acTUio
BO BTOpOM, IPOCNEKTUBHOM, 3Tale HCCIef0BaHUA MOCTIe
TpefioCTaB/IeHNs] MU IHMCbMEHHOTO HMH(POPMUPOBAHHOTO
cornacus. B mpOCTIeKTUBHBIH 3Tan MUCCel0BaHKA He MOIVIU
OBITb BKJIIOUEHbBI YYACTHHKHU, KOTOPbIM paHee BbIMOIHSIOCh
MOJIEKY/IAPHO-TeHeTHYeCcKoe TecTupoBanue rena TTR, a Tak-
JKe JIMLA, MMeBLIe MOATBepkKAEHHbII AedUUUT BUTaMUHA
B,, u/unu 3noynotpebieHye anKoroseM B aHaAMHe3e.

[IpocriekTHBHO POBOAWICS YUET aHTPONOMETPUYECKUX JIaH-
HBIX, aHaMHe3a JKU3HU (BpeZHBIX NPUBBIUEK), TIOKa3aTenei
reMo/IMHaMKKH, aHaMHe3a 3a00/1eBaHus, BK/I0Uas CBeeHuUs
0 mepeHecéHHOM xupypruveckoM neuennun C3K u rocmura-
nu3auusx B a3y ¢ [1H, pesynbTaToB KOMIIEKCHOTO HEBPO-
7IornYeckoro 00C/Ie0BaHusl, BKIIOUAs MHCTPYMEHTA/bHbIE
MeTO/Ibl, @ TaKXke 1abopaTOpHBIX MOKas3aTeneld ¥ HaTUuus
comyTcTByOIMX 3aboneBanuit. Kpome Toro, maumeHTtam
OBIIO BBIMOJIHEHO MOJIEKY/ISAPHO-TEHETHYECKOE TeCTHpPOBa-
HYe, KOTOpOe 3aK/I04anoch B CeKBeHMpoBaHuu reHa TTR
no CaHrepy c MCIOMb30BaHWEM CYXOTO MATHA U NPOBOAU-
70ch B 1abopaTopuu MeuKo-reHeTHYeCKoro HayuHoro LieH-
TPa, 4TO NO03BOJISUIO NOATBEPAUTD WM UCKIIOUUTb HaIAUKe
HTTP-AII. TIpofi0/KUTENBHOCTD TIPOCIIEKTUBHOTO HAbI0-
[IeHNs 3a KaKAbIM MalUeHTOM OIpefessnach rOTOBHOCTBIO
pesy/bTaToB MOJIEKYIAPHO-TEHETUYECKOr0 TeCTUPOBAHMUA
¥ BO3MOXKHOCTBIO COODIIUTb UX KOHKPETHOMY MaLUEeHTy 1
daxTiyecky cocTasnsia ot 1 Hep o 3 Mec.

CraTucTiueckuil aHanu3 1 00paboTKy aHHbIX MPOBOLMIIA
C ucronb3oBaHueM mporpamMmHoi cpenbl R («R Foundation
for Statistical Computing», Bepcus ot 28.02.2025) u mpu-
MEHEHHEM 3IUJIEMUOIOTYECKUX MeTozoB. KauecTBeHHbIE
TpU3HAaKK [PEZCTaB/IEHbI B Bi/ie aOCOIOTHBIX YacTOT BCTPe-

ATTR-MH: CKpUHMHT cUHOpPOMA 3aNACTHOrO KaHana B PO

4aeMOCTH V/WIK JIoNieil B MPOLIEHTAX, a HempepbIBHbIE (KO-
JIMYECTBEHHbIE) TAPAMETPBI — B BUJIE CPeJIHEr0 3HaueHus *
CTaH/IJapTHOTO OTK/IOHEHWs [JIsl HOPMaJbHO paclpesienéH-
HBIX JIEUCTBUTEIbHBIX YKCENT, MEUAHBI ¥ MEKKBAPTHIBHOTO
UHTepBaJja /sl JaHHBIX C paclipe/ieieHreM, OTIUIA0LIMCS
OT HOpManbHOro. [lepBUYHOM KOHEUHOH TOUKOW SBJsA/IACh
7071 TTALMEHTOB C reHeTHdecky noaTeepsxaéHHoi HTTP-Al,
KOTOpasi TpeJcTaBeHa B NPOLEHTaX C yKa3aHHeM TOYHOIo
95% nosepurenpHoro uHtepsana ([M) cpepu Bcex maryeH-
0B ¢ C3K, a Takxe cpeau manueHToB, 0TOOPAHHbIX JIg MPO-
CIIEKTHUBHOTO 3Tala KUCCIe0BaHMUs.

Pe3ynbratsl

Yacmoma 6bl6/1eHUA NPUSHAKOS U nodmeep:kdeHus
duaznosza nTTP-AIl

Pacripenienenyie nalveHTOB, BKIIOUEHHBIX B MCCTe/JOBaHMe,
npezicrasneHo Ha pucyHke. Cpeau 1380 maumeHToB C 1BY-
cropoHHUM C3K, N0iBEPTrHYTHIX CKPUHUHTY Ha 3Tale peTpo-
CTeKTUBHOTO cOopa faHubIX, 2 (0,14%) mamyeHTa UCKI0YeHb!
U3 JlasibHellIlero aHanu3a B CBA3M C BbIABIEHHbIM OTK/IOHE-
HueM oT nipoTokona; pu3Haky HTTP-All («kpacHbie darn»)
otcytcTBoBanu y 57 (4,13%) yuactHuKoB. YacToTa BbISBIEHNUs
oTnenbHbx npu3HakoB HTTP-AIl y ocraBliMxcs naLueHTOB
¢ C3K (n = 1321) ykasana B Tabn. 1. HanGosnee uacro peru-
CTPUPOBANH MAPECTE3UH U UYBCTBO HOKEHHS B JIVICTAJIbHBIX
otzenax KoHeuHoctel (89,6%), rumotTpoduI0 U TUIOTOHUIO
MBIIIL] KOHeyHocTel, apedexcuto (16,1%), runeprpoduto e-
BOro xenmyznouka (15,4%), AucTanbpHbI CIMMETPUYHBIN NIape3
(13,0%), a Taxxe HapymeHus noxonku (11,0%).

B npocnextyBHyt0 yacTb vccneoBaHus BKmodeHsl 723 (54,7%)
nalyeHTa M3 YMcIa MMeBIIMX «kpacHble ¢rary» HTTP-AIL
TNpeNI0CTaBUBIIME TTMCbMEHHOE MH(GOPMUPOBAHHOE COIJIACHe,
[Jonu nanyentTos c 1, 2, 3 u 4-5 npusHakamu HTTP-AII cocra-
B 38,8, 23,2, 20,8 n 14,9% cooTBeTCTBEHHO, NPUUEM YacToTa
BbISIB/IEHMA OOJIBIIMHCTBA OT/EMbHBIX PU3HAKOB ObLIa BbILIE,
YeM y BCeX MAlMeHTOB, OTOOPAHHbIX YIS MPOCIEKTUBHOIO
arana (cM. Tab. 1). Bonee 5 «kpacHbix ¢aros» umenn 2,35%
TaLyeHToB. Pe3ybTaT MOMeKy/IsIpHO-TeHETHYECKOTr0 TeCTHPO-
BaHus ObU1 nonyueH y 712 (98,5%) y4acTHMKOB MPOCIEKTHB-
Horo 3tana. [JuarHo3 HTTP-AIl mopTeepxnéH y 1 (0,14%, 95%
I 0-0,77%) nauyeHTa U3 BKIOUEHHBIX B NPOCIEKTUBHYIO
yacTb, a ewé y 5 (0,69%) yuacTHUKOB ObLT 0OHAPYKEHbI HHbIE
BapuaHThbl resa TTR c pasHON KIMHMAYECKON 3HAYMMOCTDIO.
Y ocranbabix 706 (97,6%) mauwentos guar€o3 HTTP-AIT 6bin
vckmouéH. Takum oOpasoM, oist natuentos ¢ HTTP-AIT co-
crasuna 0,8% B mepecuére Ha MaLEHTOB, UMEBIIMX > 4 TIpU-
3HaKoB (n = 125), uu 0,073% (95% /11 0-0,40%) 10 OTHOIIIEHHIO
Ko Bcelt koropTe. C yuérom BapuanTa p.Arg5His, knaccuduuy-
PYeMOro Kak BapUaHT HeolpeJie/IEHHOr0 3HaueHusl, Ho O KO-
TOPOM €CTb OIMyDJIMKOBAHHbIE JAHHbIE C MIOATBEPKIEHHOMN Ma-
TOTeHHOCTBIO, yacToTa coctasngeT 0,14% (95% [ 0,02-0,52%)
B Koropre Bcex naureHToB c gycroporHuM C3K u 0,28% (95%
[N 0,03-1,00%) — cpeny mauleHTOB NPOCTIEKTUBHOM YacTHU.

Xapatcmepucmutca nayueimos, BKJIIOUEHHDBLX
8 npocnexmuenbl& aman uccaedoeanus

Cpe/v MalMeHToB, HAOMOABIIMXCS MPOCIEKTUBHO, MPeod-
nazany skeHIyHel (n = 597; 82,6%), noxasnsooiee GobLINH-
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PeTpocneKkTUBHbIA COOP AaHHbIX NALMEHTOB
¢ aByctopoHHum G3K (n = 1380)

Vickno4eHbl BBUAY OTKIIOHEHWA OT NpoToKona (1 = 2)

A

OtcytcTBYtOT NpuaHaku HTTP-AM (n = 57)

OT06paHbI 47151 y4acTMs B NPOCNEKTUBHOM 3Tane
(n=1321)

> He nognucaHo nHcpopmuposaHHoe cornacue (n = 598)

A
BKJtoueHbl B NPOCNEKTUBHbINA aTan (n = 723)

| | |

}

[uarHo3 HTTP-AI
NCKNHOYEH
(n=706)

[unarHos HTTP-AI
noATBEPXAEH
(n=1)

Wnble BapnaHTbl
reHa TTR (n=5)

Peaynbrat MonekynsapHo-reHeTM4ecKoro
TECTUPOBaHUA He nonyyeH (n =11)

[ToTokoBas AuarpamMma pacrpeneneHns Y4JaCTHUKOB MCC/IeJOBaHus.

Ta6muua 1. YacToTa BbISIBIEHUS OTAENbHbIX npusnakos HTTP-AIL, n (%)

Mpu3HaK («KpacHblii thnar»)

CeMeiHbIi aHamHe3 MH HeM3BeCTHO 3TUONOTM UNN Hannyme
XPOHWYECKOW BOCNANMUTENIbHON AeMuUenHnanpyoulein MH

CTeH03 N03BOHOYHOr0 KaHana B MOSACHUYHOM 0651acTy
IncyHKLMS aBTOHOMHOR HEPBHOI CUCTEMBI

HapyLueHus noxoaku

HapyLueHus noTooTAeNeHNs, aHrMapo3

lMapecTe3ns 1 YyBCTBO ¥OKEHWA KOXMW ANCTaNbHbIX OTAEN0B KOHEYHOCTEIA
[ucTanbHbIA CUMMETPUYHBIA Napes

[MnoTpous 1 rMNOTOHUS MbILLL, KOHEYHOCTEN, apeddnekcus
Pa3pbIB CyxoXunus AByrnasoil MblLbl neya

AopTanbHbIn CTEHO3

Jnarto3 CHc®B

Heo6bsicHMMan NoTeps Beca = 5 Kr

MMnepTpoconsa NeBoro »enyaoyka

HapyLueHus cepfie4Horo putma

HapyLueHus oyHKLMN noyek

OchTanbmMonoruyeckue HapyLeHus

CTBO OTHOCW/IMCh K eBpomeonpHoi pace (n = 719; 99,5%),
cpeaHuit Bospact cocraBun 58,5 * 12,0 ropa, cpepHuii vH-
nexc macchl Tena (MMT) — 29,7 + 6,1 xkr/m% YV 32 (4,43%)
MaLKEeHTOB OTMeYasach HeoObsACHUMas moTeps Beca (> 5 Kr)
B Tepuof C MOMeHTa mnoctaHoBku gauarHo3a C3K. [ons
yUacTHUKOB c cemefiHbiv anamuesom [TH Gbina pasua 3,6%.

Cpennuii BO3pacT MalMeHTOB HA MOMEHT BO3HMKHOBEHUS

cumnromoB C3K cocrasun 55,0 + 12,2 roga, Ha MOMEHT

NauwenTsbl ¢ ABycTOpPOHHMM C3K MauuenTbl, HabnoaslLnecs

N «KpacHbIMK dmarawm» NPOCNEKTUBHO
(n=1321) (n=1723)
43 (3,26) 31 (4,29)
81 (6,13) 50 (6,92)
135 (10,20) 122 (16,90)
145 (11,00) 101 (14,00)
30 (2,27) 30 (4,15)
1184 (89,60) 650 (89,90)
172 (13,00) 98 (13,60)
212 (16,10) 133 (18,40)
3(0,23) 2(0,28)
13 (0,98) 8 (1,11)
82 (6,21) 60 (8,30)
21 (1,59) 21 (2,90)
203 (15,40) 150 (21,80)
111 (8,40) 51 (7,05)
88 (6.,66) 60 (8,30)
117 (8,86) 85 (11,80)

nogsnenusa cummnromos [TH — 55,8 + 14,0 roga (n = 670),
HA MOMeHT nepBuyHoro auarHosa C3K u BblsBeHus 1BY-
cropoHHero nopaxenus — 57,3 = 12,0 u 57,5 £ 12,0 ropa co-
OTBETCTBEHHO. AHAMHE3 XWPYPrUUYECKOr0 BMELIATENbCTBA
B cBs3u ¢ C3K nmenca y 293 (40,5%) maumeHToB, mpy 3TOM
44 (15,0%) ¥3 HUX TepeHecTy Orepauuio Ha 00eux pykax,
1 110 8 (2,73%) y4acTHUKOB XapaKTeprU30BaIUCh Pa3BUTHEM
peuuznBoB C3K u mporpeccuposanuem [IH mocne xupyp-
TMYeCKoro JieueHus. Ha MOMEHT OKOHYaHHs MCClef0BaHHS
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87 (12,0%) matenTaM ObLIO BBIMOIHEHO TOBTOPHOE OMepa-
THBHOE BMerliatesbcTBO Mo nosozy C3K.

Comyrcreyromue 3abonesanust otMevanuch y 504 (69,7%)
NALMeHTOB, @ B MOATPYIIE YYaCTHUKOB C » 2 MpH3HAKAMU
HTTP-AIl (n = 442) nong KOMOPOWIHBIX MALMEHTOB COCTa-
suna 81,9%. Haubonee 4yacTo BHIABIAMAch COYETaHHAsd Ma-
TOJIOTHSL CO CTOPOHBbI cepevHo-cocynuctoit (428; 60,7%) u
KOCTHO-MBIIIEYHOI (232; 32,1%) cucTeM, a Tak:Ke HapyLIeHUs
mertabommama u nuranus (132; 18,3%). ComyTcrByromiyio Me-
IMKaMeHTO3HYI0 Tepanuio nomyvam 238 (32,9%) maiyeHTos,
M3 HUX MHIMOWUTOPBI aHrMOTEH3MHIIpeBparammero dep-
MeHTa/6/10KaTopbl peLienTopoB axrvoreHsuHa 11 — ~40%,
B-anpeHobokaTopsr — ~22%, nuypeTukn — ~18%, aHTHarpe-
rauTbl — ~30%.

YcceHumanpHas aprepuanbHas runeprensus 1 CHe®B nme-
mick y 303 (41,9%) u 57 (7,88%) mauueHTOB COOTBETCTBEHHO.
Cpenyt COMyTCTBYIOIIMX O(TaTbMOMOTMUECKUX HApYILIEHUH
yamie peructpupoBamy raykomy (31; 4,29%), BriIoueHus
(momyTHeHust) creknoBuHOro Tena (23; 3,18%) u kaTapaxty
(16; 2,21%), a cpeay CKeNETHO-MbIIIEYHbIX 3a00/I€BAHUN —
ocTeoxoHzpo3 (72; 9,96%), ocreoaptput (68; 9,41%) u creHO3
no3BoHoyHoro kaHana (60; 8,30%). [luarHo3 XpoHHYECKOH
bonesnu mouek Obul oTMeueH B 63 (8,71%) ciyuasx, mpu
ITOM JIaHHbIE, CBU/IETENBCTBYIOIIME O CHUKEHUU PACYETHOM
CKOPOCTH K/TyGOYKOBO# (U/IbTpALMK, OTMEYaIUCh JIMIIb
y 32 (4,43%) nauuentoB. OueHka crenudUUecKux Mepu-
(bepruecKUx HEBPOJIOTMYECKUX MPOSBJIEHUH MPOBOAWIACH
y 652 (90,2%) maieHTOB, IpM 3TOM MApecTe3vy U AU3ecTe-
3uu (1o Beeil BUAMMOCTY, cBsi3aHHble ¢ HanmmuueM C3K) orpe-
nensmich y 522 (80,1%) yuacTHIKOB, HeBpomaTiHueckas 6omb
U MPOTPEecCHpYIOLIMe CEHCOPHbIE HapyileHus (moTeps 4yB-
crurtenpHocTH) — Y 328 (50,3%) u 284 (43,6%) cooTBeTCTBEH-
Ho. Jlokanusanus cumnromoB [TH wm C3K yuuthiBanace
y 620 (85,8%) yuactHuxos. [TopaskeHue Bcex 4 KOHeUHOCTeil
3aperucTpupoBaHo y 275 (44,4%) naupenTos. 3 ocraBimxcs
MALKEHTOB JIBYCTOPOHHEE TOPaKeHHe PyK 0e3 BOBIEUYEHHs
HOT 0TMeuanoch y 267 (43,1%) y4acTHUKOB.

ABTOHOMHBIE HEBPONOTMYECKUE HAPYIUIEHHsS OLeHUBAJK
y 648 (89,6%) maurenToB 1 Obuk BbisBNeHbl Y 128 (19,8%)
VYaCTHUKOB, TIPU 3TOM Hanbosiee yacTo BCTPeYanuch 3aro-
pet (69; 10,6%), nuapes (26; 4,01%) u opTocTaTuyeckas rumo-
reHsusa (23; 3,55%).

Onektponeiipomuorpadus (OHMI) Gbina BbimonHeHa 377
(52,1%) mnauuentam. BBupy HabmoaaTeNbHOrO XapakTe-
pa uccienoBaHus 00bEM W mapamerpel oueHkd JHMI
He ObUTM CTaHAAPTU3MPOBAHbI M OMPE/EJSIMCh KCCIe/0-
BaTensMU. OLeHKa OTK/IOHEHHs M3MepeHUH, I0My4yeHHbIX
B xoze DHMI, oT HopmanbHbIX 3HaYeHW{ MNPOBOAMIIACH
Ha ypOBHe KCC/e/|0BaTebCKOr0 LieHTpa B paMKax pyTHH-
HOIl KIMHUYECKOW MPaKTUKU C UCIOb30BAaHHMEM JIOKallb-
HbIX pedepeHCHbIX ManasoHoB. B pamkax cHopa HaHHbIX
B IleJIX HACTOSIIero MCCle/loBaHMs YYMTHIBAIM TOJBKO
pe3y/bTaThl TaKoW OLieHKU Ha OCHOBAHMM NEepBUYHON J10-
KyMeHTauuu. B Tabn. 2 TIpe/iCTaBJ/IeHbl pe3y/IbTaThl JAHHOTO
uccnezoBanus: 312 (82,8%) u 181 (48,0%) mauueHToB xapak-
TepU30BaUCh CHIUXEHHOM CKOpPOCTbIO MpoBeleHUs Ha » 1
yuacTke neprdepruyecKux CEHCOPHBIX U JIBUTATEbHBIX He-
PBOB COOTBETCTBEHHO. AMIZIUTY/a CEHCOPHOTO MOTEHLMana

ATTR-MH: CKpUHMHT cUHOpPOMA 3aNACTHOrO KaHana B PO

HelicTBIA HA XOTS Obl OAHOM KCC/EZ0BAHHOM y4yacTKe Oblia
CHXeHa wiu orcyTcTBoBana y 240 (63,7%) mauueHToB,
a mucransHoro M-otBeta — y 135 (36,8%).

Ouenka 6oneBoii YyBCTBUTENBHOCTH MpoBefeHa y 620
(85,8%) yuacTHUKOB IpOCTEKTUBHOrO 3Tana. CHIbKeHe WK
OTCyTCTBHE 0O/EBO YyBCTBUTENIBHOCTH TOJBKO 00€KX CTOII
ormevanu y 183 (29,5%) nauuentos. Hapyuenue GoneBoit
YyBCTBUTE/NBHOCTH JIMLIb Ma/blieB 00eux PyK PerucTpupo-
Basioch y 484 (78,1%) mauueHTOB, HapyLIeHre 00neBOi YyB-
CTBUTE/IbHOCTU CO CTOPOHbI BCeX 4 KoHeuHocTel — y 142
(22,9%). Hesnauurenbuas (2 Gamia), ymepenHas (3 6asia)
¥ BbIpakeHHas (4 Gasuia) MHBAIMAM3ALKS COMIACHO KPUTe-
pusAM MoxuuIMpOBaHHON WKanbl PoHKMHA MMenach y 85
(11,8%), 15 (2,07%) n 1 (0,14%) y4acTHUKOB COOTBETCTBEHHO.

Knunuueckue xapakmepucmuxu nayueHmxu
¢ nodmeepdénnvim duaznozom HTTP-AIl

V xeHiuHbl 65 et (pycckas, ¢ u3OBITOUHOM Maccoil Tena,
UMT = 273 xr/m2), KOTOpOil paHee BBIIONHANACH XUPYPIU-
yeckas onepauus 1o nosogy C3K Ha mpaBoit pyke 6e3 mo-
BTOPHBIX BMEIIATEbCTB U JIaIbHEHIero MporpeccpoBaHus
CHMITOMOB, ObUI BBISB/IEH MATOTEHHBI BAPUAHT MYyTALUK
rena TTR p.Val50Met. Knunndecku Obiia cHumkeHa 6oneBas
UyBCTBUTEJIBHOCTD MasbLEB PyK ¢ 00eux cropoH. Wmenich
4 «pacHeix dnara»: CHe®B, odranbmonoriueckue Hapy-
1eHus (I7aykoma, KaTapakra 000MX I71a3, BK/IIOUEHHs CTe-
KJIOBUZIHOTO TeJa), apecTe3ud W YYBCTBO JOKEHUST KOXU
B IUCTaJIbHBIX OTZEIaX KOHEYHOCTEH, AUCHYHKIIMS aBTOHOM-
HOI HepBHO#1 crcTeMsl (3amopsl). Kpome Toro, Bo Bpemst npo-
CTIIeKTMBHOTO BU3UTA y MaLeHTKU O0TMeyasluch porpeccu-
pYIOLYie CeHCOpHble HapylieHus B KoHeuHocTsx. [Ipu SHMT
CKOpOCTb TIPOBE/IeHHs] CEHCOPHOTO MMITy/bca IO JIEBOMY U
MpaBOMy CpPeJMHHOMY HepBaM Obla CHU)KEHA, COCTaBIisisA
30 u 34 m/c cOOTBETCTBEHHO, UTO NOATBEPKAAI0 AMArHO3
nsyctopoHHero C3K. B MeMLMHCKON AOKYMEHTALMU OTMe-
yeHO Hanmuuue [TH, HO ceHcopHble MOTEHIMAaNbl Ha HOrax He
uccnesoBaHbl. [Ipy oleHke Mo wikane PaHkuHA maiyeHTKa
Habpana 1 Gamn (OTCYTCTBME 3HAYMMON MHBATMAN3ALKN).
YeranosneHa cragua (0 mo mxane PND, 1 6amn mo mxane
INCAT pmns Bepxuux KoneuHocredl u 0 6a/yioB mo wikame
INCAT pns HUXHUX KOHeuHocTell. B panbHeiiem mpu mpo-
BeJleHU! CuuHTHrpaduy ObUIO MOATBEPIKAEHO OTIOXKEHHEe
TTP-amunonza B MUOKapze. Bpemsa OT NosBIeHUS CUMIITO-
MoB C3K mo mnocranoBku pguarHosa HTTP-AIl coctaBuio
6oree 20 mec.

Onucanue nayuenmoé ¢ unvimu éapuanmamu zena TR,
He A6JA0WUMUCA 00HO3HAYHO NAMO2EHHbIMU

Hayuenm 1. Y myxuuHbl, 66 ner (pycckuif, ¢ HOpMa/bHOH
maccoit Tena, UMT = 25,0 kr/m?), KoTopoMy paHee BbITOJHe-
HbI [IBe XMpypruueckux orepauuu mo nosogy C3K (BHauare
Ha TPaBOH, a 3aTeM Ha JIeBoii pyKe) 6e3 peLuMBa CUMITTOMOE,
BoisBsieH BapuaHT reHa TTR p.Alal01Val Vimermcs 2 «kpac-
Hbix Qrara»: CHe®B u napyuenve putma cepaua (1ocTosH-
Has popma ubpwIALIMK TIpeficepaunit, Taxuaputms). Tarke
CTpajal XPOHUYECKUM TacTPUTOM, XOJMELMCTHTOM, [aHKpea-
TUTOM ¥ JIMBEPTHKY/ISAPHON OO/ME3HBIO TOJICTOTO KHMIIEYHUKA.
KnuHiuecky BBIABIANOCh CHIDKEHHE aXWUIOBBIX pedieKcoB
¢ o0eMx CTOPOH W CYCTaBHO-MbILIEYHOTO YYBCTBA MaJib-
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Tabnmua 2. 3navenus nokasareneit JHMI' yuacTHiKoB npocnekTuBHOro rana (n = 723)

Moka3zarennb Heps 3navenms (M + SD) TMponyweHHbie AaHHble, N (%)
J1eBbIN CpeayHHbIN 37,32 +10,10 459 (63,5)
MpaBblil CpeanHHbIA 37,69 +10,72 470 (65,0)
CKOPOCTb NPOBEAEHNA N0 CEHCOPHBIM TNeBblit NOKTEBOI 55,44 +7,30 459 (63,9)
BOJIOKHaM Nepuchepuiecknx HepBeoB, M/c [TpaBbIit NOKTEBON 55,72 + 8,40 453 (62,7)
J1eBblil NKPOHOXKHbII 4411 £10,22 596 (82,4)
[TpaBblil UKPOHOXKHBIIA 4419 +11,19 595 (82,3)
J1eBbIN CpeayHHbINA 52,23 + 8,92 442 (61,1)
[MpaBblii CpeAUHHbII 51,76 + 9,77 443 (61,3)
JleBblit NOKTEBON 59,27 + 9,37 458 (63,3)
CKOPOCTb MPOBEAIEHNSA MO MOTOPHLIM Mpasblii NOKTEBO 59,72+9,00 455 (62,9)
BOJIOKHaM Nepuchepuiecknx HepBeoB, M/c J1eBbIn 60MbLIEOEPLOBbI 46,06 + 6,66 589 (81,5)
[MpaBblii 60M1bLLIEOEPLOBbI 46,49 + 6,61 588 (81,3)
JleBblit Mano6epLioBbIN 45,82 £ 6,98 589 (81,5)
lMpasbiit Mano6epLoBbIii 45,40 £ 7,40 587 (81,2)
J1eBblil CpeanHHbIA 6,82 £ 6,25 478 (66,1)
[MpaBbIii CpeauHHbIR 6,92 £ 6,12 492 (68,0)
AMMIMTYIa CEHCOPHOTO NOTEHLMaNa IeBblit TOKTEBOI 11,50 + 8,81 472 (65,3)
AeicTeius, MKB MpaBblil I0KTEBON 11,73 £ 8,53 468 (64,7)
J1eBbIN MKPOHOXHBbIi 5,77 + 3,89 598 (82,7)
[TpaBbIil NKPOHOXKHbIIA 6,26 + 3,99 597 (82,6)
J1eBblil CpeanHHbIA 5,89 2,56 496 (68,6)
[MpaBbiii CpeauHHbINA 5,87 £2,40 496 (68,6)
J1eBblIii TOKTEBON 6,58 + 2,01 505 (69,8)
AMNAUTYA AUCTANbHOTO MOTOPHOTO Mpasblit noKTeBO 6,91£2,19 502 (69,4)
oTBeTa, MB TNeBblit GoNbLUEGEPLOBBI 6,10+ 3,25 596 (82,4)
[MpaBbiit 60nbLIEGEPLOBbII 6,09 + 3,54 596 (82,4)
JleBbIn Mano6epLoBbIi 3,24 221 595 (82,3)
MpaBblit Mano6epLOBbIA 3,03+£1,89 595 (82,3)
J1eBbIi CpeaHHbIA 5,22 £ 2,55 505 (69,8)
[TpaBbIit CpeanHHBbIN 5,08 +2,32 504 (69,7)
J1eBblil OKTEBON 6,07 £1,97 511 (70,7)
AMAAUTYAA NPOKCUMaNbHOTO MOTOPHOTO Mpaseblit 10KTEBOV 6,86 + 4,06 508 (70,3)
oTBeTa, MB J1eBbliii 60nbLUE6EPLOBbIN 5,33+ 3,14 600 (83,0)
MpaBbiit 60NbLLIE6EPLOBbIN 5,30 £ 3,19 600 (83,0)
JleBblit Manio6epLioBbIN 2,83 £2,08 600 (83,0)
[TpaBblit Mano6epLoBbIi 2,74 £2,03 599 (82,8)
1eB cTon crpasa. [Ipy oueHke Mo IKase P3HKMHA ManyeHT TTR p.His110Asn. Umencs 1 «kpacHsiit dnar»: mapecre3us
Habpa 1 6ajun (oTcyTcTBre 3HAUNMON nHBaMau3aLwu). SHMI Y YYBCTBO XOKEHUS KOXU AUCTAIbHBIX OTEI0B KOHEYHO-
HIDKHUX KOHEUHOCTEl MAlMeHTy He BBINOMHAAch. TakuM 00- creil. KnuHuuecku BbIABIANIOCH CHUKeHUe 60meBOi uyB-
pa3oM, faHHbIX 0 [IH 13 nmeromuxcs cBesjeHunii He MOMTyYEHO. CTBUTE/IbHOCTY U CYCTaBHO-MBIIIEYHOr0 YYBCTBA Ma/bleB
pYK ¢ 00eux CTOpOH, YTO OBLIO MPOSBIEHHEM [BYCTOPOH-
Hayuenm 2.V xeHwmuHbl, 60 et (TaTapka, ¢ 0:XMpeHUEM Hero C3K. [Ipu ouenke no mkane PaHKMHA manyeHTKa Ha-
2-#1 crenenu, UMT = 39,0 kr/m?), BbisIBNIEH BapuaHT reHa bpana 1 6amn (oTCyTCTBUME 3HAYMMON WMHBATUIU3ALNM).
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OHMI" HMKHUX KOHEUYHOCTEeH NalKeHTKe He BbIIOIHAIACS.
Takum 06pasom, nauHbix 3a [TH U3 uMeromuxcs ceeneHuit
He I0/TyYeHO.

Hayuenm 3.V xeuwunsl, 61 rox (asepbaiimkanka, ¢ 0xu-
penuem 2-i1 crenenu, UMT = 36,1 kr/m?), c paHee ycTaHOB-
JIEHHBIM JIMarHO30M CaxapHOro Auabera 2-ro TWMa U Jua-
6eruueckoit [TH BeisiBnen Bapuant rena TTR p.His110Asn.
Y nmauueHTKY UMenuch 5 «kpacHeix dnaros»: CHe®B, rna-
yKOMa, XpoHuveckas 6osnesHp mouek craguu C3b, mape-
CTe3WH B AWCTANbHBIX OTZENaX KOHEYHOCTel, AUCHYHK-
IMs aBTOHOMHON HEepBHOW cuCTeMbl (OpTocTaThyecKas
TUII0TeH31s, 3anopbl). Kpome Toro, cpesiyl CONyTCTBYOLIUX
3aboneBaHMil 3apervCTPUPOBAHBI OCTEOAPTPUT U KaTa-
paKTa; oTMeuanach HeBporaThueckas 60mb. KnuHuuecku
BBISIB/ISZIOCh CHMKEHVE aXWUIOBBIX, KOJIEHHBIX, JIOKTEBbIX,
OULENUTaNbHBIX U CTHIOPAUAIbHBIX pedreKcoB ¢ 0be-
UX CTOPOH. KnuHndvecku BuIABAAAMACH cumntoMbl [TH, re-
He3 KOTOPbIX He YTOYHEH (BBICOKO BEPOATHO — Auaberu-
veckas [1H). [Ipn ouenke mo mkane PaHKMHA manreHTKa
Habpana 1 6amn (oTcyTCTBYE 3HAYMMON MHBATUAN3ALMN).
[lanmeHTKa ymMeprna B X0/ie MCC/Ief[0BaHUS 10 HEM3BECTHON
TIpUYKHE.

Mayuenm 4.V xenmuusl, 62 roza (pycckas, ¢ U30bITOYHOM
maccoit tena, UMT = 26,1 kr/m?), BeisiBnieH BapuaHT resa TTR
Arg5His. Vmencst 1 «kpacHbiii diar»: mapectesun Ge3 yka-
3aHua Jokanu3agui. OTMeuanach HeBpOIaTHuecKas g(,)JIb.
B anamHe3e ObUIH 3cCeHIMaIbHas apTepyranbHas TUepTeHsns
¥ caxapHelil guaber 2-ro Tuma. [Ipu SHMI ckopocts mpose-
JileHUs CEHCOPHOTO MMITYJIbCa I10 JIeBOMY U NPaBOMY CpeZyH-
HbIM HepBaM coctaBuia 30 u 34 M/c cooTBeTCTBEHHO. [laHHble
0 TOYHBIX 3HAYEHWSAX CEHCOPHOTO TOTEHLMana AEeWCTBUS B
pervMcTpanroHHON KapTe MalMeHTa He TpecTaBeHsL. [Jomon-
HUTENBHO OTMEYanoch CHUXKEHWE CKOPOCTH MPOBEZEHHUS MO
MOTOpPHBIM BOJIOKHaM TIPaBOro CPEMHHOTO HEPBA HA YPOBHE
npenmeubs 10 45,3 m/c. Takum o6pasom, o anHev OHMT
noaTBep:xancs asycroponHuit C3K.

CKOpoCTb TIPOBEJIEHUSI CEHCOPHOrO MMIY/IbCA TO JIEBOMY
¥ TIPaBOMY JIOKTEBOMY HepBaM Oblia CHIKEHa U COCTaBHU-
na 46,8 u 48,7 M/c cooTBeTCTBEHHO. AMIUIUTYZA CEHCOPHO-
ro MOTeHIMana eUCTBYA JJIs JIEBOTO U TIPABOTO JIOKTEBOTO
HepBOB Obiia paBHa 54 MKB (cHikena) u 5,0 MKB (Hike
HOPMBI) COOTBeTCTBEHHO. CKOPOCTb MPOBE/IEHNS IBUTATENb-
HOTO UMITY/IbCa /s JIEBOTO CpeIMHHOrO HepBsa (56,7 m/c), ne-
BOTO JIOKTeBOro HepBa (58,1 M/c), mpaBoro JIOKTeBOro HepBa
(51,1 m/c), nesoro bonbuieGeproBoro Hepsa (41,5 m/c), mpa-
Boro Gosbinebepriosoro Hepsa (44,0 m/c), nesoro ManoGep-
1oBoro Hepsa (40,1 m/c) 1 npasoro GoblIeHepIOBOro HepBa
(41,7 m/c) bbi1a B ipezenax HOpMblL. CeHCOPHbIE MOTEHLIMAIbI
Ha HOrax He U3MepSUIUCh.

Knunuuecky BbISB/ISTIOCh CHIDKEHHE aXWIIOBBIX pe/ieKcoB,
CYCTaBHO-MbIIIEYHOT'0 UyBCTBA MasblLieB CTOI, a TaKkxke CHU-
)KeHHe 00/eBOi UyBCTBUTENIBHOCTH M CYCTaBHO-MbILIEYHO-
T0 YyBCTBA MasbleB Pyk ¢ 0benx cTopoH. Takum 00pasom,
y MALWEHTKH ObUTM BbIAB/EHbI KIMHAYECKUE MPU3HAKY, HO
HET [O0CTAaTOYHBIX JAHHBIX IS HelpoQu3N0I0ryecKoro
noateepxaenua IIH. [lpu oueHke BepxHHMX KOHEUHOCTEH
no mkane INCAT maupentka HaOpana 1 Gam, OLeHKa HIX-
HUX KOHEYHOCTeil He MPOBOAUNAC.

ATTR-MH: CKpUHMHT cUHOpPOMA 3aNACTHOrO KaHana B PO

Hayuenm 5. YV MyxuuHbl, 38 neT (pycckuil, ¢ 0XHUpeHHeM
1-#1 crenenu, UMT = 30,1 kr/m2), GbiT BbIIB/IEH BapHaHT reHa
TTR c.[-61G>A]. Vimencs 1 «kpacHbiii ¢rar»: napecresud,
6e3 yTOUYHEHMS NOKANM3aMU. TaKkxe OTMEYanoch Haauuue
jcceHLManbHO aprepuanbHOil runepreHsuu. [lpuy SHMI
CKOpOCTb IIPOBEJIEHHSI CEHCOPHOTO HMMIY/bCa 110 JIEBOMY
¥ [IPAaBOMY CPeJMHHOMY HepBaM Oblia CHIKEHA U COCTaBK/Ia
46,7 u 45,3 M/c, amnnutyza CI1J| 11 leBoro 1 npaBoro cpe-
[IMHHOTO HEpBOB ObuTa CHibkeHa 10 5,7 u 9,6 MkB coorsert-
crBeHHO. CKOpOCTb TpOBeZieHHs [JBUTaTeNbHOTO MMITY/bCa
110 JIEBOMY CpPeJMHHOMY HepBy (54,5 M/c) 11 IpaBoMy CpesyH-
HoMmy HepBy (58,4 M/c) Obiia B mpe/iesiax HOPMbI, AMILTATYIbI
M-0TBETOB CpPEIMHHBIX HEPBOB He M3Mepsuich. Takum 00-
pasom, noatsepxaancs AsycropoHuuit C3K.

[lo neBomy ¥ npaBoMy JIOKTEBOMY HepBaM CKOpOCTb MpOBe-
JIeHUsT CEHCOPHOTO MMITy/bca OblIa COXpaHeHa M PaBHSIAch
575 u 52,9 m/c coorserctBenHo. Ammuryna CII/L neBoro
¥ TIPaBoro JIOKTEBOrO HepBOB cocTasnsiia 5,4 MkB (cHukeHa)
u 4,5 MkB (Hmxe Hopmbl) cooTBercTBeHHO. CKOpOCTb Mpo-
BeZieHUs1 CeHCOPHOro MMIy/bca 110 JIEBOMY JIOKTEBOMY He-
pBy (68,2 M/c) 1 mpaBomy JIoKTeBOMY HepBy (62,5 M/c) ObLia
B npefenax HopMbl [lokasatenn DHMI' mopTeepaunu Ha-
nmmuure [IH. Tlpy oLeHKe BepXHMX KOHEYHOCTEH MO LIKase
INCAT manvient Habpan 1 Gamn, OLeHKa HUKHUX KOHEUHO-
cTeil He MPOBOAMTIACD.

O0cyskpeHue

[lonyueHHple HaMU pe3y/bTaThl CBUIETENLCTBYIOT O HEBbI-
cokoil uvacrore Hamuusg HTTP-AIl B Koropre nanueHTOB
¢ neycroponHuM C3K B Poccun — fons manueHToB ¢ HOA-
TBepAEHHbIM AuarHo3oM cocrasuna 0,073% cpemu Bcex
yuactHukoB 1 0,076% y manueHToB, MMeBLINX > | IpU3HaKa
3aboneBanus. Takas HM3Kass PacIPOCTPAHEHHOCTh Xapak-
TepHa /NA He3HIeMUYHbIX PErMOHOB, I7ie, KaK U B HalleM
VCC/IeZI0BAHUH, OOMbIIMHCTBO C/Ty4aeB XapaKTepU3yeTcs oT-
CYTCTBMEM ceMelHOoro aHamHesa [22-24]. 9To nofuépkuBaeT
He TOJbKO B&)KHOCTDb, HO U CJI0}KHOCTb PaHHel MOCTaHOBKH
BEPHOTO /IMarHo3a, KOTopasi B C/y4yae BBISBJIEHHOW B XOfie
Haiero uccnefoBanus nauueHTkd ¢ HTTP-AIl mpousoma
bosee ueMm yepe3 MOATOpA FOfia MOC/IE MOSIBJIEHHUS HEBPOJIO-
TMYEeCKUX CMMIITOMOB.

Yacro naumentam ¢ HTTP-AIl ucxopHo ycraHaBnuBaeTcs
HeBepHbIil fAuarHo3 uanonarudeckoro C3K. Bo MHorux ciy-
Yasgx TOJIbKO TPOTPeccCHpoBaHKe HEBPONOTMYECKOH CHMIITO-
MaTHKM WIK OTCYTCTBUE Y/YUIIeHUs T0c/e XUPYyprudecKon
oreparyy Mo 0CBOOOKIEHHMIO 3alSICTHONO KaHaa SBJSEeTCs
TIOBOZIOM [/ mepecMoTpa auarHosa [12, 25]. B ogHom pe-
TPOCIIEKTUBHOM HaOJIIO/IaTeIbHOM HCCTIEJOBAHIK C Y4YacTu-
eM 76 uTanbsHCKUX NalyeHToB ¢ BapuaHTamu reHa T7TR C3K
ObUT TIEPBBIM CUMITOMOM Y 33% MAlMeHTOB B OTCYTCTBHUE
OpYrMX KIMHUYECKVX TIPOSIBNIEHWH B TEUYEHHE B CpeHEM

4,6-5,6 rona [26].

[lo nanHbIM nuTeparypel, pacnpoctpanénHocts C3K y ma-
uuentoB ¢ TTP-amumonmosoM (BK/odas Hac/le[CTBEHHbIH
TTP-amunonmo3 u TTP-amunonnos3 JUKOro THIA) Bapbu-
pyer or 0,5 mo 80,0% [27], a pacupocrpanénHocts TTP-
amunonzgosa y nauveHtos ¢ C3K u/unu aHamHe30M BMela-
TE/bCTB 10 €KOMIIPECCUY CPEJJMHHOTO HEpBA B 3alsCTHOM
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kaHane Haxoxutcsi B mpegnenax 0,9-38,0% [27-29]. Onnaxo
ony6/IMKOBaHHbIE T0KA3aTeNd PaCclpOCTPAHEHHOCTH HEBO3-
MO)XHO CPaBHUTD HaIMpsIMYIO B CBSI3U C FeTePOreHHOCThIO Me-
TOZOMOTUi POBEIEHHBIX MCCIE/IOBAHUI U UCTIOb30BAHHbIX
IMArHOCTUYECKUX MOAXOZ0B.

[IpuaTom cTouT OTMETHTS, uTO pacnpocTpanéHHocTb C3K cpe-
v nanyenToB ¢ HTTP-AIN B uccnenosanuu [IPAUMEP Tak:xke
Obl/Ia CyLIECTBEHHO MEHbIIIe, YeM B 3apyOeKHbIX HCTOUHHKAX,
u cocrasuia 19%. Takum 06pasoM, pesy/bTaThl HACTOALIEH
paboter B uactu B3anmocsssu C3K u 1 TTP-AII cornacyiot-
c4 c pesynbratamu uccnefosanus [IPAIMEP. Bonpoc 3Hauu-
mocti C3K Kak «kpacHoro ¢rara» B CKPUHMHTE TIAL[UEHTOB
Ha npezamet Hanuuns HTTP-AIl ans poceuiickoid nonynsauyu
Tpebyet fanbHeiiiero usyuenus [30].

B HeMmernKoM peTpOCTEKTHBHOM MHCC/IE[0BAHUKM YacToTa
BoisiBnienuss TTP-amunouzno3a cocraBuna 1,4% cpemu 699
MalMeHTOoB, [MEpPeHECIIMX ONepaTUBHOE BMELIATENbCTBO
no nosofty C3K, HO B KauyecTBe AMAarHOCTUYECKOTO METO-
Jla MCIO0JIb30BaA0Ch TMCTOJIOTHUECKOe uccaegoBanue [31].
B Haue uccienoBaHye He BKJIIOYAIKCh IAL{MEHThI C OLHO-
croponuM C3K, UTO TOTEHIMANbHO MOITIO TIPUBECTU K
HEKOTOPOMY 3aBBIIIEHHI0 OLEHOK pacIpoCTPaHEHHOCTH
HTTP-AIl C gpyroit cTOpOHSI, 1071 NALKEeHTOB, UMEIOIIUX
JIlAHHbIA [MarHo3, Mora ObiTh BbIlIE B C/y4ae MCMONb30-
BaHus xupypriuyeckoro nevenrsi C3K kak o6s3arenbHoro
Kputepusi 0TOOpa, 0COOEHHO MPY BKJIIOUEHUU /Wb Maly-
€HTOB C COXPaHAIIIUMHUCS CUMITOMAMH MOPaXKeHUs cpe-
AMHHOTO HepBa mocie onepanuu [1, 25].

Wcrionb3oBanHbiil B HacTosmed paboTe JUAarHOCTUYECKUit
TIOZIXOL /14 onpezienieHus rpynmnsl nayentos ¢ C3K, y koro-
pbIX TpebyeTcsi MOATBEPIKEHNE WM UCKIIOUEHHe HATUuUs
HTTP-AI He ABisleTCA €AMHCTBEHHO BEpPHBIM. BObIIMHCTBO
paboumx TPy CXOAATCA Ha HEOOXOAMMOCTH yuéTa «Kpac-
HbIX rarop» Iepes BBIIONHEHHWEM crenudUUecKux Aua-
THOCTMYECKUX TecTOB. OZHAKO KOHKpPETHble peKOMeH/alyu
B OTHOLIEHUY [IepeYHs ¥ KOJIMYecTBa NPU3HAKOB, 0CTaTOU-
HOro 17151 GOpMHPOBAHKs BHICOKOH HACTOPOXEHHOCTU B OT-
Howenuu HTTP-AIl, omMuaroTcsa B pa3nuyHbIX UCTOYHUKAX
(1, 3, 11-14, 21, 32].

Y eMHCTBEHHO! MALMEHTKU HAIIero UCCIef0BaHUA C MOA-
TBepKAEHHbIM auarHo3oM HTTP-AIl oOHapyXeH maroreH-
HbIi1 BapuaHT reHa Val50Met, kotopbiii sBnstetcst Haubonee
pacrnpocTpaHéHHbIM TeHeTUYeCKUM BapUaHTOM, CBS3aHHBIM
¢ HacnenctBeHHbIM TTP-amunono3oM Kak B 3HAEMUYHBIX
pervoHax, Tak M 3a ux npezenamu. Kak u y Hameil nauu-
eHTKY, HaqMuuMe YKa3aHHOTO BapuaHTa COMPOBOXKAAeTCA
IPEUMYIIECTBEHHO MPOSIBNIEHNSIMY CO CTOPOHBI neprdepu-
YeCKOW HEpBHOM CUCTEMbl, & TaKXe CepAeYHO-COCYAUCTOH
cucTeMsl 1 opraHa 3penus [3, 15, 33]. [Ipu atom crout yrou-
HWUTb, YTO B MEJMIMHCKON JOKyMeHTauuu ObUIO OTMede-
HO Hanuuue [IH, a cpenu anob — mapecTesuu U xoKeHUe
B JIMCTa/bHBIX OTHeNax KoHeuHocTeil. OfiHAKO MOMHOrO 06-
C/IefioBaHus, Heobxoaumoro s noaTsepxnenus [TH, mpo-
BEJIEHO Ha TOT MOMEHT He ObUI0. B JaHHOM K/IMHWUYECKOM
cyyae MMENUCh TaKXe CUMITOMbI aMU/ION/03a CO CTOPOHBI
opraHa 3peHus U MOTOPHMKM KeMy[OYHO-KULIEYHOro TpaK-
Ta. [Io COBOKYMHOCTH MMeIOLIMXCA CBEeAeHWH y MalueHTKH
umeetcs cumnToMuas [TH, 0bycioBneHHas Hac/ieICTBEHHbIM

TTP-amunonzio30M, uto TpebyeT HasHAuyeHHs MAaTOreHeTH-
4ecKoil Tepamnuu eé 0CHOBHOTO 3a00/1eBaHMs.

B ciyuae Hanuuus NAaTOreHHOro BapMaHTa, TAaKOTO Kak
Val50Met, mpoBezieHvie THCTONIOTMYECKOTO UCCTIEZI0BAHKS He SIB-
nseTcs 00s3aTeNbHBIM?, OJIHAKO €ro OTCYTCTBHE He MO3BOJISIIO
TIOATBEPAUTD ITHUONOTMUECKYIO POJb aMUJION/03a B Pa3BUTHH
C3K u [H y 5 natuuenTos ¢ apyrumu BapranTamu resa TTR,
He SIB/SIIOIMMUCS OJHO3HAYHO NaToreHHbMU [3]. BapuanTt
c[-61G>A] (nauyeHT 5) KnaccU(PUUMPOBAH Kak BapUaHT He-
orpezienéHHOro KuHdeckoro 3HaveHus (VUS), uTo He mos-
BOJISIeT O[HO3HAUHO CUMTATh aMUJIOMZ03 NPUUMHON pasBUTHS
HEeBPOJIOTMYECKUX IPOSIBNIEHNH CO CTOPOHBI BEPXHUX KOHeu-
HOCTe}l y MOJIOZIOT0 MYKUMHBI B HalleM HccefioBaHuu [33]
¥ CBHJIETEIbCTBYET O HeOOXOAMMOCTH MpOBEeHHs OHOMCHY
nopaxéHHbIx TKaHell. Bapwant p.Alal01Val (mauwent 1) xa-
paKTepusyeTcs IMpPOTHBOPEYMBBIMU HHTEpIpeTalusMu Ta-
TOTEHHOCTH: 0 Pa3HbIM JaHHbIM, OH ObUT K/accu(pUIMpOBaH
KaK MaToreHHbIH, BepoATHO martoreHHbli win VUS. YuuTbiBas
HaJTM4Ke TIPOSIBNIEHHI CO CTOPOHBI Cep/iLid, TAKOMY MALMEHTy
TI0Ka3aHo MPOBeJieHye CLIMHTUArpaduy MUOKap/aa /i UieHTH-
(uKalmy nopaxxeHus cepala v Bepudukalmy quartosa |3, 33).

Bapuant p.His110Asn, o6HapyKeHHbIN y 2 MaLMeHTOK, Yaile
paccMatpuBaics Kak gobpokauectBeHbiit [33]. Takum 06-
pasoM, y Oosiee MOJIOZO MALIMEHTKH, BEPOATHO, UMEN MECTO
mvib nsonvposanHbiii C3K, a y ymepiel y4acTHULbI ¢ MHO-
JKECTBEHHBIMH COMYTCTBYOIIMMY 3a60/eBanuamu [TH sBs-
nacb cnepcrueM Tspkénoro C/l. Hakowen, BapuanT Arg5His
(mauwenT 4) paHee ObuT MOAPOOHO OMKCAH KaK KIMHUYECKH
3HAUMMBI C OATBEP:K/IEHHBIM OTJIOXKEeHUeM amuionza [34].
Taxxe B nmurepaType OH yrnomuHaics B kauectBe VUS uu
BepoATHO 106pokayecTBeHHoro [33]. HecmoTps Ha Hanmune
CBEZIEHMI 0 MAaTOreHHOCTH [AHHOTO BapuaHTa, s audde-
PEHIIMA/IbHOM IMarHOCTUKY ¢ auabetnyeckoi [TH, ocobeHHO
B C/lyyae NpOrpeccMpoBaHMs HeBPONOTMYECKOl CHMITOMa-
THKW WX NOSB/IHNUS I0pa)keH!s APYTyX OpraHoB U CUCTEM,
byner Takxe HeoOXOAMMO paccMaTpvBaTh MOpQOIOrHye-
CKYIO JMarHOCTHKY aMU/I0M/03a.

Ha nesbIcoky10 yacToTy BbiABneHus HT TP-All B Hawmel pa-
60Te MOIIO TIOBJIMATb OTCYTCTBUE TIPOTPECCUPYIOLE CEHCO-
MOTOpHOH akcoHanbHOH [TH unu xpoHnyeckoit Bocnanutesns-
HOil memuenvHusupyomeit [TH B kauectBe 06si3aTesbHOrO
kpurepus Brmouenus [1, 3, 11]. Yuér 6osbiioro KomyecTsa
«KpacHbIX (1aroB» N03BOJII MUHUMU3UPOBATh BEPOSTHOCTD
runopuardoctuk HTTP-AIl 1 nposecTr reHetuveckoe Hc-
Cre/i0BaHMe Y BCeX MaleHTOB, MIMEBLIMX COOTBETCTBYIOLIME
nokaszanus. [Ipu stom Huskas pons nagueHtoB ¢ HTTP-AIl
Cpeny YYacTHUKOB C » | «kpacHeIMU (raramMu» CBUETENb-
CTBYeT 00 WX HEBBICOKOW CMEU(UUHOCTH, UTO ABIAETCS
OIHOW M3 TPU3HAHHBIX MPOG/IEM B OTHOLIEHUM BbIABJIEHHS
9Toro 3aboneBanus. CTOMT OTMETHT, UTO ec/iu Obl KpUTEPH-
eM BKJTIOUEHHs B Hallle MCC/IefoBanye Obuto Hammure Gornee
2 «kpacHbix (raros» (a He 1 u 6osnee), T0 4 13 6 HaliieHHBIX
TMalKeHTOB He NPOLUTH Obl B POCIEKTUBHYIO YacTh U KX Ba-
pUaHTBI He CMOI/IH OBITb BBISB/IEHbI B PAMKaX /ja/IbHeIIero
TeHeTUYecKoro CKpUHUHTA.

*[IpOEKT KNMHMYECKIX PEKOMEHAALMIA «TpaHCTUPETUHOBAA CeMeliHas aMUnongHaa nonuHeipona-
THA. AMUnougHas nonuHesponata (noptyranbckas)». 2022. URL: https:/neuromuscular.ru/wp-
content/uploads/2023/01/KR-amiloidoz-2022.pdf (aara o6patienus: 08.10.2025).
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K fpyrum orpaHuueHusIM HCC/IeZ0BaHWS OTHOCSTCS Hanu-
yye MpPONYLIEHHbIX JaHHBIX, HanpuMep pe3ynbratoB SHMI,
y 3HAUMTeNbHO [0/ MalMeHTOB U BepOSTHOCTb BHECEHUS
HeBepHO} MH(OpPMAalUK, CBSI3aHHbIE C HEMHTEPBEHIMOHHBIM
xapakTepoM paboTbl. Kpome Toro, musaiiH uccienoBaHus
He Mpe/yCMaTPUBaJ BK/IHOUEHHS GOJIbHBIX C YIKe U3BECTHBIM
puarHo3oM HTTP-AIl, 4To MOITIO NpUBECTH K 3aHUKEHUIO
JI0JTM TIALUEHTOB, CTPAZIAIONIMX 9TUM 3aboseBaHueM. B cBs-
31 C TeM, YTO B KauecTBe OCHOBHOI'O JMarHOCTHYECKOTO
MeTo/a UCM0JIb30BaJIOCh MOTEKY/IIPHO-TeHeTHYecKoe 1cce-
Ji0BaHHe, He MOIIK ObITb yuTeHsl ciydan TTP-amutonnosa
«IUKOro Tuma» [31, 35], omHaKo BbISIBJIEHHE TAKUX MALEHTOB
He ABJIANIOCh OfIHOM 13 1ieJieil HacToAILIel paGoThL.

Bmecre ¢ Tem Maciutab MpoBeEHHOTO WCCTIEIOBAHUSA 1
yyacTue KIVHUYeCKUX LEHTPOB M3 Ppa3/MYHbIX PErMOHOB
Poccuiickoit Qenepanyy Mo3BOMWIM C BBICOKOH TOYHOCTBHIO
oLeHUTb pacrnpoctpaHéHHocTb HT TP-All cpenu nauueHToB C
nsycroponuM C3K B Poccun. [lonyueHHble amuzeMuonoru-
YeCKHe ¥ KIMHMYECKHE [JaHHble MOTYT ObITb HCIIO/b30BAHEI
ANS Ja/IbHEHIIero COBEPILEHCTBOBAHYS JUarHOCTUYECKUX al-
TOPUTMOB C Lefbi0 3QEKTUBHOrO PacX0fi0BaHUs PECypCoB
37paBOOXpaHeHNs], CBOEBPEMEHHOIO BbIABIEHUS YKa3aHHOTO
3a0071eBaHKA U PAHHETO HA3HAYEHHs STHOTPOIHOMN Teparu,
CriocoOHOM M3MEHWTb MPOTHO3 JKM3HU TalueHToB ¢ HTTP-
aMIJIOUTI030M.

Jaknouenne

Pacnpoctpanénnocts HTTP-AIl B koropTe poccuiickux
nauueHToB c¢ papycropoHHuM C3K cocrasnser 0,073%,
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