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AHHOTALMA

06ocHoBaHMe. 3aMecTUTesIbHasH Tepanus npenapatamMu UMMYHOTIO0YNIMHOB siBAsieTCA 6a3oBoii Tepanueli NaUMeHTOB C Ha-
pyLUEHMEM aHTUTEN006pa30BaHNA B paMKax BPOXAEHHOT0 AedeKTa MMMyHHON cUcTeMbl. BHepeHne B KIIMHUYECKY0 MMMY-
HOJIOTMYECKYI0 MPaKTUKY 3aMecTUTENbHOM Tepanuu npenapartamMu UMMyHornobynMHoB Ana noakoxHoro Beaenus (MKUT)
MO3BOMMMO NALMEHTAM C BPOXKAEHHbIM e(EKTOM MMMYHHO! CUCTEMbI HE3aBUCMMO OT BO3pacTa MojlyyaTb Tepanuio camo-
CTOATENIbHO B [LOMALLHMX YCOBUSX. 3TO CbIrpasno BeAyLLyto posib B Y/yYLLEHWM KaYeCTBa KM3HW NaLMEHTOB.
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Lienb nccnepoBaHus — oLieHKa KayecTBa WU3HM NaLMeHTOB U NPUBEPIKEHHOCTM K Tepanuu Ha doHe nepexofa Cc 3aMecTu-
TeJSIbHOW Tepanuy BHYTPUBEHHBIM UMMYyHOTN0BYIMHOM Ha MKW,

Martepuansl U MeTopapl. B uccnegoBaHue nepBoHayanbHO BKIKOYEHbl 233 MauMeHTa € BPOXAEHHBIM AedEKTOM UMMYHHOV
CUCTEMBI Pa3HbIX BO3paCcTHbIX rpynm. Bce naumeHTbl peKpyTUPOBaHbI C 3aMeCTUTENBHOM Tepanuu BHYTPUBEHHBIM UMMYHOTJI0-
bynuHoM Ha Tepanuto MKUT 16,5 % (Cutaquig). Tepanmsa NMKWUI npoBogunack nauveHTaMu u/unu Ux poguTENsIMA METOL0M
rapid push (6bicTpble Tonuku) ¢ uHTepeanom 1 pa3s B 7-10 gHen Ha npoTsokeHuu 12 Mec. OLieHKa KayecTBa JKU3HU 1 NpuBep-
XeHHocTn K Tepanuu MKWI npoBoaumnack yepe3s 6 1 12 Mec oT Hayana fie4eHns MeTOA0M aHKETUPOBaHMS.

Pesynbrartbl. Pe3ynbTaThl OLEHKW KauecTBa JKW3HU METOLOM aHKETUPOBaHUS MaLMEHTOB BCEX BO3PACTHbIX rpynn MnajLle
18 net n ux poauTenen NpoSEMOHCTPUPOBAU YNYULLEHWE B COLMAnbHON cdepe, YCreBaeMoCTy B LLKONE U QU3NYECKO aK-
TUBHOCTW Ha doHe nepektodeHus Ha [MKWT. [aHHble onpoca nauMeHToB M/unm ux poauTeneii nokasanu, uto 84 % naumeHTos
He UMeNM TEXHUYECKMX CIOXHOCTEN NPW caMOCTOATENBHOM BBEAEHUW Npenapata py4HbiM MeToaoM 1 83 % npegnounu npo-
pomxutb Tepanuio NMKNT.

3akutoyenue. BoinonHerne uHoysum MK pyyHbIM MeTO4OM B SOMALUHWX YCOBUAX MONOMKUTENBHO CKa3biBAETCA Ha Kaue-
CTBE JKM3HM MALMEHTOB U CMOCOBCTBYET YNTyULLEHNI0 MPUBEPIKEHHOCTU K Tepanuy.

KnioueBble cnoBa: BpOXAEHHbIN LeQeKT UMMYHUTETa; UMMYHOTNOOYNIMH A8 NOAKOXKHOMO BBEAEHMS; UMMYHOTN06YMH
LIS BHYTPUBEHHOIO BBELLEHUSI; KQYECTBO JKMU3HU; PYHHON METOS,.
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ABSTRACT

BACKGROUND: Replacement therapy with immunoglobulin preparations is the basic therapy for patients with impaired antibody
formation in the context of inborn errors of immunity. The introduction of replacement therapy with subcutaneous immunoglobulin
(SCIG) into clinical immunological practice has allowed patients with inborn errors of immunity, regardless of age, to carry out
therapy independently at home. This circumstance has played a leading role in improving the quality of life of patients.
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AIM: To assess the quality of life of patients and adherence to therapy during the transition from intravenous immunoglobulin
replacement therapy to SCIG therapy.

MATERIALS AND METHODS: A total of 233 patients of different ages with inborn errors of immunity were enrolled in the study.
All patients were switched from intravenous immunoglobulin to SCIG 16.5 % therapy. SCIG was administered every 7-10 days
for at least 12 months via the rapid push method. Assessment of quality of life and adherence to SCIG therapy was carried out
6 and 12 months after the start of therapy using a questionnaire.

RESULTS: Based on the results of the assessment of the quality of life of patients using a questionnaire, patients of all age
groups under 18 years and their parents demonstrated improvement in the social sphere, academic performance at school,
and physical activity against the background of switching to SCIG. According to the survey, 84 % of patients did not experience
technical difficulties and 83 % wanted to continue the SCIG infusion.

CONCLUSION: Performing manual infusion of SCIG at home has a positive effect on the quality of life of patients and helps
improve adherence to therapy.

Keywords: inborn error of immunity; subcutaneous immunoglobulin; intravenous immunoglobulin; quality of life; rapid push.
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OPUTHATTBHBIE VICCTTE [IOBAHNA

Ob0CHOBAHUE

3amecTuTeNlbHas Tepanus npenapatamu UMMYHOrMoby-
JIHOB SIBNSIETCS «30/10TbIM CTAHAAPTOM» Y MaLMEHTOB C Ha-
PYLLEHWEM aHTUTEN00b6pPa30BaHMA B pamMKax BPOXAEHHOMO
Aedexta uMmyHHom cucteMbl (BLW) [1]. WcTopuuecku nepabie
npenapatbl UMMyHorT06yMHOB bbinn paspabotaHsbl Ans nog-
KoxkHoro (MKWT) n BHyTpuMbILLeyHoro BBeaeHus [2]. OpHaKo
TEXHOJIOTUYECKUE CITOXHOCTH, CBA3aHHblE C HEBO3MOXKHO-
CTblo CTabunmMsaumm HeobxoaMMOI KOHLIEHTPaLIMK Npenapata
B [LOMYCTUMOM ANS MOAKOXHbBIX MHBEKLMI 00beMe MHPY3uK,
[0Nroe BpeMsl NpensaTcTBOBanM akTMBHOMY BHeapeHuto MKUT
B KJIMHWYECKYH0 MPaKTUKY. B HacTosLiee Bpems npu Tepanuu
MauMeHTOB C HapyLIeHWEM aHTUTeN00bpa3oBaHuUs LUMPOKO
MCMOMb3YIoTCA NpenapaTbl BHYTPUBEHHBIX UMMYHOM06YNW-
HoB (BBWI) n MKWUI ¢ BbicOKMM copepikaHMeM UMMYHOITO-
6ynuHa G (IgG) v BbICOKOI CTeNeHbI0 BUPYCHOW QUUCTKM [2, 3.

B psne vccnenoBaHuii NpoAeMOHCTPUMPOBaHa COMOCTaBM-
Mas addexTmBHocTb npenapatos BBUI u [MKWUT B oTHowweHum
CNIEAYHLMX MO3NLMUIA — CHUXEHUS YacToTbl MHGEKLMOHHBIX
3aboneBaHuii, npueMa aHTWbaKTepuasbHLIX MpenapaTos,
NOAAEPIKAHNA CTabUNbHONM KOHLEHTPaLMK CbIBOPOTOYHO-
ro IgG [4-7]. OpHako dapMaKOKMHETUHECKWE O0COBEHHOCTM
Tepanum MKWT 06ycnoBnmBatT MeHbLLYI0 HacToTy CUCTEMHBIX
peaKkuuii B cpaBHeHuu ¢ Tepanven BBUN, yto BbirogHo otim-
yaeT NofKoXHble hopMbl [5—8]. 04HUM U3 BaXKHbIX aCMeKToB
3aMmecTuTenbHon Tepanuu MKUI aBnsetcs HesaBUCUMOCTb
OT BEHO3HOTO A0CTYNa, YTO 0COOEHHO aKTyanbHO Y NaLMeHTOB
MNafiLLero Bo3pacTa M NauMeHTOB CO COXHBIM BEHO3HbIM
AOCTYNOM U MOMOKMUTENBHO CKa3bIBAeTCA Ha KOMMIAeHTHOCTH
MauMeHTOB M UX POAMTENel K Tepanuu.

Bbicokas notpebHocTb B npenapatax MMMyHorobynnHoB
ANs 3aMecTUTeNbHOM Tepanuu Yy nauueHTos ¢ BOW Bcex Bo3-
pactoB B Poccum bbina npopemoHcTpupoBaHa paree [9, 10].
B HacToswee Bpemsa B PoccuiickoM peructpe BOW umeert-
¢ nHdopMaums o bonee yeM 6000 naumeHToB, U NONOBUHA
U3 HUX HYXK[AETCA B 3aMecTUTeNIbHOM Tepanuu. OrpaHuyeH-
Has BO3MOXHOCTb MpWUMeHeHus npenapatoB BBUI, Bo3-
HWKLLIAA HeAaBHO B HalLen CTpaHe, co3fana Npeanochbiiky
ANS UcCnefoBaHNs BO3MOXHOCTM aMbynaTopHOro Mcnonb3o-
BaHus npenapatoB KA B Poccum 1 oLeHKM KayecTBa XU3HU
MaLMeHTOB, NONYYaLLMX JaHHYH0 3aMeCTUTENbHYIO0 Tepanmio.

Lienb uccnepnoBaHus — oLEHKa KaueCTBa XU3HU MaLyeH-
TOB M NPUBEPIKEHHOCTU K Tepanumu Npu Nepexeje ¢ 3aMecTu-
TenbHoi Tepanun BBUT Ha MTKAT.

MATEPWUAJIbI U METObI

Jln3aiiH uccnepoBaHus

WccnepnoBanue sBnsieTcss MHOTOLEHTPOBbLIM, 06cepBaLy-
OHHbIM, MPOCMEKTMBHBIM C PETPOCMEKTMBHOW dason. B co-
OTBETCTBUM C MPOTOKOJIOM WCCNELOBaHUS MauueHTbl, nony-
yaBLLMe 3aMecTuTeNbHYH Tepanuio BBUI B peTpocnekTvBHOM
(a3se, nepeBeaeHbl Ha 3amecTutenbHyto Tepanuio NKUT ¢ no-
MOLLbI0 Bpayeil — Y4aCTHUKOB UCCIIEA0BAHMS.

Tom 21T N2 4, 2024
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POCCUMCKMIA 3NNEProNorMYeCKmin 1ypHas

Kputepuum cootBetcTBUSA

Kpumepuu sxodenus: nuarHo3 BIW, nposenenne 3a-
MecTuTtenbHoun Tepanum NKUI no HasHaueHuIo fevalero Bpa-
Ya MpY HanMuMKM y NauMeHTa MoKa3aHWi K ee MPOBELEHMIO,
MH(bOPMMPOBaHHOE COrTIacue NaLMEHTOB/UX poauTenen Ha yqa-
CTWe B WUCCNELOBaHUM, [aHHblEe O MPOBELEHUM PErynspHON
3aMecTuTeNbHOI Tepanum npenaparamu BBUI Ha npoTsxkeHun
He MeHee 6 Mec [0 nepexoga Ha Tepanuio MKW

Kpumepuu ucksiodeHus: npekpaLLieH e Unn HeperynspHoe
npoeaenve Tepanuu [KWI, passuTe OHKOMOrMYECKoro
3aboneBaHus, NpoBeAeHMe TpaHCMaHTaLMUN reMoNo3TUYECKUX
CTBOJIOBbIX KIETOK, TsKeNble peakuuMm Ha BBeAEHUe
npenapara, 0TKa3 MaLMEeHTOB/WUX POAMTENEN OT LabHEMLLEro
y4acTus B UCCNeLoBaHUM.

YcnoBus nposeneHusa

B nccnepoBaHnm y4acTBoBany cneumanucTbl U3 psa de-
JepanbHbIX U pernoHanbHbIX KnnmHuk Poccun: HMULL TN
uM. [Imutpus PorayeBa, THL, «MHCTUTYT MMMyHonorum»
U KOMEeKTUBbI Bpaden u3 39 poccuidickux pernoHos. B npo-
Liecce UCCeA0BaHUS He BbISBNEHO creunduueckux hakto-
OB, CNOCOBHbIX MOBAUATL Ha BHELUHIOW 0606L1aeMOCTb BbI-
BOJOB M BO3MOXHOCTb MX 3KCTPaNonsLmm.

OHnalH-nnathopMon anis cbopa MHbopMauum sensncs
Poccuiickuid perucTp nepBuYHbIX MMMyHoaeduuuToB. Bce
[aHHble N0 UCCNEL0BaHWI0 BHOCUNIUCh B CMELManbHbIA pas-
LN perucTpa U3 MeauLMHCKONM JOKYMEHTALMUM NaLMeHTOB.

HPOIJ,OH)KMTeHbHOCTb uccienosaHuA

06was NpOLOMKUTENBHOCTL UCCNEA0BaHUS COCTaBWa
12 Mec. B kauecTBe 0CHOBHbIX KOHTPOJIbHBIX TOYEK AJ151 OLIEH-
KW NOCTaBMEHHOM LIeNIM CMONb30BaMCh: HavasbHas TouKa
npu nepexoge c Tepanum BBUT Ha MKW, nepsole 6 Mec Te-
panuu MKW, 7-12 Mec Tepanum NKAT.

OnucaHne MegMUMHCKOrO BMeLLaTeNbCcTBa

B peTtpocneKkTuBHoi dase uccnenoBaHWs NpoBOAMNAch
3aMecTuTenbHas Tepanus BBUI B pose 0,4-0,7 r/kr/mec.
B npocnekTuBHOM YacT¥ BCEM MaLMEHTaM, BKIIOYEHHBIM
B UCCNeoBaHMe, NPOBOAMNIACH 3aMECTUTENbHAS Tepanus UM-
MYHOrI00YNIMHOM YeNoBEKA HOPMasIbHBIM 11 MOLKOXKHOM0
BBeAeHus 16,5 % (Cutaquig' 16,5 %, Octapharma AG, LLseit-
L,apus) B 403e, S3KBUBANEHTHO paHee NpoBOAVIMOI Tepanim
BBUI. PacueTHas exxeMecsiuHas posuposka NNKUIM nennnack
Ha 3-4 BBefeHus ¢ uHTepBanoM 7—10 aHei. MHdysua MKUT
MPOBOLMNACL PYYHBIM METOAOM C UCMOMb30BAHUEM TEXHUKM
rapid push (ObICTpble TOMYKM).

OcHoBHOM UcXop, uccnenoBaHusA

B uensx oueHKW KayecTBa XM3HWM NaLMeHTaM MnajLue
18 net u/unu vx poauTENsAM NpeasoKeHo 3anoiHUTL ajan-
TMPOBaHHYH Bepcuio onpocHuka PedsQL 4.0 (Pediatric Quality

! He 3apeructpupoBaH Ha Tepputopun PO.
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of Life Inventory Russian version 4.0) ans cootBeTcTBytOLLEN
BO3pacTHoOM Kateropum (0o 4 net, 5-8 ner, ot 9 net). [inga na-
umeHToB ctapwe 18 neT ucnonb3oBancs onpocHuK SF-36
(Short Form-36).

CyMMapHoe uucno 6annoB Mo [aHHbIM OMPOCHMKA
PedsQL 4.0 no KaxaoMy naLmeHTy NepecynTaHo B MPOLEHThI
B COOTBETCTBUM C YTBEPXAEHHOI CXEMOI KOHBEPTALMM.

,U,OI'IOJ'IHMTEJ'IbeIe ucxoabl uccieposaHuA

OToenbHO NpoBefieHa OLieHKa Y1Ca NPOMYLLEHHbIX AHE
y4ebbl/paboTtbl N0 NpUUMHE MHGEKLMOHHBIX 3aboneBaHui
npu 3aMecTuTenbHon Tepanuu BBUT u MKW

AHanu3 B rpynnax

AHanu3 paHHbIX npoBoamncs Ha 1 rpynne NauueHToB
¢ BOW, nonyyaBwwux Tepanuio BBUI 1 nepeBefeHHbIX Ha Te-
panuio MKW no pelueHunto Bpaden — y4acTHUKOB UCCNEa0-
BaHuA. Pernctpaums u aHanu3 noxasateneli KauecTBa XU3HH
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npu Tepanun BBUI npoogunmuce B 1 nepuoge, npu MKUT -
B 2 mepuopax. Mccnegosanuch nonapHble pasnuums no-
Kasatenen mexay BBUI w MNKWI, ans atoro cpaBHWBanuch
CHayana nokasartenu 3a nepuop, 1-6 Mec, 3ateM — 7—12 Mec.

MeToabl perucTpauum UCXoao0B

OnpocHukn PedsQL 4.0 u SF-36 3anonHsnuch Tpuk-
Obl: B TeyeHne Mecsua nocne nepexoga c Tepanuu BBUT
Ha [MKWUT (oueHnBanock Ka4ecTBo *mM3HM npu Tepanum BBAT),
yepe3 6 u 12 mec perynapHon Tepanum KWL 3anonHats
OMPOCHMKM MOXKHO ObiNio B DyMaxHol dopMe unu B 3aneK-
TPOHHOM BUfEe Ha calTe PocCUIACKOro perucTpa nepBuyHbIX
UMMYHOAE(bULMTOB Yepes JIMYHbINA KabuHeT naumeHTa. Ha oc-
HOBaHWW JaHHbLIX OMPOCHUKOB MCCNELOBaNMUCh MOKa3aTenun
(M3KYECKOro U NCUXONOMMHECKOr0 KOMMOHEHTOB 3[10POBbS.
TakKe NS OLEHKM NPUBEPXKEHHOCTU MALMEHTOB K Tepanum UM
W/nn ¥X poauTensM BbiNo NPEOKEHO 3aM0HUTb OMPOCHHUK,
pa3paboTaHHbIN B paMKax [aHHOro ucciefoBanus (tabn. 1).

Ta6nuua 1. ONpocHUK AN NaLMeHTOB/poauTeNel NaLMEHTOB, MOMYYaIOLLMX PEryNSPHYI 3aMeCTUTENbHYIO Tepaniio UMMYHOIOBYIMHOM Anis

MNOOKOXHOro BBEAEHNA

Table 1. Questionnaire for patients/parents of patients receiving regular immunoglobulin replacement therapy with subcutaneous

administration

1. bbum nu Y Bac CJI0XKHOCTU C 3aKynKoV| pacxogHbIX MaTepuanos (Mmbl, LI.II1pVILI,bI) ANA nposepeHusa MH¢y3MM NOAKOXHbIM

MMMYHOI06yNMHOM py4HbIM MeTogoM (rapid push)?
[la, B cBA3M C (MHAHCOBLIMU CIOMKHOCTAMM
[la, B CBA3M CO CNOKHOCTAMM UX MOKYMKM U AOCTABKM

Her

[pyroe

Oo0oon

2. B KaKux ycnoBusix Bbl MpeAnoy1TaeTe npoBefeHNe UH(Y3MN NOAKOXKHBIM UMMYHOTNO6YNIMHOM cebe/BalueMy pebeHky?

[loma
B cTaumoHape KpaTKOBPEMEHHOIO NeYeHus

B aHeBHOM CTaLMOHape/NoNMKANHUKE

oo

3. Bo3HMKanu nn y Bac TeXHUYECKUE CI0KHOCTU BO BPeMsl BbIMONHEHUS MHGY3UM NOAKOXXHOTO UMMYHOII06YNMHA

cebe/BaweMy pebeHky?
Ja
He yBepeH

Het

Oooo

4. Kakue TexHUYeCKmMe CII0XKHOCTU BO3HUKANM Yy Bac BO BpeMs npoeepeHUsA MHCIJy3MM NOAKOXHOro VIMMYHOFHOGYHMHG

cebe/Bawwemy pebeHky?
HenpaBunbHas ycTaHoBKa Uribl Ans MHEY3uid
BorbLume ycunusa no BBOAY npenapaTa Yepes LnpuL

BbipaxxeHHoe becrnoKoiicTBo pebeHKa

[pyroe

Ooodgao

5. XoTenu 6bl Bbl NPOAO/KUTE UHEY3UIO MOAKOKHBIM UMMYHOTIO6YIMHOM py4YHbIM MeTof0M?

[a, 310 BbICTPO U YAOOHO

HeT, B CBA3M C TEXHMYECKMUMM CIOKHOCTAMM

D0l https://doiorg/1036691/RJAT6969
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Her, B cBAI31 C HEraTMBHLIMW 3MOLIMOHANbHBIMU peaKLmaMu pebeHka [l

Her, B cBSI31 C BbIpaXeHHbIM BoNEBbIM CUHAPOMOM ]

[Dpyroe ]
6. Kak oTpaxaeTcs BO3MOXKHOCTb NPOBEAEHUS MH(Y3UU NOAKOXKHOTO MMMYHOMOBYIMHA Ha Ballei NoOBCeHEBHON XU3HN?

[locTaBnsieT BblpaXeHHOe HeynobCcTBo, cBA3aHHOE ¢ paboToi/y4eboil UJ

Bo3HuKaloT HebonbLuMe CNOXHOCTW B CBA3M C MNIOTHBIM pabounm/y4ebHbIM rpadmKom ]

HuKak He oTpaaeTcs Ha MOBCEAHEBHOM XU3HH UJ
7. OrpaHW4MBaeT nu NpoBefeHUe Tepanuu NOAKOXKHBLIM UMMYHOITI06YNMHOM Baluy BO3MOXXHOCTb COBEpLUATL NOE3AKU

Ha 6onblune paccTosHUA OT foMa?

[la, n3-3a cobCTBEHHBIX NCUX03IMOLMOHAMBHBIX MEepeXKUBaHMIA UJ

HeT, TaK KaK MH(Y310 NOAKOXKHOTO UIMMYHOITIO0YNMHA MOXHO NPOBOANTL B JIHODBIX YCIOBUSX ]
8. Bblnn I y Bac HeraTMBHble IMOLMOHAJIbHbIE PeaKLK BO BpeMsi UH(Y3UMU NOAKOXKHOMO UMMYHOrMo6ynmHa?

[la, HeraTBM3M Ha Kaxayto MHdy3uo npenaparta ]

/Horza Bo3HMKano YyBCTBO CTpaxa UJ

Her, K BBEAEHMIO MpenapaTa OTHOLLYCh KaK K AOMKHON NpoLefype [l
9. bbinu nn y Bawero pe6eHka HeraTMBHbIE 3MOLMOHANbHbIE peaKLun Bo BpeMsl MHGY3uK

NOAKOXHOT0 UMMYHOr06yNMHa?

[la, HeraTBM3M Ha Kaxayto uHdy3uto npenaparta ]

/Hora Bo3HMKano YyBCTBO CTpaxa UJ

Her, K BBEAEHMIO MpenapaTa 0THOCUTCA KaK K [OMKHOW npoLieaype [l
10. B uenom Kak 6bl Bbl 0XapaKTepu3oBanu cBoe 3/,0p0Bbe/3/0pOBbE Ballero pebeHka npu Tepanuu NOAKOXKHLIM

UMMYHOTI06yIUHOM?

Mnoxoe ]

YnoBnetBopUTENbHOE UJ

Xopotwuee ]

OueHb Xxopoliiee ]

OTmyHoe UJ
11. Bbl npepnounTaeTe 3aMecTUTe/IbHYHO TePanui0 BHYTPUBEHHBIM UM NOAKOXHBIM UMMYHOTI06YNUHOM?

BHyTpuBEHHBIM MMMyHOIMObYNIMHOM UJ

[MoaKOXHBIM UMMYHOTI06YIMHOM ]

JTnyeckas JKCnepTU3a

MonyyeHo opobpeHWe HE3aBMCMMOTO 3TUYECKOrD KO-
muteta HMWUL, AION wum. [Omutpus PorayeBa (npoto-
Kon N2 wé63/1-23 ot 12.09.2023). WccnenoBaHue 3aperuc-
TPUPOBAHO KaK HabniofatenibHoe, NPOCMEKTUBHOE C PETpo-
cnekTuBHoW asoii MHoroueHTpoBoe |V dasbl y nauueHToB
¢ BOM Ha www.clinicaltrials.gov, naeHTUdUKALMOHHBIN
Koz NCT05986734. Bce y4acTHUKM A0 BKJOYEHWUS B UCCNEa0-
BaHWe JobpoBonbHO nognucany GopMy MHPOPMMPOBAHHOTO
cornacus, YTBEPKAEHHYI0 B COCTaBe MPOTOKOMA 3TUHECKUM
KOMUTETOM.

D0l https://doiorg/1036691/RJAT6969

CraTUCTUYECKUMU aHanus

AHanus paHHbIX NpoBoamncs ¢ nomoLubto Microsoft Excel
2019 n RStudio Server 1.3.959. KonuuecTBeHHble NoKasaTenu
OMUCBIBaNUCL C MOMOLLBI MeaMaHbl, 1-ro u 3-ro KBap-
TWNeW, MUHMMYMa M MaKCUMyMa. 3HAYMMOCTb pa3fInuuii
MeX[y MOoKa3aTensMM Ha pas/iMyHbIX 3Tamax uccnefoBa-
HWA yCTaHaBnMBanacb Npu nomowm Tecta MaHHa-YuTHu
AN NapHbIX AaHHbIX ¢ nonpaBko BoHdeppoHu—Xonb-
Ma, roe 370 HeobxoguMo. 3HAUMMOCTb PasnUuMA MeXAay
nponopuMaMM ycTaHaBIMBanacb C MNoMoLbl  x2-TecTa
npu p <0,05.
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PE3Y/IbTATbI

06beKTbl uccnefoBaHus

B nccnenoBaHue BKYeHbl 233 naumeHTa ¢ KOMBUHMPO-
BaHHbIMM M TyMOpabHbIMK fedeKTaMn UMMYHHON CUCTEMBbI
B COOTBETCTBUM C AMArHOCTUHECKUMM KpuTepusiMu EBponeii-
CKoro obuiecTBa MMMyHoaedUUMTOB. CNEKTP KIMHMYECKMX
[MarHo30B NpefCTaBeH B Tabn. 2.

MauneHTol Mnagwe 18 net coctasunu 217 4enosex,
B3pocsible nauveHTbl — 16 yenoBeK. CoOTHOLLEHWE MY}KUMH
U XeHLWMH cocTaBuo 2:1.

Tabnuua 2. CneKTp KIMHUYECKUX MarHO308B
Table 2. Spectrum of clinical diagnoses

Vol. 21 (4) 2024
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Mo wucTeyeHun 6 Mec W3 WCCNELOBaHWA WUCKIHOYEHD
33 naumeHTa: 5 naumMeHTaM NpoBefeHa anioreHHas TpaHc-
MNaHTaLums reMorno3TUYECKUX CTBONIOBLIX KJIETOK; POLUTENM
2 nauWeHTOB AETCKOr0 BO3pacTa 0TKa3aNuCh OT NPUMEHEHUS
MKW no npuunHe 3MoumoHanNbHOM nabunbHOCTU NpU
NPOBELEHWUN MOLKOKHbIX MHOY3UIA; 26 NaLMeHTOB BblbbI-
7N U3 UCCeA0BaHNA No cobCTBEHHON WHMLMATMBE, OHAKO
npogomkmamn nonyyarts Tepanmio MKUT Takum obpasoM, du-
HaNbHbIA aHanu3 faHHblx nposedeH y 200 nauueHToB AeT-
CKoro Bo3pacTa u ctapLue 18 net ¢ BON.

[narHo3

Yucno naumeHToB

KOMGMHMpOBaHHbIe MMMYHOAEd)MUMTbI, accouMupoBaHHble C CMHApOMaHbHOﬁ naronoruei

CvHapoM Buckotta—Onppuya
Cvnapom Jlyn—bap
Nednumt nurasel 4

Cvnapom HuimereH

CMHAPOM NULEBbIX aHOMaNUM U XpOMOCOMHOFI HecTabunbHOCTH

CuHapoM [ln [xopmxu

CvnapoM fAkobceHa

Cvnapom Mak-Kblocuka
NMMyHoKocTHas aucnnasua LWumke
[unep-IgE-cunapom

Cvnzpom Komens—HetepToHa
CvnppoM Kabyku

Cunzpom PoiidmaHa

Cvnapom [layHa

MepBUyHbIe UMMYHOAEDULNTBI C NPEUMYLLECTBEHHBIM AePULUTOM aHTUTEN

X-cuenneHHas araMmMarnobynuHemns

0bLas BapuabenbHas UMMYHHas HE[OCTAaTOYHOCTb

CvHapoM akTuBaumm hochomHO3UTMA-3-KWHa3bI AeNbTa
[edext rena TRNTT

lNepBUYHbIe UMMYyHOLEDULMTEI C UMMYHHOW AW3perynsauuei
APECED

[annoHepocTatoyHocTb reHa CTLA4

[leduumt 6enka LRBA

[edexT reHa STAT3 ¢ ycunenmeM QyHKUMM

AyTOMMMYHHbI MbonponnbepaTUBHbIA CUHAPOM

[JledeKTbl BpOXKAEHHOTO UIMMyHUTETA

Lt
20
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[narHo3

Yucno naumeHToB

MepBuyHbIe UMMyHOAEHULUTEI C UMMYHHOI AU3perynsauuen

[edexr reHa STATT ¢ ycuneHmem dyHKUMM 7
[edexT reHa NBAS 3
AyToBocnanuTenbHble 3abonesaHust

[eduumt benka ADA2 2
APLAID 2
MNepBuUyHbIe UMMyHOZEDULMUTLI C AedeKTOM KIEeTOYHOro U ryMopasibHOro UMMyHUTETa

lmnep-lgM-cuHgpom 4
Neduunt 6enka DOCK8 2
KoMbnHMpoBaHHBIN MMMyHOAEDULMT 6€3 YTOUHEHHOTO FeHETUYECKOrO AedeKTa 46

lpumeqaHue. APECED - ayToMMMyHHas MONM3HAOKPUHOMATUSA-KaHANA03-3KToAepManbHas auctpodus/aucnnasvs; APLAID -
ayToBOCMANUTENbHbINA CUHAPOM, acCOLMMUPOBaHHbIN ¢ dhocdhonunasoi Cy2 ¢ fedULMTOM aHTUTEN U UMMYHHOW AU3perynsaumen.

Note. APECED - autoimmune polyendocrinopathy-candidiasis-ectodermal dystrophy/dysplasia; APLAID - autoinflammation with
phospholipase Cy2 (PLCy2) associated antibody deficiency and immune dysregulation.

OcHoBHble pe3ynbTaTtbl UCC/le0BaHUA

Mpn cpaBHeHMM CyMMapHbIX 6annoB pasHbiX acnekToB
obLLero cocTosHMA 3[0pOBbA MO pe3ynbTaTaM aHKeTUPOBa-
HMs C ucnonb3oBaHueM onpocHukoB PedsQL 4.0 y naumeH-
TOB BCEX BO3PACTHbIX rpynn MnaaLle 18 net u ux pogutenen

MPOEMOHCTPMPOBAHO CTATUCTUYECKM 3HAUMMOe YMyuLLeHue
B MCMX03MOLMOHAIbHOI M COLManbHoi chepax, ycrneBaemo-
CTV B LUKOME M (DU3NYECKON aKTUBHOCTM Ha (OHe NepekJiio-
yeHus Ha MKUT (p <0,001) (puc. 1, 2).

(u3nyecKas aKTUBHOCTb i IMoLMOHANbHOR COCTOSHME |
600 ! p<0,001* ! ! p<0,001* !
f p<0,001* ! f p<0,001* 1
400 ° I !
200
[ J
s ! -
3 06LueHme i LLIkona/aeTckuit cag
600 ! p <0,001* ! ! p <0,001* !
o ! oo !
400
1
200 I
°
0 ® ®

BBIAr  TIKUT 3-6 mec TKMF 12 mec

BBAF  TIKUT 3-6 mec  TIKWT 12 mec

Puc. 1. PesynbTaThbl aHKeTUpOBaHWs NaumeHToB MnagLue 18 net ¢ ucnonb3oBaHueM onpocHukos PedsQL 4.0.
[lpumeyarue. BBUI — BHyTpuBeHHBIA MMMyHOrobynuH; NMKUI — nogKoXHbIA MMMYHOM06YnuH.

Fig. 1. Results of a survey of patients under 18 years of age using the PedsQL 4.0 questionnaires.
Note. BBUT — intravenous immunoglobulin; MKWI — subcutaneous immunoglobulin.
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Bannbl

(du3nyeckas aKTUBHOCTb || 3MoLMOHaNbHOE COCTOSIHME |
600 T 1 <0,001" ! r  <0,001" !
<00 ! <o !
400 - .
|
200 —
[ ] | °
0 °
06LueHme | LWikona/peTckuit can |
600 T b <0,001 1 r 1 <0,001" !
f p<0,001* 1 f p<0,001* 1
400 |
200 [ —]
[ ]
. |
U 'Y : 2
BBUI MKW 3—6 mec TKMT 12 mec BBUr  MKMI 3—6 mec MKUT 12 mec

Puc. 2. PesynbTaTbl aHKETUPOBaHUA poauTeneit naumueHToB MnafLle 18 net ¢ ucnonb3oBaHneM onpocHuKos PedsQL 4.0.
[pumeyarue. BBUT — BHyTpuBeHHBIN nMMyHornobynmH; MKUT — noaKoxHbIA UMMYHOT0BYNH.

Fig. 2. Results of a survey of parents of patients under 18 years of age using the PedsQL 4.0 questionnaires.
Note. BBUT — intravenous immunoglobulin; MKWT — subcutaneous immunoglobulin.

100
75
50
25

100
75

50
25

Bannbl

100
75
50
25

Ousnyeckoe hyHKLUMOHMPOBaHME

PoneBoe dyHKUMOHMpOBaHKe,

PoneBoe ¢yHKLMOHUPOBaHMe, 00ycnoBeHHoe
3MOLIMOHaNbHBIM COCTOSIHUEM

H OﬁyCﬂDBHeHHOE ¢JVI3VI‘-|£‘CKVIM CocToAHMEM
I T

i [ E— B
4' I I L 1 | ||
° B ] |
o [ | |
s | 44_|_7F
\ \ [ \ \ |
MHTeHcHBHOCTL bonn 06LLee cOCTOSHUE 3L0POBbS Yu3HeHHas aKTMBHOCTb
L [ | [ ] ° ° i
- || || ° |
I I - [
e - — =
1
CouvanbHoe hyHKLVOHMPOBaHMe Meuxuyeckoe 340poBbe BBUT MKAC 1L
i I I l 1-6 Mec  7-12 wmec
' ' o , T e s
[ 1 1
p >0,05*

BBUI MKUr MKUr
1-6 Mec  7-12 me

BBUT NKUr NKUr
C 1-6 Mec  7-12 Mec

Puc. 3. Pe3ynbTaThl aHKETUPOBaHMSA NMaLMEHTOB cTapLue 18 fieT ¢ ucnonb3oBaHWeM onpocHukoB SF-36. p >0,05 nns Bcex cpaBHMBaEMbIX

napaMeTpoB.

[pumeyarue. BBUT — BHyTpuBEHHBIN MMMyHOrNobynmuH; MKW — nogKoXHbIA MIMMYHOT06YMH.

Fig. 3. Results of a survey of patients over 18 years of age using SF-36 questionnaires. p >0.05 for all compared parameters.
Note. BBUI — intravenous immunoglobulin; MKWI — subcutaneous immunoglobulin.
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Cpeau nauueHTOB cTapwe 18 neT aHKeTMpoBaHMe
C UCnonb3oBaHMeM onpocHukoB SF-36 mpownu 13 u3 16.
Mo pesynbTaTaM aHKETUPOBAHMA KA4YecTBO Pa3fMyHbIX
acrneKkToB XW3HW MaLUMEeHTOB (pu3nyeckas M couuanb-
Has aKTMBHOCTb, 00LLee COCTOSHME 3[0pPOBbSA, NCUXMYeE-
CKOE 3J0pPOBbE U XM3HEHHAs aKTUBHOCTb) CTAaTUCTUYECKM
3HaYMMO He pasnuuanocb npu Tepanuu BBUT n NMKUT
(p >0,05) (puc. 3).

MpoBeneHo aHKeTupoBaHue 140 naumeHToB C Mcnonb-
30BaHMEM OMPOCHUKOB A/ OLEHKW MPUBEPIKEHHOCTU K Te-
panum (puc. 4, a): 84 % nauMeHTOB He MMENIN TEXHUYECKUX
cnoxHocten no eegeHuto MKUM pyunbiM MeTogoM, 74 %

JKenanu npofomKUTL MHAY3UI0 C UCMONb30BAHUEM [aHHOIO
MeToaa, 87 % nmaumeHToB/uX poauTeneii OTHOCUNUCh K BBe-
aenuto [TKUT KaKk K pomKHOW npouesype 1 He UCMbITbIBan
HeraTueu3ma. boneBoii CMHLPOM BO BpeMs NOJKOKHOTO BBE-
[eHVsa npenapara ucnbitbiBanu 56,3 % naumentoB. CreneHb
BbIPaXeHHOCTM 60N1EeBOro CUHAPOMA OLLEHMBANACh MO LUKane
BoHra—bBeitkepa: y 30,9 % cTeneHb BbIpaXKeHHOCTM COCTaBMNa
1-3 banna, 4T0 COOTBETCTBYET HW3KOW WMHTEHCMBHOCTM
(puc. 4, 6). Hu y ogHoro nauueHTa He oTMeyanoch bonesoro
CMHAPOMa BbIPaXKeHHOCTbIO >7 bannos. [laHHble onpoca nauu-
eHTOB W/WNK Ux poauTeneii nokasanu, yto 83 % npegnounm
npogomxutb Tepanuio MKUI

bonesoii cMHAPOM Bo BpeMs MHY3uM

OrpaHuyeHre NOBCEAHEBHOM XWU3HW NaLWeHTa/poauTenei

Herat1euam naumenTa K uHby3um

Yenatue NpofomKaTh UHbY3NIO PYYHbIM METOLOM

TexHUYecKu1e CIOXHOCTV BO BPEMS MHQY3uUu

o

20 40 60 80 100

Yucno poauTeneit/naumeHTos, %

B 0a MHer
a
OueHka no wkane Boxra—bevikepa
0 1 2 3 4 5 6 7 8 9 10
Het Cnabas YMepeHHas CwnbHan OueHb HectepnuMasn
6onm bonb 6onb 6onb cunbHas 6omb 6onb
©NO; 6o (SN0)
v v v
0 1-3 4-6 7-9 10
43,7 % 30,9 % 25,4 % 0% 0%
b

Puc. 4. PeBYJ'IbTaTbI AHKETUPOBAaHUA: @ — OLIEHKa NPUBEPXXEHHOCTU NaLMeHTOB K Tepannn NoAKOXHbLIM MMMYHOFJ'I06YJ'II/1HOM; b - oueHKa

boneBoro cuHapoMa no LwKane BoHra—belikepa

Fig. 4. Results of the questionnaire: a — assessment of patients’ adherence to subcutaneous immunoglobulin therapy; b — assessment

of pain syndrome
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JlononHutenbHble pe3ynbTaTtbl UCcnepoBaHuA

Mpu Tepanum BBUT y 54 (28 %) naumeHToB 3aperucTpu-
pOBaHbl Nponycky B y4ebe/pabote No npuuMHe MHGHEKLMOH-
HbIX 3ab0NeBaHWU, UX OJMTENBHOCTb B CPELHEM COCTaBW/A
3,66 pHs/yen/mec. B nepsble 6 Mec Tepanum MKUT nponycku
B yuebe/pabote no npuumHe MHPEKLMOHHBIX 3aboneBaHui 3a-
perucTpupoBaHbl y 28 (14 %) naumeHToB cpeaHen LUTeNbHO-
cTblo 2,94 aHs/yen/Mec, a ¢ 7-ro no 12-i Mecau, -y 12 (6 %)
NauueHTOB CpefHel anuTenbHocTblo 2,95 aHs/ven/Mec.

HeMHorouncneHHoCTb CneLmanu3npoBaHHbIX CTaLMoHa-
POB LIS NPOBEJEHNSA 3aMeCTUTENbHOM TepanuyM npenaparamu
BBWUI Ha Tepputopum Poccum paHee npusoamna K Heobxo-
AMMOCTH NpeofoneHns 6oNbLLMX pacCTosHUN B0 bnmxkaiiue-
ro CTaLMoHapa, YTo CKasblBanocb Ha MaTepuanbHoW cdepe
W COLMANbHON aKTUBHOCTM NaLMEHTOB. 1o JaHHbIM aHKeTH-
pOBaHUs YCTAHOBMEHO, YTO MaLMEeHTbl B CPeSHEM TpaTuiy
Ha Jopory B 06LLeCTBEHHOM/NIMYHOM TpaHcnopTe Ao bnuaii-
LUero CTalMoHapa 18 NpoBefeHNs 3aMecTUTeNbHON Tepanuu
BBUT okono 1,5 4 (10 MuH — 26 ). Y 4 naumeHTOB AeTCKOro
BO3pacTa CTauMoHap Ans BbiNosHeHus WHdy3un BBUT bbin
pacrnonoXeH B COCELHEM rOpofe, B CBA3N C YeM OHU exe-
MeCAYHO [0bMpanuch [0 YUPEXAEHUS Kene3HOLOPOXHbIM
TPaHCMOPTOM Ha MPOTSXKEHWM CYTOK 1 bonee.

OBCYXAEHUE

PestoMe ocHOBHOrO pe3ynbTata uccnepoBaHuA

PerynsipHas noXu3HeHHas 3aMecTuTeNbHas Tepanus npe-
napatamm UMMYHOITIOBYNMHOB CTaBUT Mepef HaMu BaKHYH0
3afia4y No CO3JaHMK MaKCUManbHbIX YCOBUM ANs ynyuLle-
HWA KauecTBa XM3HWU MauumeHToB. B Hawem uccnegoBaHum
MOKa3aHo ynyuLleHWe 0BLLero COCTOAHMS 340POBbS, @ TaKKe
€ro MeHTasIbHOM M NCUXMYECKOW COCTABMAIOLLMX NpY Tepanuu
MKWI y naunenToB MnaaLwue 18 net n ux pogutenen. Pesynb-
TaTbl NPOBELEHHOrO OMPOCa CBUAETENbCTBYIOT, YTO PY4HOM
MeTog, BbinonHeHns uHdy3mm MKUTM aensetca nerkum B no-
HUMaHWM 1 NPaKTUYECKOM NMPUMEHEHUM Y BOMbLUIMHCTBA Na-
LIMEHTOB W/ Ux poauTeneil. MeHblue YeTBEPTM NaLMEHTOB
UCMNbITLIBANM CNOXKHOCTU Npu npoBeaeHun MHdysum MK
PY4HBIM METOLOM.

06CyxAeHMe 0CHOBHOMO pe3ysbTaTa
uccneaoBaHus

Hanuune B MEAMLMHCKONM NpaKTUKE HECKONbKUX (opM
npenapaTtoB UIMMYHOrI06YNMHOB M03BOASET NaLMEHTaM CAe-
NaTb CaMOCTOATENbHbIA BbIOOP. B KOHTEKCTE MeAMLIMHCKOrO
fleYeHmns LUMPOKO PacrpocTPaHeHO MHEHWe, YTo MpefocTaB-
NleHWe MauMeHTaM BO3MOXKHOCTM Bbibopa cnocobcTByeT ux
HEe3aBMCUMOCTM, NMOBbILIAET MOHMMaHWE W JIUYHYK OTBET-
CTBEHHOCTb 3a COCTOsIHME CBOero 30poBba [11, 12].

lNepexon Ha 3aMecTutenbHyto Tepanuio NKWUI nossonmn
nawMeHTaM BCEX BO3PACTHbIX FPYNM HE3aBUCUMO OT AWarHo3a
nosyyaTb Tepanuio CaMOCTOSATENIbHO B JOMALLHUX YCNOBUSIX.
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[laHHoe 06cToATENbCTBO ChIFpano BeayLUylo posb B YNyuyLlle-
HMM KayecTBa }KU3HW NaLMEHTOB, YTO TaKKe NPOAEMOHCTPH-
POBaHO B HaLLEM WUCCNeS0BaHUN C MOMOLLbK aHKETUPOBAHUS
LeTeli/ux poauTenei 1 nauneHToB craplue 18 ner.

YnyylleHre B NCUX03MOLMOHANBLHON cepe MOXET ObiTb
CBAI3aHO C BbIMOJIHEHMEM MHBEKLUMA B MPUBLIYHONA AOMALL-
Heln aTMoc(epe, OTCYTCTBUEM MHOFOKPATHbIX BEHEMYHKLN,
B 0C0DEHHOCTM y AeTel paHHero Bo3pacTa. [loBblleHMe
yCMeBaeMoCTW B LUKONe B psfe CNyyaeB CBA3aHO C OTCYT-
CTBMEM PerynspHbIX MPOMYCcKoB y4ebbl, KoTopble paHee bbiu
BbI3BaHbl HEOOXOAMMOCTBI0 eXKEeMECAYHBIX FOCTUTaNM3aLmil
B CTaumoHap ans nonyyenus tepanum BBUIL CHkenne cny-
YaeB MponycKka y4ebbl/paboTbl N0 NPUYMHE MHDEKLIMOHHBIX
3aboneBanuii npu Tepanuu NMKWUI Takxe Bo MHOTOM MOXET
ObITb CBA3aHO C NOJTyYEHMEM Tepanuu B JOMALLHUX YCII0BM-
fIX W OTCYTCTBMEM PETYNAPHBIX KOHTAKTOB C MHDEKLMOHHBIMM
BOMbHBIMK M UCTOYHUKAMU BHYTPUOOSIBHUYHBIX MH(EKLMIA.

Bo3MoxHOCTb MpoBefeHns UH(Y3UM B LOMALLHWX YCII0-
BMAX MrpaeT 0cobyto ponib A5 NaLMEHTOB C HEBPOIOTUYECKUM
Le(DULMTOM 1 CBA3aHHBIM C HUM HapyLUEHWEM MOTOPHbIX Ha-
BbIKOB, Hanpumep y naumeHToB ¢ cunapom Jlyu—bap [13].

PyyHoii MeTop wHOY3MM npoaeMoHCTpUpoBan cebs
KaK XOpOLUO AOCTYMHbIA B MOHUMAHUM W NETKUA B NpuMe-
HEHMM, OfHAKO Yy HEKOTOPbIX MaLMEHTOB, MO pe3ynbTaTam
MPOBELLEHHOMO OMPOCa, BO3HUKANM TEXHUYECKME COXHOCTH.
B 6onblwmHCTBE CnyyaeB OHU BbIM CBA3aHBI C MCMX03IMOLMO-
HaNIbHBIMM peaKLMaMU AeTel MNafiLLIero Bo3pacTta Ha Bbinon-
HeHWe Nbbix BMeLwaTenbcTB. B page cnyyaes y B3poc/bix
MaLMEHTOB TEXHUYECKME CIIOXHOCTM OblK CBSA3aHbI C Heob-
X0LMMOCTbH0 BBELEHMUS O0MbLINX 00BEMOB.

Ul'paHW-IEHMFI uccnenosaHua

YnyJweHne nokasaTeneit pasHbIX acnekToB obuiero
3[0pOBbA MaUMEHTOB, BAMUAKLIMX HA MX KauyeCTBO MU3HU
npu Tepanuu MKUT B cpasHeHun ¢ BBUI, npopeMoHcTpu-
poBaHO B psALe MYNbTULEHTPOBbLIX UccnefoBaHWn [14—16].
OpHaKko, Mo HalwMM [aHHbIM, Y NauueHToB cTapwe 18 net
cnocob BBELEHWS CYLLECTBEHHO He CKasajcs Ha KayecTBe
¥U3HU. BO3MOXKHO, 3T0 CBS3aHO C HEMHOMOYMCIEHHOCTbH
UCCNeLyeMON rpynnbl B3pOCIbIX.

B HacTosLLeM UccnenoBaHNM B KayecTse crocoba JocTaB-
KW npenaparta UCMofb30BaH pyyHoi MeTod uH@y3um. [lan-
Hble NiUTepaTypbl LEMOHCTPUPYIOT CONOCTaBUMbIE pe3yfbTa-
Thl OLLEHKW KauyecTBa JKMU3HW NaLMeHTOB NpW UCMONb30BaHWM
pasHbix cnocoboB poctaBku MMKUI — ¢ noMolblo pyyHoro
MeToAa UK C UCMOb30BaHNEM MHPY3MOHHBIX nomn [17, 18].
CpaBHuTenbHbIM aHanu3 cnocoba goctasku MKUI 3annaHm-
poBaH 1 Ha Tepputopumn Poccuu.

3AKJIO4YEHUE

Bo3M0XHOCTb NpoBeaeHUs perynsipHon 3aMecTUTESbHOVA
Tepanuu [TKUI™ B oMaLLHUX YCIOBUAX NOSOMXMTENBHO CKa3bl-
BAETCA HA KaYecTBE XKM3HW MaLMEHTOB Pa3HbiX BO3PACTHbIX
pynn 1 yny4waeT NpUBEPIKEHHOCTb K Tepanuu. PesynbTarsl
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HaCTOSALLEro UCCnefoBaHUs AEMOHCTPUPYIOT BO3MOXHOCTb
MPaKTUYeCKn eauHOBPEMEHHOro nepexofa ¢ Tepanun BBUT
Ha MKWl ¢ ucnonb3oBaHMeM pydyHOro MeToda WHQY3um
Ha 6onbLLON reTeporeHHoi rpynne nauueHToB ¢ BAW Ha Tep-
putopum Poccum.

A0NOJHUTENIbHAA UHOOPMALUA

UcTouHnk ¢uHaHcMpoBaHus. ABTOpbI 3asBNAOT 06 OTCYTCTBUM
BHELLHero hMHaHCMPOBaHWs Npy NPOBELEHUN UCCNef0BaHMS.
KoHdnuKT mHTepecoB. ABTOpbI AEKIApUPYIOT OTCYTCTBME SABHBIX
1 NOTEHUMaNbHBIX KOH(MKTOB MHTEPECOB, CBA3aHHBIX C NybnvKa-
LIMeN HaCTOALLIEN CTaTbM.

Bknap aBTopoB. Bce aBTopbl MOLTBEPXAAIOT COOTBETCTBME CBOEIO
aBTOPCTBA MeX/1yHapoaHbIM Kputepuam ICMJE (ce aBTopbl BHECU
CYLLLECTBEHHbI BK/a, B pa3paboTKy KOHLENUMMW, NpoBefeHne mc-
Ce[0BaHNA 1 MOAFOTOBKY CTaTby, MPOUM U 0f06pMan GrHanbHyIo
Bepcuio nepen Nybnukaumei). Hanbonblumin BKNaA pacnpeneneH
cnenytolmm obpasom: Al ABefoBa — cbop 1 aHanu3a Matepuana,
HamvcaHvie PyKOMWCHK CTaTby, CTaTUCTUYECKas 06paboTKa AaHHbIX;
A10. LLlepbuHa — pepakTpoBaHye TeKcTa pykonucy; E.B. lepunana,
t0.A. PoouHa, A.A. MyxuHa, E.A. JlaTbiwesa, [.B. l0xauesa, B.W. byp-
nakos, H.10. Kan, [1.B. bormaHosa, A.A. Mouceesa, H.b. Ky3bmeH-
Ko, 3.A. Hectepenko, EAA. leopamesa, AJl. OrHesa, B.O. bnynosa,
AA. Ponnenst, J.C. ®omuHa, H.B. 3uHosbesa, 10.H. CeBocTbaHOBa,
J1.P KanbmeTbera, [1.. MponbirvHa, J1.10. bapeivesa, 0.C. CenesHesa,
H.B. LllaxoBa, O.M. J1aba, E.B. Bnacosa, A.B. [opeHbkoBa, E.B. Tu-
mogeesa, 0.B. Tpycoea, M.H. Tycesa, H.b. 10aunHa, E.A. TpeBuesa,
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