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The effectiveness of substitution therapy with immunoglobulin
preparations for subcutaneous administration in children

with primary immunodeficiencies

Pesiome

MpeAcTaBneH aHanu3 KIMHUYECKON W 3KOHOMUYECKON 3PGEKTUBHOCT 1 Ge30MacHOCTH
104-HepenbHOTO NPUYMeHeHUA Mpenapata UMMYHOMOGYNHA YenoBeka HOpManbHOro Ans nog-
KOXHOTO BBefleH!A [aMMaHoOpMa B aMGyNaTOPHbIX YCIOBUAX Y 8 MaLMEeHTOB [eTCKOro BO3pacTa ¢
BPOXACHHBIM HapyLUeHNEeM aHTUTeNoo6pasoBaHuA. Bce NaumneHTbi NpeasapuTenbHO Nomyyani B
TeueHne He MeHee 52 Hefle/lb Npenapatbl UMMYHOTIOGYNINHA AN BHYTPUBEHHOTO BBeAeHUA. Meau-
aHa yposHeit I9G B cbIBOPOTKe KpPoBY 6bifia BbilLe B Nepuog, MprMeHeHs lammaHopma no cpasHe-
HUIO C NEPMOAOM NPUMEHEHNA MMMYHOTNOGYNIMHA ANA BHYTPUBEHHOTO BBeAeHMs. B nepuog npu-
MEHEHMA MMYHOTNIOBYNIMHa ANA NOAKOXHOIO BBEAEHMUA HU Y OHOIO NALMEeHTa He GbINo THAXENbIX
nHbeKLMin. YacToTa MHPEKLMOHHBIX OCIOXHEHUN cocTaBmna 2,1 3M1304/NauneHT/rof Ha NepBom
rogy, u 1,1 Ha BTOpom rogy npumeHeHus. Mpoduib HexenaTenbHbIX ABNEHUIA 1 peaKLuii cBuge-
TENbCTBYET O XOPOLLet TONEPAaHTHOCTU 1 6e30MacHOCTL Y AeTell npenapara MMMYHOTobynvHa ans
MOAKOXHOTO BBeAeHMUA [ammaHOpM. KoadduuneHT «3atpatbi-3pdeKTNBHOCTL» B 1,6 pasa Huke npu
NpUMeHeHU FaMmaHopPMa Mo CPaBHEHWIO C MPUMEHEHNEM UMMYHOTOGYMHA YenoBeka HopMmaJib-
HOro A7 BHYTPUBEHHOTO BBeAeHusa OKTaram.

Kniouesble cnoBa: samecTutenbHas Tepanus, UMMYHOrOGYMH AnA MOMKOXHOIO BBEAEHUS,
BPOX/AEHHbIE HAPYLIEHNS aHTUTENOO6PA30BaHNA, ETH, NEPBUYHbIN UMMYHOAEDULMT,

Abstract

Subcutaneous immunoglobulin infusions are effective, safe and well-tolerated in treatment of pri-
mary immunodeficiencies. We investigated the efficacy and safety of home therapy with human
immunoglobulin G for subcutaneous infusions (Gammanorm) during 104 weeks in 8 children with
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primary immunodeficiencies. All children had previously received intravenous immunoglobulins
(no less than 52 weeks). Median serum IgG levels exceeded those during previous intravenous ther-
apy. During the efficacy evaluation period none of the children had a serious bacterial infection, the
mean overall infection rate/patient/year was 2.1 in the first year and 1.1 in the second. The adverse
event profile confirmed tolerance and safety of subcutaneous immunoglobulin therapy in children.
Index “cost-effectiveness” was 1.6 times lower when compared subcutaneous immunoglobulin.
Keywords: immunoglobulin, subcutaneous, intravenous, children, primary immunodeficiency, re-
placement therapy.

B BBEJEHWE

BpoxpaeHHble fedekTbl aHTUTEN00OPa3oBaHWA — reTeporeHHas rpyn-
na reHeTMYyeck [AeTEPMUHMPOBAHHbLIX HapylleHu, dyHOaMEeHTanbHbIM
BedeKToM Mpu KOTOpbIX ABNAETCA HeCcnoCOOHOCTb K afjeKBaTHOW Mpo-
AYyKUMW aHTUTEN Ha MHQeKUMOHHbIN areHT. CocTaBnaloT NpubNnsnTenbHO
60-70% Bcex nepBUYHbIX UMMyHogedunuuToB [1]. K HUM OTHOCATCA BPOX-
AeHHaa arammarnobynuHemus (BAT) ¢ rny6okum aedbuumntom nnu nosHbiM
otcyTcTBMEM B-numdounToB, obliana BaprabenbHas MMMYHHas HefoCTa-
ToyHocTb (OBVH), runep-IgM cnHapom co cHuXeHHbIM cofiepxaHnem IgG
1 IgA n HopmanbHbIM Yncnom B-numbouuTtos, aedunumt cybknaccos IgG,
runep-IgE cnHppom, cuHgpom BuckotTa — Onapuya n ap. MNauuneHTbl ¢ AaH-
HOW NaTosiorven NoABEPXKEHbI 3HAUUTENIbHOMY PUCKY »KU3HEYrpOXKaembixX
NHPEKLMI, 0O6bIYHO 0OYCNOBNEHHBIX MHKaMNCyNMpoBaHHbIMK BaKTepramy,
™Mna Streptococcus pneumoniae unn Haemophilus influenzae. MauneHTbl
¢ OBUH cKNOHHbI K pa3BuTUIO TAXKENbIX TPUOKOBbIX, BUPYCHbIX 1 MPOTO30i1-
HbIX MHOEKLUIA, BKNIOYAA 1 ONNOPTYHUCTUYECKME UHEKLNN.

Momumo sToro, BCneacTBre UMMYHHOW AUCPEryNALMM, MPUCYLLEN BPOX-
JEHHbIM HapyLeHWsAM aHTUTeNoo0bpa3oBaHUsA, MOTYT Pa3BUBATbCA CUCTEM-
Hble 1Ny opraHocneumounyeckre ayToMmMmMyHHble 3aboneBaHus. MoXn3HeH-
Has 3aMecTuTeNbHas Tepanua npenapatamvi UMMyHOrnobynMHa yenoseka
HOPMasibHOro AnA BHYTPUBEHHOIO 1 NMOAKOXKHOIO BBEAEHNA — CTaHAapTHas
1 3bpeKTUBHAnA MUPOBas neyebHan cTpaTerns Ans AaHHOW KaTeropum nauu-
€HTOB, KOTOpaA MO3BOJIAET YNYULINTb UX KAaYeCTBO MU3HWU, CHU3UTb YacToTy
NHOEKUMOHHbBIX 1 @y TOUMMYHHbIX OCIIOXKHEHUI, YBENNYUTL NPOAOIKUTENb-
HOCTb WM3HU [2-5]. YcTaHOBNEHO, 4To 10-NeTHAA BbIXKMBAEMOCTb MaLMeHTOB
¢ OBVH npu perynapHom BHYTPVBEHHOM BBEAEHWM VMMYHOrnobynuHa B
no3e 0,4 r/kr/mec. coctaBnaet 78% npwu 10-neTHE BbIXKMBAEMOCTU B 00LLeN
nonynaumm 97% [6]. MexaH13mMoMm AeicTBMA NpenapaToB UMMYHOTrT00ynMHa
YyenosBeka HOPMasIbHOro y NaUMEeHTOB C BPOXKAEHHbIM HapyLUeHeM aHTuTe-
Noo6pa3oBaHVA ABNAETCA He TONbKO 3aMeLLeHre aHTUTeN NPOTMB NaToreH-
HbIX MUKPOOPraHW3MOB, HO 1 KoppeKuua aedeKkTHOM nepenayn CUrHasnos,
onTuMm3aumsa GyHKLMOHNPOBAHUA KIIETOUHOMO KOMMapmeHTa [7].

OpHako OTHOCUTENbHAA PeAKOCTb STUX HapPYLIeHUN N HeJoCTaToYyHasA
MHGOPMMPOBAHHOCTb Bpayelrl MNpakTUYeCKOro 34paBoOOXpPaHeHus npu-
BOAUT K 3afepXKe Hauyana 3amecTtuTenbHon Tepanuu. JokasaHo, 4To npu
NoCTaHOBKe AnarHosa B 5 unu 15 net, n, cnegosaTtenbHO, NO34HEM Havyane
3amMeCTUTENbHOW Tepanuu, KYMYNATUBHBIN PUCK Pa3BUTUA XPOHNYECKOro
6poHxoneroyHoro npouecca cocraensiet 0,17 u 0,87 cooTBETCTBEHHO [8].
Wccnegosanus, nposefeHHbie QoHgom [xedpu Mopnenna B CLIA B
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2008 r., moKasanu, 4To OfIMH NaLMEHT C HEANArHOCTUPOBAHHbIM NEPBUYHBIM
UMMyHOAeGUUMTOM CTOUT cUCTeme 3ApaBooxpaHeHus 102,736 $ B rog, ac
YCTaHOB/@HHbIM IMarHO30M 1 aieKBaTHO Tepanuen — 22,696 $ B rog.

C uenblo oKazaHMA KaueCTBEHHON MEAMLIMHCKOM NMOMOLLM MaLyeHTam
C NepBUYHbIMM UMMYHofeduumTamu CoeT EBponbl B anpene 2015 r. npu-
HAN pesonioymio «lepBuyHbIe MMYHOAEULUTLI: NPpUHATME EBponeiickux
KoHceHcycHbIX PekomeHpaLnii, NPU3BaHHbIX YTyulwmTb AOCTYN K Tepanuu
nmmyHorno6ynuHammn» (CM/Res(2015)2 ot 22.04.2015). PesonioLms NpuHs-
Ta Ha COBELLAHNM 3aMeCcTUTeNIe MUHUCTPOB 3APABOOXPAHEHNA B pamKaXx
NaHeBPOMencKon CTpaTerin No ONTUMM3ALMU Tepanun MMyHoaeduLm-
TOB 1 NCMOJb30BaHNA MMMYHONOOYNNMHOB. B Hell noaTBepKaaeTcA cTaTyc
npenapaToB MMMYHOrI00yNIMHA YeNIOBEKAa HOPMASIbHOTO B KauecTBe «He-
3aM@HUMbIX NTeKapCTBEHHbIX CPEACTB», NPUCBOEHHDIN UM BcemupHoit op-
raHusauver 3npasooxpaHeHus (BO3), 1 KOHCTaTpyeTca HeobXoaumMocTb
obecrneyeHra JOCTyMNa BCEM NaLMeHTam, HyAaoLLMMCSA B STOM IeUeHIM, K
Tepanuu npenapaTamvi UMMYHOTN06YIMHa YeIOBEKAa HOPMANbHOFO B JOCTa-
TOUHbIX ANA KNMHUYECKON 3PpHeKTUBHOCTU A03aX, a Takke HeobXOANMOCTb
AOCTYMHOCTU ANIA HUX BCEX U3BECTHbIX MyTell BBEAEHWA UMMYHOMOByN-
Hos. CoBeT EBpONbI peKkomeH/10Ba/ NPaBUTENbCTBAM FOCYapCTB-yyacTHY-
KoB KoHBeHLuu o EBponeiickoin Mapmakonee NpeanpuHATL Hagsiexalyme
Mepbl 117 BHEAPEHUA STUX MPUHLMMOB.

BBeneHve npenapatos MMMyHOMMOGYNIMHA YenoBeKa HOPMasbHOMO -
AnvTenbHas, NMoxmusHeHHas, 6ecnpepbiBHas Tepanus. [lo3a 4is npenapa-
TOB MMMYHOrNobynMHa Ans BHYTpUBEHHOro BBeaeHus (BBUM) coctasnser
300-600 mr/kr Kaxgble 3-4 Hepenu n onpefensaeTcsa KNMHUYECKNUM CTaTy-
COM KOHKPETHOro nauuveHTa. HopmasnbHbIil ypoBeHb VMMYHOOGYNnHa
(IgG) B cbIBOPOTKE KPOBYW B MPOLIECCE 3aMeCTUTENbHOM Tepanuu He [of-
KEH onpefenATb ee OTMeHy. PasnnuHble npenapatbl BBUI pasnuuatorca
no CBOEeMy COCTaBy, YTO 06YCNaBAMBAET VX Pa3NUHYI0 3GGEKTUBHOCTD U
nepeHocnmocTb. CoBepLIEHCTBOBaHME NPOLIECCOB MPOV3BOACTBA C LieNbio
obecneueHus 6onee BbICOKON 6€30MacHOCT NPenapaToB, @ TAKKE N3MeHe-
HU1e YCNI0BMIA YNAKOBKY 1 TPaHCMOPTUPOBKYM MOTYT MPUBECTH K M3MEHEHMIO
CTPYKTypbl 6eika 1, CriefioBaTeNbHO, K M3MeHeHMI0 3GdeKTUBHOCTY 1 nepe-
HocumocTU. lNpenapatbl UMMYHOTIO6YIMHA YeNloBeKa HOPMANbHOTO He SIB-
NIATCA reHePUYECKNUMIN 1 He ABNAITCA B3aMMO3aMeHAEMbIMU.

lNpvmeHenne npenapatoB BBUI MoxeT conpoBoxpaTbcs passuTiem
HebnaronpuATHbLIX peakuuit. Y 15% naumeHToB OHU Pa3BMBAIOTCA B nepsble
30 MUH BBeleHMA Npenapata, OJHaKO MOTYT MPOABUTLCA CMYCTA HECKOMBKO
CYTOK nocrie uHy3umn. YmepeHHble HexenaTesibHble peakLmm NposBsioTes
03HO60M, roNIOBHO 60MbIO, FUMEP- UK rMMOTePMUEll, GONAMU B KUBOTE,
Aviapeew, Muanruel, SK3emMo, TOWHOTON, annoneLmen, N3MeHeHAMM ap-
TepuranbHOro fasnieHuns, 3aTpyaHeHem abixaHua [9]. na ux npodunaktukm
NCNONb3yI0TCA HeCTePOUAHbIE NPOTNBOBOCNANNTENbHbIE CPEACTBA, aHTUM-
CTaMUHHble npenapartbl, MIOKOKopTUKOCcTepouabl 3a 30—-60 M1H 40 BBeeHuA
BBUI. CepbesHble HexKenatesnbHble ABNEHUsA, BKYalowme B cebs acenTu-
YECKNI MEHUHINT, FeMOIMTUYECKYIO aHEMMIO, NIEKONEHIIO, HEMTPOMEHMIO,
M3MEHEHWEe PEeOoNornyeckrx CBOWCTB KPOBW, UHCYNLT, MHGAPKT MUOKapAa,
BEHO3HYI0 TPOMBO3MOONNIO, OKKITIO3MIO LIEHTPANbHON BEHbl CETYATKM, Mo-
YEUHYI0 HeloCTaTOYHOCTb, BCTPEYAIOTCA PefKo, HO MOTEHLMANbHO OMacHbI
ANA XN3HW. KaK Npasnio, OHN pa3BUBaIOTCA Y MALMEHTOB, UMEIOWMX daK-
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TOPbI PUCKa — HU3KUI YpoBeHb IgA, NONOXKNTENbHbIE Cceporiormyeckmne Boc-
nanuTenbHble MapKepbl, 3a00neBaHUA NMOYEK, rMnepKoarynalums, Hanuuve
murpenn, He 1(0) rpynna Kposu v ap. Bcnencreme noteHUManbHOM onacHoCTr
pasBuUTUA HeXxenaTtesibHbIX ABeHn npenapatbl BBUI BBoaaTca B ycnosmax
AHEBHOro CTalyoHapa Wnn B CTauyoHape KPyriocyTOYHOro npebbiBaHus,
4TO MPUBOAUT K YBEIMUEHWIO 3aTPaT Ha JIeueHue JaHHOWN KaTeropum nauymeH-
TOB (YBEIMUMBAIOTCA NPAMblE MeAULMHCKME 3aTpaThl, BbiMAaTbl U3 coLmalib-
HbIX GPOHOB), OCIIOXKHAET KaueCTBO MM3HM CAaMOro MauueHTa 1 ero 6imM3Kux
POACTBEHHUKOB (MPOMYCK 3aHATWIN B LLKONE, MPOMycK pabouunx JHel, HeBO3-
MOXXHOCTb Ny TeLLeCTBUIA, faJIbHEro OTbe3fa OT lieuebHOro yupexaeHus, pac-
XOAbl Ha TPAHCMOPT 1 Ap.). Kpome Toro, BHyTpMBEHHOE BBEEHUNE NpenapaToB
VMMYHOTNIO6YNIMHA MOXET ObITb NPOBNEMATUUHBIM Y HEKOTOPbIX MALMEHTOB
13-3a MN/10X0ro BEHO3HOrO [JOCTYMa, 0CO6EHHO B IETCKOM BO3pacTe.

Mpenapatbl NMKAI no3sonailoT nogaepmnBatb cTabusibHble YPOBHU UM-
MyHOrno6ynnHa B CbIBOPOTKE KPOBU NaumeHTa 6e3 «adpdekta BnaguHb» B
KOHLe nHTepBana BeegeHuns [3, 11-15]. bonee BbicOKasa KOHLUEHTpaLNA M-
MyHornobynuHa B npenaparte (16,5% unu 20%) No CpaBHEHWIO C Npenapara-
Mu BBUT (5% nnn 10%) no3BonaeT ymeHbLUUTb Bpems NpoBeeHus MHy3un
1 COKpaTUTb 06beM BBOAMMON XuaKocTu. B Pecnybnuke benapyco 3aperu-
CTPUPOBAH 1 pa3peLleH K MPUMeHeHNI0 y fieTell npenapaT MMMyHornobynu-
Ha ANnA NOAKOXHOro BBeaeHuA — fammaHopm, npoussogctaea "Octapharma
AG" (LWBeuwun). 310 roToBbIN K ynoTpebneHnto Npo3paYHblii UK cfierka ona-
NecuMpyoLnn pacTBOp, NPOM3BOAMTCA M3 Nyna naasmbl He meHee 1000 go-
HOPOB U COAEPXMWT LUMPOKWI CMEKTP aHTUTEeN MNpPOTMB WHQEKUMOHHbIX
areHToB. PacnpegeneHvie nogknaccos IgG 65113K0 K TaKOBbIM B MNJ1a3me 340-
poBoro uenoseka: IgG1 - 59%, IgG2 - 36%, I9G3 - 4,9%, IgG4 - 0,5%, IgA — no
82,5 mkr/mn. 1 mn fammaHopma cofiepmT 165 Mr HopMasibHOFO YesioBeye-
CKOro MMmyHornobynuHa, 20 Mr FvUMHa, 2,5 Mr HaTpya (HaTpua aueTaTa,
HaTpwuA xopupaa), nonucopbar 80, BoAy ANA UHBEKLMIA.

B LEJIb NCCNIEQOBAHUA

AHanu3 3¢pGeKTUBHOCTY 11 NEPEHOCUMOCTI NMOAKOXKHOTO BBEAEHNIA Npe-
napata laMMaHOPM y NaLMeHTOB AETCKOro BO3pacTa C BPOXKAEHHbIM Hapy-
LIeHWEeM aHTUTeNoobpa3oBaHUs.

B MATEPWAJIbI U METOLbI

B nccnepoBaHve BknioyeHbl 8 nauneHToB B Bo3pacte 7-18 net (meaun-
aHa 12 net) ¢ BPOXAEHHBIM HapyLIeHMeM 06pa30BaHNS aHTUTEN, KOTOpble
B TeyeHne 104 Hepenb nonyyanu NammaHopm. [Jo Havana Tepanun lamma-
HOPMOM BCe MauMeHTbl MoyYanu perynspHyio 3aMmecTuTeNnbHyio Tepanmio
npenapatamv UMMyHOrnobynuHa ans BHyTpuBeHHoro BBefeHust (OkTaram)
He meHee 1 rofa (52 Hefenun) u umenun cTabunbHbI ypoBeHb IgG B cbiBO-
poTKe KpoBU He MeHee 3,5 r/n. MNaumeHTbl, He nosyyasLlie A0 Hayana Te-
panun fammaHopmom npenapatbl BBUI B TeueHne He meHee 52 Hepenb, B
nccnefoBaHne He BKNOYanuch. laMMaHOPM BBOAUIICA eXeHelleNbHO B jo3e
0,1 r/kr (0,4 r/kr/mec.). NepBoe BBefeHWe npenapaTta OCYLECTBAANOChH
yepes 4 Heflenu nocne BHYTPUBEHHOro BBefeHus OkTarama. lNocne He-
CKOMNbKMX BBEAEHUI B YC/IOBUAX [HEBHOrO CTalMoHapa nog HabnogeHuem
MeANLMHCKOro nepcoHana (ot 2 o 4 Heaenb), POAUTENMN U CaMU NaLMEHTbI
BBOAMAN [aMMaHOPM C MCNONb30BaHWEM NMOPTAaTUBHOMO Hacoca B JOMall-
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npenapaTos
VNMMyHOTobynvHa

ONA NOAKOXHOrO
BBeaeHus (MKAN)
MO3BOMAET NPEOAONeTb
3TV orpaHnyenus. OH
BBOAMTCA NMOAKOXKHO

1 pa3 B Heaeno B

no3e 0,1 r/kr/Hen. npw
MOMOLLM Hacoca. 10
MO3BOMAET POAUTENAM
nauvieHTa unm emy
camomy nocne obyueHns
NPOBOAUTL UHBEKLM B
LOMALLHWX YCNOBUAX B
ynobHoe Bpems, Taknm
obpa3om ynyylan
KauecTBO XW3HW BCEN
cemby NaLveHTa.

131



SbdeKTUBHOCTb 3aMeCTUTENIbHON Tepanum Npenaparamu UMMyHOTN06yMHa
ANA NOJKOXHOrO BBEAIEHNA Y fieTeil C NePBUYHBIMU MMYHOogedULMTaMV

132

HVX ycnoBuax, GUKCUPYs A03Y, BpeEMS BBEEHNA N HeXenaTeNibHble peak-
umn B «[IHeBHMKe naumeHTar. Mpenapat BBOAWNCA B OOUH W HECKONBKO
y4acTkoB, 06bem He npesbiwan 15 M1/y4acToK y fetein ¢ Becom Ao 40 Kr,
1 25 mMn/y4acTok ¢ Becom 6onee 40 kr. CKOPOCTb BBeAeHUs npenapara co-
craBnana 15-20 Mi/4y Ha KaXKAOM yUacTKe MHbeKLUW.

YposeHb IgG B CbIBOPOTKE KPOBYM OMpeaenany VIMMYHOTYPOAUMETPU-
4YecknM mMeTofom Ha 0 aeHb 1 yepes 4, 12, 24, 36, 52, 64, 76, 88 n 104 Hepe-
Ny nocne Havana Tepanun fammaHopmom. OusnkanbHoe obcnenoBaHve ¢
OLEHKOW KM3HEHHO BaXHbIX GYHKLIMI OpPraHv3mMa naLjyieHTa NPOBOAUIOCH
B 3TV € CPOKMU.

Kputepusamn sddekTBHOCTM sBNsAnuch yposeHb IgG B CbIBOPOTKE
KPOBY 11 4acTOTa NHPEKLIMOHHbIX 3M130[0B, B TOM YMCIIE TAXKENbIX, Tpeby-
OLUX rocnuTanusaunn u ANUTENbHOrO HasHayeHWsA aHTUbGaKTepuanbHo
Tepanuu. Kputepum nepeHoCUMOCTY — YacToTa Cepbe3HbIX HEKenaTebHbIX
ABJIEHNI, YaCTOTa W CTeMeHb BbIPA’KEHHOCTU CUCTEMHDBIX U MECTHbIX HeXe-
NaTtesibHbIX peakL .

Cratuctnueckas obpaboTka maTtepuana nposefieHa C MPUMEHEHMEM
METO/I0B OnucaTenbHON CTaTUCTUKIA.

W PE3YJIbTATbI W OBCYXXOAEHUE

/3 8 nauneHToB, nonyyasLwmx faMMaHOpPM, Y 6 NaLMEHTOB AMArHOCTU-
poBaHa BpOXAeHHas arammarnobynvHemus, y 2 — OBUH (tabn.). QuarHo-
CTMKa BPOXAEHHOW araMmarioby/IMHEMUY OCHOBbIBaNach Ha BbISBIIEHUN
CHWXeHusl (He MeHee Yem B 2 pasa) B CbIBOPOTKe KpoBU IgG <2 r/n, IgA n
IgM meHee 0,2 r/n, cHuxeHun umpkynmpyowmx B-numdouutos (CD19+)
MeHee 2% MO AaHHbIM MPOTOYHON LMTOdMooprMeTpUN. [lBa NaLmeHTa ¢
BPOX/EHHOI araMmarnobynHemmei o Hauyana 3aMmecTuTenbHoN Tepanim
MMenn XpoHuueckoe Hecrneuynduyeckoe 3abonesaHne nerkux. Y Bcex na-
uMeHTOB ¢ X-cuenneHHoi arammarnobynvtemuent (X-Al) o6HapyxeHa My-
Tauusa B rexe Btk. lnarnos octpoii BaprabenbHoil UMMYHHOI He[OCTaTOY-
HOCTW yCTaHaBNMBANCA NPy CHUXEHWUN YPoBHA IgG 6onee 2 cTaHaapTHbIX
OTK/IOHEHWI OT BO3PACTHOW HOPMbI NP HOPMaNbHOM W CHUKEHHOM YMC-
ne B-numM¢pounToB, OTCYTCTBUM aHTUTEN K Fpynnam KPOBW, CHUKEHWM UK
OTCYTCTBUW «M30TUM-NepeKioveHHbIx B-numdouuTos namatn» (CD19+IgM-
IgD-CD27+). KonnuecTBo MHPEKLMOHHbIX 3MNn3040B/NauneHT/ron Ao Hava-
/1a 3aMecTUTeNbHO Tepanuu npenapaTamMmi HOPManbHOTO [/ BHYTPYBEH-
HOro BBefieHns coctasun 10,2.

Bce maumenTbl nonyuyany npenapatbl nMmyHorno6ynuHa ans BHYTpY-
BEHHOro BBEAEHMA C MHTepBanom 28-42 fAHA, yAJIMHEHUE WHTepPBanoB
BBE/IeHUs CBA3AHO Obl/10, Kak NPaBUo, C ceMeHbIMU 06CTOATENbCTBAMM.
CpepHsn fosa npenapaToB VMMyHOMo6ynMHa coctaBuna 0,07 r/Kr/Heae-
nio. YpoBeHb 1gG B CbIBOPOTKE KPOBU MU 3aMeCcTUTeNbHOI Tepanim npe-
napaTtamm MMMyHOrno0ynunHa Ans BHyTPUBEHHOTO BBeAEHWs konebasncs ot
3r/npo 5,7 r/n (4,19+0,66 r/n) (tabn.).

3¢ dekTUBHOCTL Tepanuu. Yepes mecaAl noce Hadyana Tepanun lam-
MaHOPMOM ypoBeHb IgG B CbIBOPOTKe KpOoBWM cocTaBun 6,59+0,8 r/n ¢ Kone-
6aHuamu ot 5,37 r/n go 7,8 r/n. B TedeHmne nepebix 52 Heaenb npUMeHeHna
Npenapara HW y OHOro NaueHTa He OTMEYEHO CHIKEHVE YPOBHS Ig B Cbi-
BOPOTKe KPOBU HIKe BO3PACTHbIX 3HaYeHUiA. YpoBeHb IgG Ha npoTaxKeHnn
52-104 Hepenb ocTaBasca CTabubHbIM y BCEX MALNEHTOB, 32 NCKNIOYEHU-

«Hematology. Transfusiology. Eastern Europe», 2016, volume 2, Ne 1



BpauebHan npakTuka il

XapakTtepuctuka nayunentos ¢ U] c HapylieHvuem o6pa3oBaHNA aHTUTeN, NONYHABLINX
3amecTUTENbHYIO Tepanuio npenapatom lammanopm
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em nauvieHTky ¢ OBUH, KoTopas caMoCTOATeNbHO OTMeHNNa cebe Tepanuio
B TeueHue 8 Heaenb.

Hamu He BblfBNEHO [LOCTOBEPHbIX pasnununit yposHs 1gG B CbIBOPOTKE
KpoBw y nauvenTos c MU/ 1 HapyweHnem 06pa3oBaHNA aHTUTEN NPpK 3ame-
CTUTenbHOM Tepanu AMMaHOPMOM B 3aBMCMOCTY OT BO3pacTa (p=0,786)
1 anarHosa (p=0,823).

Bonee BbICOKU ypoBeHb IgG B CbIBOPOTKE KPOBU y MauMEHTOB Npw
npumMeHeHU aMMaHOPMa MOXHO 06BACHUTD PErynapHbIM BBEAEHNEM
npenapaTa B AOMALIHVX YCNOBUAX, MUHUMM3aUVER BANAHUA Napamean-
LMHCKMX 06cTonTenbcTs. CpeaHas mecauHan Ao3a [aMMaHOpMa cocTaBuna
140+25,8% cpeaHeMecAYHOR A03bl OKTarama.

Y BCex NaLneHToB, NoyyaBLmx [aMmMaHOpM, 3a$pUKCMPOBAHO HE MeHee
1 UHPEKLUMOHHOTO 3NM30/3, HO HU OAVH MaUNeHT He 6blS1 rOCANTaNN3MPO-
BaH B nepuop HabnoaeHns us-3a TAXeNoro MH}EKLMOHHOro npotecca, B
OCHOBHOM 3TO GbINM MHGEKLMN BEPXHIX [iblXaTesbHbIX MyTer. HacToTa nh-
GEKLMOHHbIX DMN30/10B/NALMEHT/TOf CHM3MNach ¢ 7,0 Nnpy NpUMeHeHUN
BBUT go 2,1 Npu 3aMeCTTeNbHON Tepanii MKWI B TeueHne nepBoro roga u
[0 1,1 B TeueHe BTOPOTO roAa. Y OfHOrO NaLeHTa ¢ XpOHUHYeCckm 6pPOHXO-
JIeroUHbIM NPOLIECCOM OTMEUanach 3HauNTesIbHaA NONOXKMTENIbHAA PEHTTE-
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S¢PeKTUBHOCTb 3aMeCTUTENbHOI Tepanum Npenapatamm UMMyHornobynHa
ANA NOAKOXHOrO BBEAGHNA Y IeTell C NePBUYHbIMY MMMyHOaedULUTaMK
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HoJNlorMyeckasn ArHaMmnKa rnocsie TpexmMecAYHoN 3aMecTUTeNIbHOM Tepanum
lammaHopmom.

HexenatenbHble aBneHusa. B Teuerre 104 Hefenb He 3aperncTpupo-
BAHO KaK HV OHOrO Cepbe3HOro He6naronpUATHOro COBbITUSA, Tak U HU Of-
HOIO CUCTEMHOTO HEXesaTeNbHOro ABNEHNA IEFKOW Y YMEPEHHOMN CTENeHn
BbIpakeHHOCTU. JInwwb y ogHoro nauneHTta ¢ OBUH HepBo3HOCTb, nabunb-
HOCTb HaCTPOEHVSA B TeHeHMe NepBbix 4 HefleNb 3aMeCTUTENIbHOM Tepanun
MOAKOXHbIM BBefieHMem lammaHopma 6binn pacleHeHbl Kak BEPOATHO
CBA3aHHble HebnaronpuaTHble cobbiTus. Hanbonee obWwVMM 1N YacTbiMM
He6NaronpuATHLIMU ABNEHNAMN ABANNCD MECTHAA PEAKLMA Ha yuacTKax
BBe/leHNA npenaparta, KoTopas oTMeyanacb y 7 13 8 naymeHTosB. Y Bcex na-
LMEHTOB peakuna B 0bnact BBefeHUs Oblfia YMEPEHHON MHTEHCUBHOCTY,
coxpaHanacb go 1 cyT., He TpeboBana MEANLIMHCKOrO BMELLATeNbCTBA U ee
VHTEHCUBHOCTb CHVKaslacb C TeUEHVEM BPeMeHM, Nocie 26 Hefesb npume-
HeHuA nNpenapara.

B TeueHve nepviopa HabnopeHus (104 Heaenn NOAKOXHOIO BBEAEHNS
npenapata [aMmmaHOPM) He BbIABNEHO KaKMX-TMBO KAMHUYECKN 3HAUYMMbIX
M3MEHEHNI B BUOXMMMNYECKOM aHaNIM3e KPOBY, a TakKe U3MEHEeHWI »u3-
HEHHO BaXKHbIX QYHKLIMI OpraHu3ma.

SkoHomnueckasa 3¢pPeKTUBHOCTb. [psiMble MeAMUMHCKME 3aTpaT
AnA 8 NaUneHTOB, BKIOYEHHbIX B UCCIIeoBaHNe, 6e3 CTOUMOCTI npenapa-
TOB UMMYHOrN00ynmHa npu npumeHenun BBUT coctasunu 23 348,8 y.e. B
rop, Npu npumMeHeHnn fammaHopma - 415,7 y.e. B nepsbiii rog 1 312,8 - Bo
BTOPOW, T.e. NpAMble MeANLIMHCKME 3aTpaTbl (63 cToMmocTy npenaparta)
CHU3MNNCL 6onee yem B 50 pas. HempsiMble MeAULIMHCKME PacXofbl CHU-
3unuch ¢ 14 041 y.e. (52 Hegenu npumeHeHna BBUNN) go 1127 y.e. (nepsble
52 Hepenu npumeHerua MKUT), Te. B 12,4 pa3za. CtonmocTb npenapata
B MPAMbIX MeAMLMHCKNX pacxopax npu npumeHeHun BBUI coctasnser
66,6%, Npu npumeHeHun fammaHopma - 99,7%. 3aTpatbl Ha 52-HefenbHylo
Tepanuio 8 NaLneHTOB C BPOXK/AEHHbIMM HapyLUEHVAMM aHTUTEN006pa3oBa-
HVA Npy NprMeHeHWV Npenapatos BBUI coctaBunn 84 946 y.e., npu nprme-
HeHuw MKUT - 134 572 y.e. OgHaKO yUmnTbIBas, UTO KONMMYECTBO MHOEKLINOH-
HbIX 3M13040B/NaLMEHT/TOA CHU3WMNOCL A0 7 Npu npumeHeHnn BBUT n go
2,1 npu npumeHeHnn NMKWT, 3aTpaTbl Ha 0AVH NPEJOTBPALLEHHbIN H EKL|-
OHHbIV 3nn30p Npw npumeHeHnn BBUT coctasun 26 545,6 y.e, a npu npume-
HeHW [aMmaHopMma B TedeHne nNepBoro roga — 16 614 y.e., T.e. «<3aTpaTbl-3¢-
beKTNBHOCTbY (3aTpaTbl AN AOCTUNKEHUA OFHON eUHILbI SPPEKTUBHOCTH)
B 1,6 pasa Huxe npu npumeHeHun MNMKUT B TeueHune nepsoro roga.

3aTtpathl AnA 7 nauneHTOB Ha BTOPOM rofly Tepanuu lammaHopMom co-
ctaBunu 117 667 y.e., KONMYECTBO MHGEKLIMOHHBIX 3M300B/NaLmeHT/rog
1,1. 3aTpaTbl AnA 3TO rpynnbl NauMeHToB npw Tepanum BBUM coctasumm
74 328 y.e., KONMUYECTBO MHOEKLMOHHBIX 3MN30A0B/NauneHT/ron — 7,3. 3a-
TPaTbl Ha OAUH NPeLOTBPALLEHHbIV MHPEKLMOHHBIN 3NM30[ NPV NpYMeHe-
Hun BBUI coctasun 25 630 y.e, a npu nprimeHeHun faMmaHopma B TeueHme
BTOpOrorofa - 13 044 y.e,, T.e. «<3aTpaTbl-3¢pGeKTVBHOCTL» CTanu B 1,96 pasa
HVXe npu npumeHeHun MKWUT B TeueHre BToporo roga. CegosaTenbHo, Co
BpeMeHeM Mnpuv MPUMEHEHU NMMYHOTNOOYNINHA N8 NMOAKOXHOIo BBefe-
HVA TeMMbl CHVPKEHWA 3aTpaT AnA AOCTVXKEHWSA OfHOW eAnHMLbI 3bdeKTrB-
HOCTW YBEJIMYMNBAIOTCA, UTO CBUAETENIbCTBYET O POCTE SKOHOMUYECKON 3¢-
GEKTNBHOCTM AaHHOTO BUAA TEPANUM B CPEAHEM 1 AONITOCPOUHOM NEPUOSE.
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3AKJTIOMEHUE

OpraHm3au,vm npoeeneHnA 3aMeCcTUTENbHOMN Tepanun Nnpuv BPOXKAeHHbIX

HapyLleHWAX aHTMTeNoobpa3oBaHNA B aMOyNaTOPHbIX YCIIOBUAX HE TONbKO
CHU3UT PUCK BHYTPUOONIbBHUYHOWN MHPEKLMN Y JaHHOW KaTeropun naumneH-
TOB, HO 1 MO3BOMIUT CIKOHOMUTb PECYPChI KIMHUKU (BbICBOOOXKAEHNE Me-
CTa N BPeMeHU) Ans OKa3aHWA MeAULMHCKON NMOMOLLM APYTUM MauueHTam.
MpumeHeHne MMMyHOrNo6yNMHa YenoBeKka HOPManbHOrO Af1A MOAKOXHOIo
BBefeHusA fammaHopma aABnaeTcsa 3GpGEeKTUBHBIM KaK C KIIMHNYECKON, Tak U
C 9KOHOMMYECKON TOYeK 3peHus.
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