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ObocH 3aMmecTuTeNbHAsT TEpanus MpernaparaMd MMMYHOITIOOYJIHHOB
SBIIACTEs, OAB0BOI Tepamnueil MalueHTOB C HapyLIEHUEM aHTUTENI000pa30BaHUs B
paMikax BpokJieHHOro nedekTa MMMYHHOU cucTeMbl. BHeIpeHne B KIMHUYECKYIO
OJIOTUYECKYIO  TPAKTUKY  3aMECTHTEIbHOM  Tepamuu  mpenaparamu
MYHOTJ100yJIMHOB Ji1sl oiKokHOro BBeAeHus (IIKUI') no3Bonmiio nanueHTam ¢

BPOXICHHBIM I[C(i)eKTOM HMMYHHOﬁ CUCTCMBbI HC3aBUCUMO OT BO3pacCTa I10JIy4YaTb
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TCpaAIInI0 CaMOCTOATCIIBHO B JOMAIIIHUX YCIIOBHUAX. 210 ChII'paJiIo BCAYI] OJIb B

YIY4YHOICHUHW Ka4€CTBA )KU3HU IMTAIMCHTOB.

HEJII) HCCJIeA0BAHUA — OLICHKA KA4Y€CTBA XKM3HHU IMTallMCHTOB M MPUB
TCpallnkn Ha (1)OH€ nepexoga ¢ 3aMECTUTEIbHOMU TepanN HNBCHHBIM

uMMyHoriaoOynuHoM Ha [TKUT'.

Marepuansl U Meroabl. B wuccinenoBanue nepBoHgHan BKJIIOYEHBI 233
4

NalKUeHTa C BPOXIEHHBIM Je()HEKTOM HUMMYHHOU I/I\ a3HBIX BO3PACTHBIX
rpynn. Bce mamueHThl  peKpyTHUPOBAaHBI xCTnTeanoﬁ Teparnuu
BHYTPUBEHHBIM HMMYHOIJIOOYJIMHOM Ha Tep@d/lr 16,5 % (Cutaquig).
Tepanus [IKUT" npoBoaunack naupueHTaMu g/ Ui poauTesiMu MeToaom rapid

push (ObICTpBIE TOTYKH) C UHTEPBATIOM | Q 0 nHeil Ha npoTsixeHun 12 mec.

OneHka KayecTBa U3HU U TPUBEPKEH k tepanuu [IKUI' mpoBoauiack

yepe3 6 u 12 Mec OT Havasa JCUECHUAMETOIOM aHKETUPOBAHUS.

Pe3y.JII)TaTl>I. ITo pe3yiibTat d @ Ka4qCCTBA KU3HU MCTOJOM aHKCTHUPOBAHUA

MalMEHTOB BCEX BO3PACTH rpynn  muaame 18 Jmer u ux poauTeneiu
MIPOAEMOHCTPUPOBAHO Y. €HHUE B COIMAIBHOU cepe, yCreBaeMOCTH B IIKOJIE
1 U3UYECKON aKTHBHO done nepexmouenuss Ha [IKUI'. Jlanubie omnpoca
MMAIlCHTOB W/HWIN uTeled mokasaiau, uTto 84 % mMaluMeHTOB HE HMEH

TCXHUYCCKHUX CJI% U IIpU CaMOCTOATCIbHOM BBCACHHUHU IIPCIIapaTa PYYHBIM

METOAOM U 83 PR IITOWIN NpOoaoJKUTh Tepanuio [IKUI.

3akioue piiHeHre uHpy3un [IKUD pyyHbiM MeTOAOM B JIOMaIIHUX
yCIJIOB JKUTEJIBHO CKa3blBAa€TCS HA KAadeCTBE JKU3HM IALUEHTOB M
CIIo YIYYLIEHUIO TPUBEPKEHHOCTH K TEPAHUH.
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IIOAKO>XHOT'O BBCACHUII, I/IMMYHOFJ'IO6yJ'II/IH IJis1 BHYTPHUBCHHOTO

Ka4e€CTBO JKU3HU; PyYHOU METO/I. . O

KuroueBbie cioBa: BpPOXJIEHHBIN JePEKT MMMYHUTETA; UMMYHOIJIO0 TUISE
CHUS;
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ABSTRACT

BACKGRO placement therapy with immunoglobulin preparations is the
basic ther it ients with impaired antibody formation in the context of
inborn of immunity. The introduction of replacement therapy with

sum immunoglobulin (SCIG) into clinical immunological practice has
all

atients with inborn errors of immunity, regardless of age, to carry out
independently at home. This circumstance has played a leading role in

mmproving the quality of life of patients.
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AIM: To assess the quality of life of patients and adherence to therapy dmming the

transition from intravenous immunoglobulin replacement therapy to SC erapy.

MATERIALS AND METHODS: A total of 233 patients of diffe es with
inborn errors of immunity were enrolled in the study. All pam e switched
from intravenous immunoglobulin to SCIG 16.5 % . SCIG was
administered every 7—10 days for at least 12 months vi mpush method.
Assessment of quality of life and adherence to SCIG% as carried out 6 and

12 months after the start of therapy using a questionn

RESULTS: Based on the results of the assessr@e quality of life of patients
using a questionnaire, patients of all age gr@ups er 18 years and their parents
demonstrated improvement in the social , academic performance at school,
and physical activity against the backgro switching to SCIG. According to
the survey, 84 % of patients did n%perience technical difficulties and 83 %
wanted to continue the SCIG infi @

CONCLUSION: Performing ual infusion of SCIG at home has a positive

effect on the quality of I patients and helps improve adherence to therapy.

Keywords: inbfmﬂ immunity; subcutaneous immunoglobulin; intravenous

immunoglobulj y of life; rapid push.
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OBOCHOBAHMHME
3aMmecTUTeNlbHAST Tepanusi MpernapaTaMd HMMYHOTJI00YJIMHQR AETCS
«30JI0TBIM CTaHJAPTOM» Yy MALMEHTOB C HAPYLICHUEM AHTUTIOO aHus B

paMKax BpOXXJCHHOTO JedeKTa MMMYHHOW CHCTEMBI (Bﬂﬂm\mpnqecm/l
NEPBBIC TIPEmapaThl UMMYHOTJIOOYIHMHOB OBLIM pa3padboT s TIOJAKOXKHOTO
(ITIKAI') u BHYTpUMBILIEYHOTO BBeAeHUs [2]. Om XHOJIOTUYECKUE

CJIIOKHOCTH, CBs3aHHBIC C HCBO3MOXHOCTBIO (ﬁ‘ nn HCO6XOI[HMOﬁ

KOHIICHTpAIlMU Tpenapara B JIOMYCTUMOM JJis rN IX WHBEKIUNA o0beMme
@ y BHenpenuto [IKUIDT B

Py TCpalliil IMaUuCHTOB C

uH(pY3UH, [0JIr0e BpeMs MPErnsTCTBOBAIH
KIIMHUYECKYIO0 IMpaKkTUKy. B Hacrosmee Bpe
HapylIeHUEM  aHTUTEJI000pa30BaHuUs UCIIOJIB3YIOTCS ~ Mpenaparsl
BHYTPHUBEHHBIX UMMYHOTJIOOYIMHOB (B [TKUI" ¢ BBICOKUM COJEpKAHUEM
ummyHorno0ynuHa G (IgG) u Beico CTere BUPYCHOM OYMCTKH [2, 3].

B psane ncclie1oBa POAEMOHCTPUPOBAaHA COIIOCTaBUMas
3¢ (HEKTUBHOCTH MTpenapaTo KHUI' B OTHOLIEHUH CIIETYIOMINX MTO3ULINAN:

CHMKCHHUA 4YaCTOTBlI MHQ@PCKIIHNOH X 3360J’I€B3HHI>1, ImpucMa aHTI/I6aKT€pI/IaJ'IBHI)IX

npenaparoB, MOJJEpKa 10MJIbHOM KOHIIEHTpaluu cbiBOpoToyHoro IgG [4—

7]. Onnako apmako cckue ocobennoctu tepanuu [TIKUTT obycnosnuBaior

MEHBIIYK YacT TGMHBIX peakuud B cpaBHeHHMM c Tepanuer BBUI, uro
BBITOJHO OTJI Kﬂ}(on{mﬂe dopmbl [5—8]. OgHUM U3 BaXKHBIX ACIEKTOB
3aMECTUTEIBH nuu [ IKUI siBnsiercst He3aBUCUMOCTH OT BEHO3HOI'O JOCTYTIA,
4TO 0C00 KTYQJIbHO Yy MAallMEHTOB MJIAQJALIECr0 BO3pacTa M IALIMEHTOB CO
CIIO)KHBIM BEHO3HBIM  JIOCTYIIOM U  TIOJOXHUTENBHO  CKa3blBaeTCs  Ha
KOM#fTa OCTH NALMEHTOB U UX POAUTEIIEU K TEPAIUU.
coKasi INOTpeOHOCT, B  Ipenaparax HUMMYHOIVIOOYJIMHOB  JJIst
ecTUTeNIbHOM Tepanuu y nanueHToB ¢ BJIM Bcex Bo3pacToB B Poccun Obuia

neMoHcTpupoBaHa panee [9, 10]. B nHacrosiee Bpems: B PoccuiickoM peructpe

BJIN umeercs undopmariusi o 6onee yem 6 000 manueHTOB, ¥ MOJOBUHA U3 HUX
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HY)KJaeTcsd B  3aMECTUTENbHOM  Tepanuu. OrpaHudeHHas  BO3 OCThb
npuMeHeHus npenaparos BBUI', Bo3HMKIass HEnaBHO B HaLEW CTpa o3zana

MNPCAIIOCBUIKKY I HUCCIICAOBAHUA BO3MOJKHOCTH aM6YJ'IaTOpHO£O @ BOBaHUA

npemnaparoB [IKWI" B Poccuu 1 O1IEHKH KauecTBa KU3HU HaHH&OHY‘IaIOHIHX

JAHHYIO 3aMECTUTENIbHYIO TEPAIIUIO.

Hens wucciaenoBaHus — OLEHKAa KadecTsa MAallUEHTOB U
IIPUBEPKEHHOCTH K TEPAIUU IIPU IIepexoe ¢ 3aMecguTelibHOW Tepanuu BBUI™ Ha
[TKUT'. \\

MATEPHAJIBI U METO/bI Q:

JIn3aiin uccjaenoBaHusi

Hccnenosanune ABJISIETCS MH EHTPOBBIM, o0OcepBalOHHBIM,
MIPOCHEKTUBHBIM C PETPOCHEKTHUB ¢dazoii. B coOTBETCTBUU € MPOTOKOJIOM
VCCIIEIOBAHUS IIAIlUCHTBI, ZOJI @ € 3aMecTUTeNnbHylo Tepanuio BBUIT B
perpocnekTuBHOM (aze, 1e €Hbl Ha 3amecturtenbHyro Tepanuio [IKUD ¢

MOMOIIIBIO Bpaueu — yda KOB HCCIIEOBaHUS.

Kpurepuu coorBerc

Kpumepu usa: puarHo3 BJIW, mnpoBenenue 3aMeCTUTEIbHOM
tepanuu [1KU Lemilo " W@3HaueHNIO JIeHallero Bpaya MpPU HAIMYUM y MAlUEHTa
MOKAa3aHUuM K pOBeCHNIO, WH()OPMUPOBAHHOE COTJIACHE MAIlMEHTOB/UX
pozunene@qa e B MCCJIEAOBAaHWH, JAHHBIE O NPOBEACHUU PETYISAPHON
3amecTfirenpHor Tepanuu npenaparamu BBUIT Ha mpoTsxeHnn He meHee 6 Mec
bi (o) e Ha tepanuto [TKUT'.

mepuu UCKIIOYeHus. TPEKPALICHUE WM HEPETYISPHOE NPOBEACHUE
amuu  [IKUI, pa3BuTHe OHKOJIOTHMYECKOTO 3a00JeBaHWs, MPOBEICHHE
TPAHCIIAHTALIMM TE€MOIIOATUYECKUX CTBOJIOBBIX KJIETOK, TSKEJbIE pEaKUUU Ha

11
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BBCICHHUC IIPCIIapaTa, OTKa3 HaHI/IeHTOB/ nx pO,Z[HTeJIeﬁ oT H&HBHCﬁMCFO THS B

HCCIIEOBAHUM.

YcnoBus npoBeaeHus ¢ O

B uccinenoBaHuM ydacTBOBaJIM CHEHHUAIMCTHI U3 p;u& aTbHBIX U
pernoHanbHbIX KauHUK Poccum: HMUL[ AT'ON wm. JImudp raueBa, ['HII

«IHCTUTYT UMMYHOJIOTUU» U KOJUIEKTUBBI Bpauel u3 3940c

L 4
IPOIECCe WMCCICAOBAHUS HE BBIABICHO crieiud ec\
u

KUX PETMOHOB. B
TOPOB, CIIOCOOHBIX

IIOBJIUATHL Ha  BHCIIHIOIO O606IHaCMOCTB BE BO3MOXHOCTh HX

AKCTPATTOJISIIIHH.

Ownnaiin-matopmoit st cbopa dbofmanuu  sBIsics  Poccuiickuii
PETHCTp TEPBUYHBIX HMMMYHOJEHUIIUT JaHHBIE TIO0 HCCIIEOBAHUIO
BHOCHJIUCh B CICIHAIBHBIA pa3fell per U3 MEIWIIMHCKOW JTOKYMEHTAIHH
MAIUEHTORB.

ITpoao/KUTEJIBbHOCTD UCC

OO6m1ast TPOAOTKUTETBHO HcclieIoBaHus coctaBuia 12 mec. B xauecTBe
OCHOBHBIX KOHTPOJIbHBIX K JIJI OLIEHKHU MMOCTABJICHHOM €U UCIOIb30BAIHCH:
HAadyaJIbHAs TOYKA TP ne ¢ tepanuun BBUI' na IIKWI, mepBbie 6 mec

tepanuu [IKUI', 7-1R2 Mecirepanun [TIKUT'.

Onucanue me CKOro BMelaTeJbCTBa
B pe WBHOU (haze uccleqoBaHus MPOBOAMIACH 3aMECTUTENIbHAsS
Tepanus B no3e 0,4-0,7 r/kr/mec. B mnOpocneKTHBHOM 4YacTH BCEM

nareraM, ) BKIIOUCHHBIM B HCCIIEIOBaHUE, TMPOBOJIMIACH 3aMECTHTEIbHAs
TePATTUSQIIMMYHOTJIOOYJTMHOM YeJIOBEKa HOPMAJLHBIM JIJISl TIOJIKOYKHOTO BBEICHUS
Cutaquig' 16,5 %, Octapharma AG, IlIselinapus) B 103€, SKBUBAJICHTHOM

Hee npoBoaumoit Tepanuu BBUI'. PacuetHas exemecsunas no3upoBka [TKUT

! He 3aperucTpupoBad Ha TeppUTOpHU PO
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nenunack Ha 3—4 BBeneHus ¢ uHTepBasioM /—10 guei. Unby3 KUr
MPOBOAMIIACH PYUHBIM METOJIOM C MUCIOJIb30BaHUEM TEXHUKHU rapid pus ICTphIE

TOJTYKH).
OCHOBHOM HCXO0/1 MCCJIEIOBAHUS \\

B OCIaX OOCHKHM KadyeCTBa KU3HH ITallUCHTAM MJIA, JeT W/WIA KX

pPOIUTENSIM TIPEIJIOKEHO 3aloJIHUTh  aJaNTHPOBAHH CHIO OIPOCHUKA
PedsQL 4.0 (Pediatric Quality of Life Invent v ih version 4.0) s
COOTBETCTBYIOIIEH BO3pacTHOM kateropuu (n0 4 ;-3 net, ot 9 ner). Hns
MAaIMEHTOB cTapuie 18 JieT ucroap30BalICs ONpo -36 (Short Form-36).
Cymmapnoe unciio 0amioB 1o JaHHbiv onpoeHrka PedsQL 4.0 mo kaxaomy
MAIMEHTy TEPECUUTaHO B TMPOLICHTHI B CTCTBUU C YTBEP)KICHHON CXEeMOM

KOHBCpTAallH.

I[OHOJIHI/ITGJILHBIC HCX0AbI HCCJIC l/ISl

OTtaenbHO MpOBEEHA @ Jla POIYIIEHHBIX THEH y4eObl/paboThl 1O

NpUYUHE MHPEKIUOHHBIX 3200 HUW IIpU 3aMecTUTENbHOM Tepanuu BBUIT u

[TKUI'". b

AHaJu3 B rpynmnax
AHann3 1aRfisl Bojuics Ha 1 rpynne nanuentos ¢ B/IU, nomyyaBmmx

Tepanuo BB eseneHHbIXx Ha Tepanuio [IKUI' nmo pemenuro Bpauen —
YYaCTHUKO BaHMs. Perucrpanus m aHanus 1okasaresiel KauecTBa KU3HU
Ipu Tepa NI" nmpoBogunuce B 1 mepuone, npu I[IKUI" — B 2 mepuonax.

Uccnefloraificy nonapubie paznuuus nokaszareneit mexxay BBUILT u IIKUIL, nis

3Tof'0 Cp@BHUBAIIMCH CHAYaJIa MOKa3aTenu 3a nepuoa 1-6 mec, 3atem — 7—12 mec.

bl PErHCTPALIMH UCXO0I0B
Omnpocuuku PedsQL 4.0 u SF-36 3anonHsyIUCh TPUXK/IBI: B TEUECHUE MecsIa

nocie nepexoaa ¢ tepanuu BBUI na IIKUI' (onieHuBanoch Ka4yecTBO KU3HU MPU

13
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tepaniuu BBUI'), uepe3s 6 u 12 mec perynspuoit tepanuu [IKUI. HSTh
OMPOCHUKH MOKHO OBLJIO B OYMa)KHOM (pOpMe WM B 3JEKTPOHHOM BHUJI caire
Poccuiickoro perucrpa nepBHYHBIX HUMMYHOJIE(ULIUTOB 4epes, iu V@ aOuHeT
nanueHta. Ha oOcCHOBaHMM JaHHBIX OIPOCHUKOB I/ICCJIGI[O& MI0Ka3aTenu
($U3NYIECKOT0 U MICUXOJIOTHYECKOTO KOMIIOHEHTOB 3/10POBb JUISL OLEHKH

IMPUBCPKCHHOCTH ITAIMCHTOB K TCpaAIllMU HM /M JUTCIIAM OBLIO

NPEAJIOKEHO 3alOJHUTh ONPOCHUK, pa3paOoTagHbIW, B ) paMKax JIaHHOTO

uccienoBanus (taodm. 1). \\

Tabauma 1. OnpocHUK ISl NAlMEHTOB/pOaUTENEH 6;013, MOJYYaloIUX PEryISPHYIO

3aMCCTUTCIIbHYIO TCPAIINIO I/IMMYHOFJ'IO6yJII/IHOM JUJIA HOT'O BBECACHUA

Table 1. Questionnaire for patients/parents ents  receiving regular immunoglobulin

replacement therapy with subcutaneous administrat

1. bwum an Y BacC CJIOXHOCTHU C 3aKYIIK CXOJHBIX MAaTCPUATIOB (I/IFJ'ILI, H_Il'IpI/II_IBI) JJIA

MpOBeACHUS MH(PY3UU TTOAKOKHB HOIIIOOYJIMHOM Py4HBIM MeToioM (rapid push)?

[a, B cBsi3u ¢ pUHAHCOBBIMU CIIOMMIO

Ja, B CBSI3U CO CIIOXKHOCTSIMU UX MOKY U JOCTaBKHU
Her
Hpyroe

2. B kakux ycnoBusix g p&iinounTaere npoBeeHNE UHPY3UN TOIKOKHBIM

MMMYHOTJIOO0Y coe/BarieMy peOeHKY?

PEMCHHOI'O JICUHCHUA

HapC/TIONUKIMHAKE

JIN 'y BaC TCXHUYCCKHUEC CIIOKHOCTHU BO BPEMs BBIITOJITHCHUA HH(byBI/II/I

ro UIMMYHOTJIOOYJIMHA ceOe/BameMy peOeHKY?

peH

€T

4. Kakue TeXHHYECKHE CIIOKHOCTH BO3HUKAIIN Y BaC BO BpEMs ITPOBCACHU A I/IH(l)YSI/II/I

14
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MOJIKOYKHOTO UIMMYHOTJIOOYTHHA ceOe/BaremMy pedeHKy?

HenpaBuibHast ycTaHOBKA UTITBI TSI HHY3Ui

bonbuine ycunus no BBoAy npemnapaTa yepes LIITPHIL

BripaxkxeHHO€ OecriokoicTBO peOeHKa

Hpyroe

5. Xotenu 661 BbI IPOJIOJKUTH MHPY3HIO MOAKOKHBIM HUMMYHOTJIO0 N YYHBIM

MeTOA0M?

Ia, 310 OBICTpO U yI00HO L

HGT, B CBs3HU C TCXHUYCCKHUMU CIIOKHOCTAMU

HCT, B CBs3U C HCTATUBHBIMU 5MOIHWOHAJIIbHBIMHU pCa CHKa

HeT, B CBA3HU C BBIPAXXCHHBIM 00JIEBBIM CUHAPOMOM

Hpyroe

6. Kak OTpaXKACTCA BO3SMOXKHOCTD ITPOBCACHUS, IIOAKOXKHOI'O I/IMMYHOI‘J'IO6y.TII/IHa Ha

BaIllel ITOBCETHEBHON KMU3HU?

JocTaBisieT BeIpaXeHHOE HEYy100CTBO, CBfffaHHOE ¢ pabOTOI/ yueboii

Bo3HukaroT HeOOJIbIINE CII0KHOCTH B

pabounm/yueOHbIM TrpaduKOM

BO3MOXHOCTb COBCpIIA M Ha OOJIBIIINE pacCcTossHug OT ,I[OMa?

Ja, n3-3a cOOCTBEHHBI SMOIMOHAIBHBIX MTEPESKUBAHUN
Her, Tak xak und HOTO UMMYHOTJIOOYJTHHA MOYKHO

MMPpOBOAWTDH B JIFOQ AX

8. bbumman y4 % UBHBIC SMOIIMOHAJILHBIE PEAKIIUH BO BpeMsl HH(Y3UHU TOAKOKHOTO

MMMYH

Ha, ner KaXIy1o HH(]y3HIo npenapara

NHorn@Bo3H@KaN0 4yBCTBO CTpaxa

, K BEEJICHUIO TIperapara OTHOIYCh KaK K JOJKHOM MpoIeaype

JIM y Ballero pebeHKa HeraTUBHbIE YMOLIMOHAIBHBIE PEAaKIIUU BO BpeMs HHDy3uu

MOJIKO’)KHOTO UMMYHOTJ100y11Ha?

, HETAaTHBH3M Ha KaXXIy0 MH(Y3HUIO Tperapara

WHoraa BO3HUKANIO 4yBCTBO CTpaxa

15
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Her, x BBegeHUIO MpenapaTa OTHOCUTCS KaK K JOJKHOM mpoueaype

10. B mesmom kax ObI BBI 0XapaKTEpHU30BaIIM CBOE 3/I0pPOBBE/30POBhE Balero pedeffiga npu

Tepanuy MoJKOXKHBIM UMMYHOTJIOOYTHHOM ?

&

IInoxoe

Y 10BIIETBOPUTENBHOE

Xoporee

Ouenb xopoluee

Ot1nnyaoe

L 4
11. Bel npennoyntaeTe 3aMECTUTENBHYIO TEPANIUIO BHYTPHU b Y MOJKOKHBIM

[ToK0KHBI UMMYHOTJIOOYITNH

UMMYHOIJ100yIuHOM?
BHyTpHBEHHBII HMMYHOTJIO0YIMH :

dTHYecKas IKCNEPTU3a
[Tomyueno ogoOpeHne He3aBUGHMOTo FMgueckoro komurera HMULL JII'OU

uM. JImutpus PoradeBa (mMpoTOKQJ 65/1-23 ot 12.09.2023). HccnenoBanue

3apETHCTPUPOBAHO KaK HaGIIQA @ 0€, TPOCIHEKTUBHOEC C PETPOCICKTHBHOU
dazoit muOTOIIEHTpOBOE IV (a3 narueHToB ¢ BJIM ma www.clinicaltrials.gov,

UJIEeHTU(PUKAITMOHHBIH CTO05986734. Bce ydacTHUKM [0 BKIIOYEHHS B

UccleloBaHue J100po onnucanu ¢popmy HUHOOPMHUPOBAHHOIO COTJIACHS,

YTBEPKICHHYIO K eJIPOTOKOJIa STUYECKUM KOMUTETOM.
Crarucruuec Ju3

AH 1X npoBoauiics ¢ nomouisto Microsoft Excel 2019 u RStudio
Server 18859 KonnuecTBeHHbIE MOKA3aTeNM OIUCHIBAIUCH C  [OMOUIBIO
MGI[I/I&@FO u 3-r0 KBapTwied, MUHMMyMa M MaKCUMyMa. 3HAa4YMMOCTb
pajfinuvéli MeXay IOKa3aTels MM Ha Pa3IM4HbIX ATanax MCCIeAOBaHUSA

a UBAJIaCh MpPHU TMOMOLIM TecTa MaHHa—YWTHU /JId MAPHBIX JaHHBIX C
npaBkoil boHdepponn—XonapMa, rae HEOOXOAUMO. 3HAYMMOCTH Pa3IUyuUi

MEXKIy IPONOPLUAMH yCTAHABIMBAIACH C OMOILBIO ¥>-Tecta rpu p <0,05.

16
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PE3YJIBTATDBI Q
O0BLeKThI HCCJIeT0BAHNSA

B wucciaenoBanue BiIrOueHbl 233 mnaimeHTa C koMOH BIMU U
ryMOpaJbHBIMU ~ JeeKTaMd HMMMYHHOH  CHUCTEMBI B TBETCTBUU C
JMAarHOCTUYECKUMU KpuTepusimu EBpornelickoro oOIiecTs HOIE(UITUTOB.

CrieKkTp KIMHUYECKUX JUArHO30B MPEJCTaBICH B Ta0JI. 2
L 4

N

- <
POBAHHBIC ¢ CHHAPOMAJILHOMA

Taoauna 2. CreKkTp KJIMHUYECKUX JUAarHO30B

Table 2. Spectrum of clinical diagnoses

JAunarno3 Yucao nauueHToB

KomOuHupoBaHHbIE MMMYHOXE(PUIIUTDI,

naTo
Cungpom Buckorra—Onapuya 6
Cunnpowm Jlyn—bap K 18
Jedunut nurassi 4 1
Cungpom Huitmeren 2
CuHAPOM JHIIEBBIX aHOMAJII, 1 XPOMOCOMHON HECTAOMIILHOCTH 1
Cungpom Iu JHxopmxu 23

Cunapowm Sxobcena

Cunnpom Maxk-K %
NmMmmyHOKOCTHAs [Mnmke

N W Q] ] NN

BHYHbIE MMMYHOAe(pHUMTHI C MPeUMYIIeCTBEHHbIM 1e(UIIUTOM AaHTUTE]

CIICTIJICHHAs] araMMarjio0yIMHEMUs 44
11ast BapuadelibHasi IMMYHHAsl HEIOCTaTOYHOCTb 20
Cunapom aktuBarui GocoPOUMHO3UTHI-3-KUHA3HI JETbTa 7

17
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Hedexr rena TRNTI

IepBuuHbIe *UMMYHOACGUIUTHI ¢ HIMMYHHOM AU3perysiueit

APECED

I'atutonenocrarounocts rena CTLA4

) 4

Hedumut 6enxa LRBA

Hedexr rena STAT3 ¢ ycuiienneM QyHKITUN

AyTOMMMYHHBIH TUMdorponudepaTuBHbINA CHHIPOM

JledeKThl BpOKIEHHOTO HIMMYHHUTETA

Hedexr rena STATI ¢ ycuienneM QyHKITUN

Hedext rena NBAS

O

AyTOBOCIIANUTENbHBIC 3200ICBaHUS

Hedummr 6enxka ADA2

2

APLAID

2

IlepBuunbie *MMYHOAE(PUIUTHI ¢ AedeKTOM

HOT'0 1 TYMOPAJBHOI'0O HMMMYHHUTETA

['unep-IgM-cunapom 4
Hedumut 6enxa DOCKS 2
KomOnHMpoBaHHBIN UMMYHO/IE queHHoro 46

TEHETUYECKOTO AedeKTa

Ilpumeuanue. APECED — ay

LOUMMYHHASL NOTUIHOOKPUHONAMUSA-KAHOUOO3-IKMOOEPMATIbHASA

oucmpodghusi/oucnnazusn; APLA AymoBOCNAIUMENbHBIL CUHOPOM, ACCOYUUPOBAHHBIL C

gocgonunazoni Cy2 ¢ 0 OM aHmMumen U UMMYHHOU Ou3pecyisayuel.
Note. APECED — j

APLAID — autoinfl

olyendocrinopathy-candidiasis-ectodermal dystrophy/dysplasia;

k1Y)

with phospholipase Cy2 (PLCy2) associated antibody deficiency

and immune dy.

I1a TR) mitaame 18 et cocraBuinm 217 4enoBek, B3pOCIbIE NAUEHTHl —

16 yen@Bex K o0THOIIEHNE MY KUMH U KEHIIUH cOCTaBuIo 2:1.
HCTEYEeHNU 6 Mec W3 HCCIENOBAHUS HCKIIOYEHBI 33 mamueHTa: 5
11 aM  TIpOBEJiCHAa  aJUIOT€HHAs  TPAHCIUIAHTAIMS  Te€MOIOATHYECKUX
OJIOBBIX KJIETOK; POJUTENM 2 MAIMEHTOB JETCKOrO BO3pacTa OTKA3aJIUCh OT
HEMGHGHI/I}I [NIKUI" mo npuyrHe 3MOLMOHAIBHOMN JIAOMIBHOCTH MPU MPOBEIECHUN

MOJIKOKHBIX MH(Y3Hil; 26 MalMeHTOB BHIOBLUIN M3 UCCIIEIOBAHUS 110 COOCTBEHHOMN

18


https://doi.org/10.36691/RJA16969

Russian Journal of Allergy. 2024;21(4):00-00.

DOI: https://doi.org/10.36691/RIA16969

MHUIMATUBE, OJHAKO MPOAOJDKWIM nonydars Tepanuto [IKUI'. Takum a30M,
(buHaIbHBIM aHanu3 JaHHBIX HpoBelneH y 200 maiueHTOB AETCKOTO acra u

crapuie 18 ner ¢ BJIU. .

OcHoBHbIE pe3yJabTaTbl HCCICI0BAHUA \\

[Ipu cpaBHEHHH CyMMAapHBIX OAJIJIOB pa3HbIX acnem@ero COCTOSIHUSA

3I0pOBbsl IO pe3yJIbTaTaM aHKETUPOBAaHUA C UCHOHB30 €M OIPOCHUKOB

< .
PedsQL 4.0 y naniueHTOB BCeX BO3PACTHBIX IPYIII a& JIET U UX pOAUTENEH
IPOJEMOHCTPUPOBAHO  CTATUCTUYECKU  3HAYNMEE yUIIEeHHEe B  IICHXO-

HMOIIMOHAILHON M COLMaNbHON cdepax, yCIHeBa B LIKOJE U (PU3NYECKOU

akTUBHOCTH Ha (hoHe nepexntoueHus Ha [IKIAL (p0,001) (puc. 1, 2).

DU3MyecKan aKTMBHOCTb | SMDHHDKMbHDE‘ COCTOsIHWE
600 i E<T.00T. 3 i Ll .
p < 0.001* p <0.001*
1 P—
4004 J—‘ ® ‘ —
2004 ‘
®
_ od ]
2
g
§ 06w eHne I LLikona / geTckuii cag
N p <0.001% ) p<0.001*
600 r 1 T 1
p<0.001* p <0.001*
4004
2004 | ’_L‘ ‘
T [ ] !
0 L ]

BEMr MKAF3-6uec.  MKKI 12 mec. BBUr MKr 3-Gmec.  MKMT 12 mec.

N
Puc. 1. JBTaThl AHKETUPOBAHUS MALMEHTOB MJalie 18 JeT ¢ UCIoJIb30BaHUEM OMPOCHUKOB
PedSQL 40. BBUI" — BHyTpHuBeHHbIN uMMyHOr00ynuH; [IKUIT™ — nonkoxHbIN

M o0yiH

. 1. Results of a survey of patients under 18 years of age using the PedsQL 4.0 questionnaires.

NI — intravenous immunoglobulin; [IKHI" — subcutaneous immunoglobulin
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iz ECKER STVEHOCTL SADLMOHANLHDE COCTOAHNS
- D < 0001~ D <O00I"
600 r 1 T 1
< 0.001" p<000*
i e ——
A00 P | —
00 |1 _
| Q | ’\O
| ]
L L \
g ®
=1 T
g Ofiaye-ne W / percndi cag |
L P o0 ¥ P <000
B0 T 1 T 1
p<0.001* p <0001 ( ’

;; |_l_>\

I

|

¢ | —

[ ‘
]
1

EEMr M0 3 - 6 mec MKW 12 Mec BEMT T 3 - B e TRCAT 12 moc

Puc. 2. Pe3ynbraThl aHKETUPOBAHKSI POIMUTEIE TOB Miajmie 18 et ¢ uCroNb30BaHuEM
onpocHukoB PedsQL 4.0. BBUI" — BuyTpus@HHbIi nMMyHOTI00ymMH; [TKUT™ — moakoxHBIN
UMMYHOTJIOOYJTUH {

Fig. 2. Results of a survey of pareats d @ ts under 18 years of age using the PedsQL 4.0

questionnaires. BBUI" — intravenouS@nnitmoglobulin; [TKUI — subcutaneous immunoglobulin

Cpenn manueHTo me |8 jer aHKeTMpOBaHWE C MCIOJIb30BAHUEM
onpocHukoB SF-36 i u3 16. Ilo pe3ynpbraram aHKETHPOBAHUSI KAUYE€CTBO
Pa3IMYHBIX aCIEKTO U nanueHToB (pu3nyeckas U colraibHas AaKTUBHOCTD,
o011ee COCTOSTHHE Bbsl, TICUXUYECKOE 37I0POBbE M KU3HEHHAsT aKTUBHOCTH)

CTaTUCTHUYEC MO He paznudanoch npu Teparuu BBUT™ u [TIKUTL (p >0,05)

o5 @)
QC)

v
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4 Puricune frynsyaounpuEaking, iy nusse ot Puresoe tryneponspusihne, S e
Bt AR OO UEHREN AUYHL L HN D01 THHR
004 | 1 ] ']
504 P—t—
. I
L] .
: | | | \

WeTencrE=neTe fank | Ofpe COCTORRNE JIDNCAKE | HHIHEHHEE ASTHEHOCTH |

o |
I
14
BB MKW THAr
CIOURETLH0E SR H-E pOaERE | MCeHHBCkDE 30000850 J 1-fimecc 7-12 mec.
I — it o= e — —

Eannei
alf

D)

Puc. 3. Pe3ynbpTaThl aHKETUPOBAHUS TALIUEHTOB ynveT C UCIOJb30BAaHUEM OIIPOCHUKOB
SF-36. p >0,05 1 Bcex cpaBHUBAaEMBbIX ITapaMme UI" — BHyTpUBEHHBII
ummyHornoOynuH; [TKUT — noaxoxHbIi YHOIIOOYIINH

Fig. 3. Results of a survey of patients oye
for all compared parameters. BBI' — @
immunoglobulin

[IpoBeneHo anker @ e 140 maiueHToB ¢ UCIIOJIL30BAHUEM OITPOCHUKOB

rs of age using SF-36 questionnaires. p >0.05

ous immunoglobulin; ITKUI" — subcutaneous

JUIs OLICHKH HpHBGp@CTI/I K Tepanuu (puc. 4, a): 84 % manuMeHTOB HE UMENH

TEXHUYECKUX C no Beenenuto [IKUI™ pyunsim metonom, 74 % xenanu

IIPOJOJIKUTH C MCIIOJIb30BAaHUEM JaHHOTO MeTona, 87 % MalMeHTOB/uX
poaurenen nck k BBeaeHuro [IKHMI' kak K JOKHOM mIpoleaype U He
VICIIBITHIB H@raTuBu3Ma. boyieBo CMHAPOM BO BpeMs MOAKOKHOTO BBEACHUS

HpeHa@HLITBIBaHI/I 56,3 % mnamuenToB. CTeneHb BBIPAXKEHHOCTH OO0JIEBOTO
CUHIIPO oueHuBanacb no Mmkaine Bonra-beiikepa: y 30,9 % crenenb
HOCTH  cocTaBwia 1-3  OaioB, YTO COOTBETCTBYET  HU3KOM
TeHCUBHOCTU (puc. 4, 6). Hu y onHoro mamueHTa He OTMEYajoch OOJIEBOTO
CHHJIpOMa BBIPAXXEHHOCTHIO >7 OayoB. JlaHHbIE ompoca MAIMEHTOB W/WIHA HX

poauTeneil mokasanu, uro 83 % npeanounu npoaomkuTh Tepanuto [TKUI .

21


https://doi.org/10.36691/RJA16969

Russian Journal of Allergy. 2024;21(4):00-00.

DOI: https://doi.org/10.36691/RJA16969

; N

BOneBOH CHHADOM BO BREMA MHGY 3K

CrpanuyeHMe NOBCCOHESHONA JHH3HKA
nayueHTa/pogurensi

Herarmanam namwenra | uHgysame TTEAT

HenauMe npoAonHaTe MHpy amo NEWE
PYUHLIM METOLOM

TeXHWYeCHWE CNOMHOCTH B0 BDEMA
Mgy 31 TTHAT

% 2B A% [ Bies 1005
Konwuectso poautenei,/ naymwenros,’

W /a W Her

. G
Ouenka no wkane Bonra-betikepa

0 1 2 3 4 -~ 6 r i 8 9 10

-

Het Gonm Cnaban  ¥Ymepeunas Cwisxasa Ouyens cunb- Hecrepnuman
Boaw Honk 6onk Han Goab 6oab

! 1 1 1 1

43,7%  30,9% 254% 0% 0%

JHTAaThl AaHKETHPOBAHUS: @ — OIICHKA MTPUBEP>KEHHOCTH MAIUEHTOB K Teparuu
IM IMMYHOTJIOOYJTHHOM; 6 — OIIeHKa 00JIEBOTO CHHApPOMa 1o 1mikaie Bonra—beiikepa
. 4. Results of the questionnaire: a — assessment of patients’ adherence to subcutaneous

unoglobulin therapy; 6 —assessment of pain syndrome

I[OHOJIHI/ITeJ]beIe pe3yabTaTbl HCCIACA0BAHUA
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[Tpu tepanuu BBUIL y 54 (28 %) nanneHToB 3aperucTpupOBaHbI YCKU
B yueOe/paboTe 1mo mpuuvHEe HWHQPEKIHMOHHBIX 3a00JE€BaHUN, WX HHHT%B B

cpenHeM cocraBuia 3,66 musi/uen/mec. B mepBoie 6 mec Tepam/IgH OIyCKHU

B yueOe/paboTe mo nmpuyuHe MHOEKIIMOHHBIX 3a00JIeBaHUN 3KNHPOBEIHBI y

28 (14 %) marueHToOB CPeIHEH MITUTEIHHOCTHIO 2,94 mHs1/4ue 7 mo 12 mec
—y 12 (6 %) nanueHToB cpeaHen IIUTEIbHOCThIO 2,95 nHs/de C.
HeMHOTOYnCICHHOCTH CTICITUATM3UPOBAHEHIX cFaloOHapOB TUTSt

IIPOBEJECHUS 3aMECTUTEIBHON TEpaIlnu npenapWI/IF Ha TEPPUTOPUHA

Poccuu panee npuBoauia Kk HEOOXOIUMOCTHU HI/IH OOJIBIINX PACCTOSIHUIM

10 OnmKallllero cranuoHapa, 4YTO CKa3bIB ¥a MarepuanbHOW cdepe u

COI.IPIEU'IBHOﬁ AKTHUBHOCTH IIAalIMCHTOB. IIo na AHKCTUPOBAHHA YCTAHOBJICHO,

2

TpaHCIIOpTE 10 ONMKaMIIero craggioHapa

4TO ITIalMMCHTBI B CPCAHCM TpPATHIIU ODpory B O6HIGCTBCHHOM/J'II/I‘-IHOM

s IIPOBCACHUA 3aMECTUTEIbHOM

tepanuu BBUI" okomno 1,5 4 (10 6 4). Y 4 manueHToB JETCKOro BO3pacra
CTallMOHAp MJI1 BBIIOJHEH u BBUI' Obu1 pacmnosioxkeH B COCEIHEM
ropoie, B CBSI3U C YEM O eKEMECSIYHO JOoOUpaIuCh N0 YUPESKICHUS
KEJIE3HOIOPOKHBIM Tpa TOM Ha MPOTSKEHUU CYTOK U OoJiee.

OBCY)KI[EHI/K

pe3yjabTaTa HCCJICA0OBAHUA

)
I
w
=
=
(S
o
&
=
S

asfG, MMOKU3HECHHAsd  3aMECTUTENIbHAasi Tepanus Ipernaparamu
MMMYH HOB CTAaBUT II€pe] HAMH BaXHYK 3aJadyy MO CO3JaHHIO
MaKCUM@JIbHBIX YCIOBUM ISl YIYUYILIEHHUs] KauecTBa U3HU MalMEeHTOB. B Hamem
UCElIeIOBAHNM MTOKA3aHO YJy4IlEHUE OOIIEro COCTOSHUS 370POBbS, a TAKXKE €ro
BHOM M INCUXUYECKOU cocrapisomux npu tepanuu [IKUID y manuenTos

agme 18 ner m ux poauteneil. Pe3ynbTaThl NPOBEAEHHOIO OIMpoOCa

CBUJETENBCTBYIOT, UYTO py4HOUM MeTox BhimoiaHeHUs uHpy3un [IKUI sBusercs
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JICTKUM B IIOHUMAHHUH U IIPAKTHUYCCKOM IIPHUMCHCHUHU Y OOIBIIMHCTBA CHTOB
W/MIIA UX pOI[I/ITeJ'IeI\/'I. Memnble YCTBCPTHU MAIVCHTOB HMCIBIThIBAJIN CJIO THU IIpU

nposenennn uHy3uu [IKUT pyunsim meToom. .

O0cy:x/1eHue OCHOBHOI'O Pe3yJibTaTa UCCJIeI0BAHMS \\

Hanmvune B MEOUIIMHCKOM TMPAKTUKE HECKOJIBKH rpenapaToB
UMMYHOTJIOOYJIMHOB TO3BOJIAET MAIMEHTAM ClieNiaTh caMOCT JbHBIN BRIOOD. B
KOHTEKCTE MEIULMHCKOTO JICUEHUS IIUPOKO : €HO MHEHHE, 4YTO
MPEIOCTABJIEHUE  MMAIMEHTaM  BO3MOXHOCTH a  CIocoOCTByeT HX
HE3aBUCHUMOCTH, TIOBBIIIAET TOHUMAHHUE U JINYH CTBEHHOCTb 32 COCTOSIHHE
cBoero 3a0poBbs [11, 12].

[Iepexox Ha 3aMECTUTENBHYIO TEP NI no3Bonui mamueHTam Beex
BO3PACTHBIX T'PYIIT HE3ABUCUMO OT JUArH 0JIy4aTh TEPAMUIO CAMOCTOSTEIbHO
B JIOMAIIHUX YyCIOBHSX. JlaHHOE€ @OCTOSTENBCTBO CHIIPAIO BEAYIUIYIO pOJb B

YVIIYUIICHHUN Ka4dCCTBa JKU3H TOB, 4YTO TaKXKC IMPOACMOHCTPUPOBAHO B

HallleM HWCCIEI0BAaHUU C 0 AHKETUPOBAHUA JETeH/MX pOAUTENed WU

MalMeHToB cTapiie 18 ey

@ )

BBITIOJIHEHUEM HHL%B MPUBBIYHON JOMAIIHEW aTMocdepe, OTCyTCTBHEM

VYiayumienue B OLIMOHAJILHON cepe MOXKeT OBITh CBSI3aHO C

I, B OCOOEHHOCTH Yy JeTeld paHHEro BO3pacTa.

peryJIsIpHbI KOB yueObl, KOTOpbIE paHee ObUIM BbI3BAHBI HEOOXOAUMOCTBIO

MHOTOKPaTHBIX N
[ToBbIIIEHHE Q: OCTH B IIKOJIE B PsIC CIy4acB CBS3aHO C OTCYTCTBHEM

eXeMecsau CIIUTAIIU3AMKA B CTAalMOHAp I nonydyeHuss tepanuu BBUI.

CHI/I)K@HYQ&@B nporycka y4eObl/paboTbl MO MNPUYMHE HHPEKIIMOHHBIX

3aQPneBanuit pu Teparnuu [IKUID Takxke BO MHOTOM MOXET OBITh CBSI3aHO C

HCM TCpAIlMK B JOMAIIHUX YCIOBUAX U OTCYTCTBUCM PCTYJIAPHBIX
HTAaKTOB C I/IH(bCKI_II/IOHHBIMI/I OOJLHBIMU Y HMCTOYHHUKAMU BHYTpI/I6OJIBHI/I‘-IHI)IX

uHpeKIui.
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Bo3moxHOCTB IMPOBCACHUA I/IH(i)YSI/II/I B JOMAIIHUX YCJIOBHUA I'pacT

0CcO0yI0 pOJIb ISl MAalKUEHTOB C HEBPOJOTMYECKUM ACPUIUTOM U CB HBIM C

HAM HapYLICHUEM MOTOPHBIX HABBIKOB, HANPUMEP Yy NALHEHTOR C M Jyn—

Bap [13]. \\&
Py4noit MmeTon nHQY3UH MPOAEMOHCTPUPOBAT ceOs Ka OO TOCTYIIHBIN

B TIOHMMaHWUU W JICTKHA B TMPUMEHEHWH, OJHAKO Yy HE MAIMCHTOB, TI0
pe3yibTaraM MPOBEACHHOTO OIPOCa, BO3HHUKAIU GCXHEUYCCKUE CIOXHOCTH. B
OOJIBIIMHCTBE CIyYaeB OHHM OBLIN CBSI3aHBI C HCI/IX\NH&UIBHHMI/I peaKIusIMu
JeTe MIIAJIIer0 BO3pacTa Ha BBHITIOJHEHH BMeNIaTensCTB. B psizme
CIIy4aeB y B3pOCIBIX MAIMEHTOB TEXHUYEC KHOCTH OBLIM CBS3aHBI C

HEO0XOIMMOCTBHIO BBEJIEHUS OOIBIINX 00BEM

OrpaaneHHﬂ HCCJIEeA0OBAHUA Q

VYiydmienue mokaszareneil pasfblx acleKTOB OOIIEro 370pOBbs MAIHEHTOB,
BIIMSIFOIIAX HA UX KAYeCTBO KU tepanuu [IKUI' B cpaBHenun ¢ BBUI,
IIPOAEMOHCTPUPOBAHO B PAL EHTPOBBIX uccaenoBanuii [14—16]. Ognako

M0 HAIIUM JIAHHBIM y MARMEHTOB CTapiie 18 yer crnocold BBeACHHS CYIECTBEHHO

HE CKasajcsi Ha BC  KM3HU. BO3MOXHO, DOTO  CBfA3aHO C
HEMHOTOYMCIIEHHOC CJIEyEMOW TPyl B3POCIBIX.

B HaCToyl% €0OBaHUM B KadecTBE crocoba JOCTaBKH Mpernapara

MCIIO0JIb30BaH u Meron uHpy3uu. J[aHHBIE JTUTEpaTyphl JEMOHCTPUPYIOT
COIOCTaBH yAbTaThl OLIEHKM KauecTBa JKU3HM MAIlMEHTOB IpHU
UCIIOJIb30 paszubix cnoco6oB goctaBku I[IKUIT — ¢ momomipio pydHOro

MeTod UIHC UCToNb30BaHWEM HMH(Y3uMoHHbIX Tommn [17, 18]. CpaBHUTENbHBIN

angin3 egoco6a pocraBku [IKUI 3amnanupoBan u Ha Tepputopuun Poccun.

zKJIIO‘IEHI/IE
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B03MOXHOCTh MPOBENECHUS PETYISPHON 3aMECTUTEIILHONW TEPAIU Ul B
JIOMAIIIHUX YCJIOBUSIX MOJOKUTEIBHO CKa3bIBACTCSI HA KAYECTBE KU3HU €HTOB

Pa3sHbIX BO3PACTHBIX IPYIIT H YJly4IIAET NPUBEPKEHHOCTb K TERAIH @ yJIbTaThI

HaCTOAIICTO HCCIICA0OBAaHU ACMOHCTPUPYCT BOSMO)KHW&KTH‘IGCKI/I
141

eauHoBpeMeHHOro nepexoaa ¢ tepanuu BBUI wa I[IKU JIb30BaHUEM
pydHOTro MeToaa UH(PY3UH Ha OOJBIIION TEeTEePOTeHHOMN TP neHToB ¢ B/IN
Ha Teppuropuu Poccun. IS \
JOINOJHUTEJIBbHASA HHOOPMALUSA Q

HNcTrounnk ¢uHaHCHpPOBaHUA. ABTOPHI BISMQT OO0 OTCYTCTBHM BHEIIHETO

(bUHAaHCUPOBAHUS MPU MPOBEICHUH UCCIIE !
Kondgaukr wuHTEpecoB. ABTOpPBL 1€ APYIOT OTCYTCTBHUE SIBHBIX U
MOTEHIIMAIBHBIX KOH(MIUKTOB HHT@&B, CBSI3aHHBIX C MyOJIMKAIMEel HaCTOSIIEH

CTaThH. O

Bkiiang aBTopoB. Bce aBTOpBI TBEPXKAAIOT COOTBETCTBUE CBOETO aBTOPCTBA
MEXIYHApOIHBIM KPUTE ICMIJE (Bce aBTOpbI BHECTU CYIIECTBEHHBIN BKJIa/] B
pa3paboOTKy KOHILIEIIUH, BEIICHUE MWCCIENOBAHUA U IIOATOTOBKY CTaTbH,

npowin U oAoOpwih HrlanibHy0 Bepcuio mepen mybnukamueit). Hanbonpmmi
BKJIA]I pacnpeﬂ;&eﬂymuu/m obpazom: A.S ABemoBa — cOop W aHanmm3a

MaTcpualia, Hé @ € PYKOIIMCHU CTATbHU, CTATUCTHUYICCKAA O6p360TKa JaHHBIX

A.IO @— penaktupoBaHue Tekcta pykonucu; E.B. [lepumnana,
I0.A. uHa, A.A. Myxuna, E.A. JlaTteiuesa, /[.B. IOxaueBa, B.I. bypnakos,

. Kau, /[.B. bornanoBa, A.A. Mouceea, H.b. Ky3smenko, 3.A. Hecrepenko,
eopauena, A.JI. Oruesa, B.O. binynosa, A.A. Ponnenst, [{.C. ®omuna,

.B. 3unoBneBa, FO.H. CeBocthsinoBa, JI.P. Kanbmernesa, J./1. [Ipoasiruna, JI.1O.

baperuesa, O.C. Cene3neBa, H.B. [llaxoBa, O.M. Jla6a, E.B. Biacosa, A.B.
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