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B nmpyrom uccienoBanuu OBLIO MOKa3aHO,
4TO HCIHOJNB30BAaHME NHIOTUMOJA B  J03€
400 Mr/cyT. ONHOKpaTHO B TEUYCHUE MecAla
MPHUBENIO K YMEHBIICHUIO YaCTOTHl BO3HHKHOBE-
nust OPBU u oboctpenuii BA B 4 paza B 6mu-
kalme 5 MecsiieB HaOmoaeHus [7].

B xiImMHHYECKOM HCCIIEIOBAHUH OLEHKH (-
(eKTUBHOCTH Tpenapara «AHa(pepoH ICTCKHID)
OBLJIO MOTY4EHO, YTO y TPYIIIBI AeTel, MpUMeHsIe-
MBIX JaHHBIA Tpernapar Mo NPOPHIAKTHICCKOH
cXeMe B TEUEHHE 3 MECSIIEB, YacTOTa BO3HUKHO-
BeHUs1 o0ocTpernii BA Obuia BTpoe MeHble [5].

Pe3ynbTaThl paccMOTPEHHBIX HCCIIEOBA-
HUH JI0Ka3bIBAIOT IMEPCIEKTUBHOCTh HCIOIB30-
BaHUS UMMYHOMOIYJIUPYIOIIUX MpEnapaToB ¢
HENbI0 MPOPUIAKTUKA BUPYCHHIYIIHPOBAHHBIX
oboctpennii BA.

OnHako Jjsl BHEIPEHUS! B MIMPOKYIO KIIU-
HUYECKYIO0 MPAaKTHKy HEOOXOIUMO TPOBEIICHHE
CEpPhE3HBIX MHOTOICHTPOBBIX TUTALIE0OKOHTPO-
JTUPYEMBIX UCCIIEIOBAHUH, KOTOPBIE CMOTYT JIO-
Ka3aTh KIMHUYECKYIO 3(PPEKTUBHOCTh JaHHOTO
MeTo/ia POPHUIAKTHKH BUPYCHHIYIIMPOBAHHBIX
oboctpennii BA.
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SAMECTHUTEJIBHASA TEPAIIUA CUHAPOMA AT AMMAIJIOBYJIMHEMUNHN
NP NEPBUYHBIX UMMYHOJAE®OUIINTAX

3. b. benan, A. A. Ilanuna, A. C. Knaycos

Kadeapa ummyHosioruu u ajuieprosoruua BoarI’'MY

[epBuHbIE UMMYHOACHUITUTHBIE COCTOS-
uua (IIMJC) mnpencraBisioT reTeporeHHyIo
TPYIIy BPOXICHHBIX HApYIICHWH, 3aTparuBa-
IONUX Pa3BUTHE W/WIKM (QYHKIIMOHHPOBAHHE
MMMYHHOH cuctemsl [3, 7].

B nacrosmiee Bpems [IMJIC paccmatpuBa-
IOTCSL KaK peakas maToJOorHsl ¢ CyMMapHO# pac-
npocTpaHeHHOCThI0 6 Ha 100 THIC. HaceneHHs

(EBporieiickoe 00IIECTBO MO MMMYHOACHHIIH-
Tam). 3a nmociuenaue 20 et onucano 18 reHeru-
YeCKUX Je(EeKTOB, BENyIINX K Pa3BUTHIO Tep-
BUYHBIX JICQHUIIMTOB TYMOPAIBLHOIO 3BEHA HM-
MYHUTETa, OJHAKO HE WICHTU(UIMPOBAHBI

IreHEeTUYeCKHe JedeKThl, 00YyCIOBINBAIOIINE
FHHOFaMMaFHOGyﬂI/IHeMI/IIO N CCIICKTHUBHBIC JIC-

¢buiuTe! auTHTeN [3].
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3aboreBaHus Yare JeOITHPYIOT B JIETCKOM
Bo3pacre, Xorss oOmas Maible (MHHOPHBIC)
(OpMEI, celeKTUBHBIN et [gA 1 HekoTopbIe
JpYTUe YacTo OCTAIOTCS HEpaclo3HAHHBIMUA B
TEUEHWE JJIMTEIFHOrO BpPEMEHH W JMarHoc-
TUPYIOTCSL CITy4aiiHO WM MaHH(ECTHPYIOT BO
B3pOCIIOM  COCTOSIHMM  (00Imast  BapuaOebHas
MMMYHHAs HEeIOCTaTOYHOCTD).

HeoOpatumeie nedexTbl HIMMYHUTETA, YacTo
COYETAEMBIE C BPOKICHHOW IATONOTMEN IPYyrux
OpPraHOB W CHCTEM, ONpPEICIISIOT CIEIYIOIIIe
0COOEHHOCTH KIIMHIUYECKHUX TPOSUTCHUIA.

OcobenHocTr HHPEKIIMOHHOTO CHHPOMA!

- TIOBTOpHBIE (Yalle OOBIYHOIr0) XpPOHH-
Yyeckre HHpeKuy;

- MyIbTH(OKATBEHBIC HHDEKITIH;

- HEOOBIYHO MPOTEKAaoIHe NH(EKINY;

- penKKe BO30YIUTENIH;

- BO30OHOBIICHHE CHMIITOMATHKH TpPH
MPEKpaICHUH aJIeKBaTHOW Tepariu;

- acras accolualus ¢ HenH(PEKINOHHBIMU
CHHJIPOMAaMH.

AccoLMHpOBaHHBIE CHHAPOMBI (4acTo HeE
UMEIOT TPU3HAKOB YETKO OYEpPUYEHHOW HO30JI0-
THYECKOi POpMBI):

- TACTPOIHTEPOIOTUIECKHE CUMIITOMBI;

- Tpy0oe oTcTaBaHue B (hH3. pa3BUTHIL;

- ayTOMMMYHHasl ATONOTHUSI;

- TEMaTONIOTHYECKUE HAPYIIICHYS,

- aJulepruyeckue M ITICEBAO0AIUIEPTUICCKUE
MIPOSIBIICHHSI,

- JIepMaToNIOTHYECKHE CHUMIITOMBI (JepMa-
THUTBI, CBHITIH, AJIONEIHS, TENCAHTUIKTA3HH U JIP.);

- SH/IOKPUHOTIATHH;

- HEBPOJIOTHUECKHE TIPOSIBIICHIS;

- OHKOJIOTUYEcKHe 3a00IeBaHusI.

Hacropaxusate B otHomenuu IIUIAC y
MalMeHTa JOHKHBI CISMYIONIHE MpU3Haku [3]:

- 4 u Oonee wuHbEKIUH, TPEOYIOUUX
Ha3HAYCHHS AaHTUOMOTHKOB B TeueHwe | Toxa
(oTHT, OPOHXUT, CHHYCHUT, THEBMOHHS );

- TOTpeOHOCTh B JUIMTEIBHOM Teparuu
AHTUOMOTHKAMHU U KYNHPOBaHUS HHQEKIIHH
(o 2 mecsnieB u Gonee);

- 2 u Oomee TSDKENBIX OaKTEPUATBHBIX
WHQEKIUN (OCTEOMHEIUT, MEHHHTHUT, CEITHIIC-
MU, IEJUTIOJTAT);
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- 2 mn
MOITBEPIKICHHBIC THEBMOHHMH B TEUCHHUE 3 JIET;

0ojiee  PEHTTEHOJOTHYECKU
- HeoOBbIYHAs JIOKAU3aIHs UHPEKIIHHA W
HEOOBIYHBIEC BO3OYIUTENN;
- TEepPCUCTHpYIOIIas MOJIOYHHIA WU

rpuOKOBOE TMOpakeHHE KOXKU B  BO3pacte
crapie 1 roaa;

- B CeMbE: HaJMYUe MEPBUYHBIX UMMYHO-
nedunuToB, (akTel

TAXKCITBIX I/IH(beKHI/Iﬁ WJIn HaJIU4YHUueC OJHOI'0 H3

paHHUX CMEpPTEH  OT
BBIIIIE TIEPEUHCICHHBIX CHMIITOMOB.

EBporneiickas kiaccu(pukanus npemoiaract
BeiIEneHue cnenytonmx rpym [TAJIC [3]:

- KoMOuHHUpoBaHHbIe T- U B-kierounbiit
UMMYHOACHHUITUTHI;

- HEJIOCTaTOYHOCTh MPEUMYIIECTBEHHO
TyMOpPaJIBHOTO 3BeHa (110 75 % ciydaeB);

- apyrne UAC,
CBSI3aHHBIE CO 3HAYUTENbHBIMU HaPYIICHUSIMHU;

XOpOIIIO HW3BECTHHIC

- 0OJIE3HN UMMYHHOW JM3PEryJIsIINY;

- BPOXICHHbIC HapyNICHUS KOJINYECTBA
n/vnu QyHKIUH (aronuTos;

- e eKThI BPOXKICHHOTO UMMYHHTETA;

- HEIOCTATOYHOCTh CUCTEMBI KOMITIIEMEHTA.

[laHenb CKPUHUPYIOIIUX TECTOB(JOCTYIHA
B JT1000M 00JacCTHOM IIEHTpE, a TakKkKe B psjie
YaCTHBIX J1a00paTOPHii) BKIIOYACT:

- AIMMYHOJIOTHYECKHE TECTHI | YpOBHSI,

- IOJICYUET JIEUKOIUTAPHON (HOPMYIIBI;

- ONpezieNicHue CoIepIKaHMsI KOMILIEMEHTA
W er0 KOMITOHEHTOB;

- kokHbIe peakmuu ['3T.

OCHOBOI MATOr€HETUYECKON Tepanuu MM-
MYHOJIC(HUIIUTOB C CHHAPOMOM araMmariooy-
JUHEMHUH SBISICTCS TIOXKU3HEHHASI 3aMECTUTENh-
Has Teparus rnpernaparaMi UMMYHOTJIOOYJINHOB,
HE MMEIONIas MPH JIAHHOM MaTOJOTUU albTepHa-
TUBHI 2, 11].

Beenenue HatuBHO# 11a3mbl (15-20 mir/kr
Kaxasle 2—4Henenu) ABisercs HauMeHee Tpea-
MOYTUTENLHBIM BaPUAHTOM JICUEHUSI, TIOCKOIBKY
CONPSDKEHO C BBICOKUM PHCKOM BHPYCHOH
TPaHCMHUCCHH, HEXKENaTeIbHBIMU JIeKapCTBEH-
HBIMH PEaKIHsIMH, a TaKkKe C TPYAHOCTAMH B
nogdope MOCTOSHHOTO J0HOpa. OTHOCHTENBHO
HOBBIM HAampaBJICHUEM 3aMECTHTEIBHOW Tepa-
MUY TIPU TIEPBUYHBIX JeQUIIUTAX aHTUTEN SBIIS-
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eTcsl Ha3HaueHHE MPErnapaToB UMMYHOTIIO0YITH-
HOB JUISI TIOZIKO)KHOTO BBEJICHUSI, OJTHAKO OHH Ha
CETOJHSIIHUA JIeHb JOCTATOYHO TPYAHOIO-
CTYITHBI.

Takum 00pa3oM, OCHOBHBIM METOJOM Jie-
YEHUs TaHHOW MaTOJIOTMM HAa TEKYIIUHA MOMEHT
OCTaércsl MCIONIb30BaHHE HMMMYHOTJIOOYIHHOB
U BHyTpuBeHHOr0 BBeAenus (BBUI).

Haubonee pacrpoctpaHeHHbIME (hopMaMu
MATOJIOTHH, TPeOYIOIMMMH Ha3HAUYCHHS HMMY-
HOTJIOOYJIMHOB JUIsSi BHYTPUBEHHOTO BBEJICHUS
(BBUI'), sBmstrotes [11]:

1. Jle¢puyumor anmumen:

- X-cIierieHHas araMMarjio0yIMHEMUS;

- obOmas BapuaOenbHAas WMMYHHas HEIO-
CTaTOYHOCTH;

- runiep-IgM-cunnpom;

- TPaH3UTOpHAs MIIAJICHYCHCKAasl TUIIOraM-
Marjao0ynuHeMust (OTJeNbHbBIE CIydan);

- neUIUTHl OTACIBHBIX KIIACCOB (CeleK-
TuBHBIN nedunut IgA) u noaxnaccos (IgG 1-4)
AHTUTEI;

- HapylleHWEe CHHTE3a aHTUTENT HOPMalb-
HbIMU B-umdonuramu.

2. Kombunupoeanmwle ummyrnooepuyumol:

— BCE THIBI TKEIOH KOMOMHHUPOBAHHOM
MMMYHHOU HETOCTATOYHOCTH.

3. /Ipyeue xopouio uzgecmuuvle CUHOPOMbL C
UMMYHOOeuyumom:

- TPOMOOIIUTONICHUYECKas MypIypa ¢ K-
3emoii (cunapom Wiskott-Aldrich);

- TEJICaHTHIKTa3UH C MOIPKEUYKOBOH aTak-
cuelt (cunapom Lois-Bar);

- CHHJIIPOM HEWMEreHOBCKOTO TOBPEXkKJIe-
Hus (cuaapoM Nijmegen);

- cunapom [u [xopmku (cuaapom Di-
George);

- nepBuYHbIA nedpunutr CD4;

- IFC (Chronic intravascular coagulation)
CHHJIPOM.

4. bone3Hu UMMYHHOU OU3PeYIAUUN:

- X-cruenneHHbIH JUMQpONpoIudepaTUB-
HBIA CUHAPOM.

st HaszHayenus npenapatos BBUIT y
60mpHBIX ¢ ITUIC HE0OX0aHuMO:

1. Jlabopamopnoe noomeepoicoenue deqhu-
yuma aHmumern:

- arammarioOynuHemus (yposeHb IgG <
200 mr/mn);

- TePCUCTHPYIONIAsTUIIOraMMAario0yIinHe-
must (ypoeenb 1gG < 400 mr/mn unm, no Kpai-
Hel Mepe, ypOBeHb HIDKE HOPMAJILHOTO Ha JiBa
CTaHJAPTHBIX OTKIIOHEHHS NP HE MEHEee 4eM
JIBYKPATHOM OITPEIIeIICHHH );

- orcyTcTBHE B-mumdoruTos.

2. Jloxymenmupogannas necnocoOHOCmb K
a0eKeamHoMy UMMYHHOMY OMEemy Ha AHMUSeHbl

- OTCyTCTBHE 4-KpaTHOro W Ooliee Hapac-
TaHWs TUTPa aHTUTEN B OTBET Ha IMOJUCAXapuI-
HbIC AHTUTCHBI (HAmpUMep, MTHEBMOKOKKOBAs
BakinHa) Ha 50 % u OoJice TECTHPYEMBIX CEpPO-
THIIOB;

- OTCyTCTBHE 4-KpaTHOro W Ooliee Hapac-
TaHMs TUTPA aHTUTENT B OTBET Ha MPOTEUHOBHIC
aHTUTEHBl  (Hampumep, JUPTEPUHHO-CTONO-
HSYHAs BaKIMHA) yepe3 3—4 Hemenu mocie BBe-
JICHUSI.

3. Ilepcucmupyrowue u maxicenvle uHgex-
yuu HecMoOmps Ha NpoguiaKkmuyeckoe Ha3Ha-
YeHue aHMUOUOMUKOS.

VY4uuThIBas MOXKW3HEHHYIO MOTPEOHOCTH B
BBUI', oco0yto 3HAYUMOCTh HpHOOpeTaeT mpo-
Onema Oe3omacHOCTH TpernaparoB. TpeboBaHus
K coBpeMeHHoMmy mpenapaty BBUI' 3akimroua-
10TCS B ciieayroreM [1]:

- ONTHMAJIBHBIA CIIEKTP aHTUTET B COOT-
BETCTBUU C HWH(QHUINPOBAHHOCTHIO HACETICHUS
(6otee 1000 noHOpPOB);

- JoKazaTenbcTBa 3(PQEKTUBHOCTH C TMMO-
MOIIBIO KOHTPOJIMPYEMBIX KIMHHYECKUX HCCIIe-
JIOBaHUI;

- pactipenenenue [gG aHAIOrMYHO KPOBH;

- JIeKJIapupOBaHUE COJNEPKAHUS AHTHTEI
JUISL KaKI0W MapTHH;

- MaJioe coJiepKaHne MaKkpoarperaToB (Me-
Hee 1 % oT oOriero coaepkaHusl UMMYHOIJIO-
Oynuna G);

- aHTUKOMIUIEMEHTapHas akTHUBHOCTH <1,0
CH50 1 mr Genka;

- OTCYTCTBHE T'€MOJHM3WHOB, THUTp AB-
aHTuTen Menee 1:8;

- OTCYTCTBHE aKTHBaTOPOB KaJTMKpPEHHA,
KOHCEPBAaHTOB, aKTHBUPOBAHHBIX H3UMOB, TOK-
CHUYECKHX BEIIECTB;
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- MAaKCHUMaJbHO HHU3KOC COACPKAHUC HM-

MyHOTTIOOyIHHA A, ecl MPEeAyCMOTPEHO TpH-

MEHCHHE y TAI[MCHTOB C BPOXKICHHBIM Je(HUIIU-

ToM IgA;

- BBICOKasl IPOTUBOBUPYCHAS OUUCTKA.

Tpebosanus BO3 k BBUI [1]:
- muauMyM 1 000 mop1iuii KpoBH;

- MuaEMYM 90 % ummyHornooynuna G;

- YUCTBIA UMMYHOTIIOOYIHH G;

- HATHBHBI UMMYHOTI00yIHH G;

- HopMalbHOe Jenenne [gG Ha moaKIacchr;
- pusHonorHmUecKuil IEPHO/T OTypacaia;

- BUpYCHas 0€30MacHOCTb.

CaoiicTBa WMMYHOIJIOOYJIHMHOB W WX CO-

JIEpKaHUE B CHIBOPOTKE IIPEICTABJICHBI B Ta0M. 1.

Tabauya 1
CBoiicTBa HMMYHOIJIO0YJIMHOB M UX COJ€eP:KaHUeE B CHIBOPOTKE KPOBHU

CaoiicTBa IgM IgG IgA IgD IgE
Koopuunent — ceammen- 198 78 78,98,118 78 8S
TaIuu
Mor. macca, x1000 950 150 - 170 160 — 380 185 85
Yucno MOHOMEPOB 5 1 1 wnu 2 1 1
Wzorun H-uenn 0 Y a ) €
Uucno C-1oMeHOB 5 4 4 4 5
BanentHocTth 5 2 2 wnu 4 2 2
Yucno S-S caselt mexnay 4 312 * 4w S 1 13
H-nenstmu
Copepxanue yrie- D 3 ] 13 12
BOJIOB, %
CogepskaHHE B CHIBOPOTKE 0,5-2 8-16 144 0-0.4 14-450 ar/ma

MT/MJT MT/MJT MT/MJT MT/MJT
% ot ob1ero ypoeHs Ig 6 80 ** 13 0-1 0,002
CpOK NOTY>KU3HH, CYT. 5,1 23 5,8 2,8 2,5
CKOpOCTh CHHTE3a, MI/KT 6.7 33 24 0.4 0.016
B CyTKHU
Bropuussrii
HepBHqHHfI MMMYHHBIH Cexkperopuble | MemOpannblii | Pearnnsl, 3amm-
DOyHKUHH WMMYHHBIH | OTBET, 3allUTa
9 aHTHTENa peuenrtop Ta OT Mapa3uToB
OTBET oT OakTepuil 1
TOKCHHOB
[Ipumeuanue:

* —1gGy -3, IgG, - 5, 1gG;— 13, IgGy — 3;
** — CpemulgG: 1gG—65, IgG, — 23, 1gG;— 8, 1gG4 — 4 %.

[IpoBeneHrne 3aMecTHTENbHON Tepamuu C
nomorbio BBUI' pekomenayercss kaxaple 2—
4 Henenu C BBeACHHEM mpemnaparta B goze 0,3—

0,6 r/kT.

[TepBass mo3za BBommTcst MmemienHo (0,5—
1,0 MI/KT B MUHYTY) B BHJIC pacTBOpa ¢ KOHI[CH-
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Tpanmeri He Oonee 5 %. [Ipu xoporei nepeHo-
cuMocTH mpenapaTta uepe3 15-30 MuHYT cko-
POCTb BBEACHUSA MOXKET GBITB IIOBBIIIICHA 10

1,5-2,5 Mr/kr (MakcuMalbHO — 4 MI/KT) B MUHY-

1y. [IpomomkurenbHocTh nHGY3uu 2—4 9. s
MOCJICAYIOIIMX BBEICHUH MOXET OBITh HCIOJb-
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30BaH 10%-# pacTBOp, BBOIMMBIM C MAaKCH-
MaJIbHOHM CKOpOCThIO [1].

PexomeHnyeMbIM CBIBOPOTOYHBIM YPOBHEM
IgG, xoropwlii nOMKEH OBITH JAOCTUTHYT B pe-
3yNnbTaTe JIEUeHUd, SBIAETCA KOHIIGHTpAIlHs
3,5-5,0 /a1 [5, 6]. Kpurepuem sddexTuBHOCTH
MIPOBOIMMOM TepaIuy SABJSETCA OTCYTCTBUE Ce-
pBE3HBIX MHQEKInH B Teuenne 1 roxa [3].

[MpuHnumast BO BHIMaHUe Hanuue Ha Qap-
MAalleBTUYECKOM pbIHKE Ienoro psga BBUI,
BBIOOP KOHKPETHOT'O IIpenapaTta MOXeT ObITh 3a-
TpynHéH. DakTopamu, BIMSIIONMMH Ha BEIOOD,
SIBJIAIOTCA:

1. Hannuue nonHoO#M uH(OpMAaIiu o mperna-
pare (pacTBOp WM JHO(PUIM3UPOBAHHEINH ITOPO-
IIIOK, KOJIMYECTBO HaTpus, Hammane IgA u IgG,
caxapocojiepxanmi cTabIIn3aTop, METOAbI BU-
pyCHOW WHAKTUBALMH, KOHIIEHTPAIUS, OCMOJISP-
HocTh). CpaBHMTENIbHAS XapaKTEPUCTHKA Ipera-
paToB IMMYHOTJIOOYJIMHOB TSI BHYTPUBEHHOI'O
BBENICHUS MpecTaBiieHa B Tabi. 2 [12].

2. bezonmacHocTh U X0OporIas HIepeHOCUMOCTb.

3. lena.

HexenatenbHble JeKapcTBEHHBIE pEAKLIUU
npu anHamuze 1 000 cioydaeB 3aMecTHUTENbHOU
Tepanuyl CHHAPOMa araMMariioOyJTWHEMHHU OT-
MEYAIOTCS TTOYTH Y TIOJIOBUHBI OOJIBHBIX [4].

Hcnonp3oBaHue MpenapaTtoB JOHOPCKOM
KPOBH TPEJCTABIIAET TMOTEHLUUAJIbHBIA PHUCK C
TOYKH 3pEHHS TPAHCMHUCCHUU BHUPYCHBIX HH(QEK-
UWHA, OJHAKO MPOMBIIIJICHHbIE WHAKTUBAI[MOH-
Hble METOIMKH B IPOIIECCE MPOU3BOJACTBA TIpe-
MapaToB MUHUMHU3HUPYIOT €r0.

[Inoxasa mepeHOCHMMOCTh TIpenapaTa Hanbo-
Jiee 4acTo CBsA3aHa C HapyIIEHHEM peXrMa BBeJe-
Husl (YBEIMYEHHE CKOPOCTU BBENEHUS WM KOH-
LIEHTpaluy mpernapara). B OonbIIMHCTBE CydaeB
peakiusi pa3BHBaeTCcs B TEUEHHE wYaca IIOCIe
Hayayia BBEICHUS M IPOTEKaeT B JErKoH (opme ¢
MIPOSABJICHUSIMH B BHJE TOIIHOTBI, PBOTHI, JIUXO-
paaky, TeMOJMHAMAYECKUX HapylleHui. /[aHHbIE
10-neTHero MpOCHEKTUBHOrO HAOJIOJCHHS Ialli-
€HTOB, MONydYaBIIMX mpenapar Okraram, MO3BO-
JISIIOT TIPENNONOKUTh TOJIUTEHHOCTh TTOOOYHBIX
peaKiuii, pa3BUTHE KOTOPBHIX 3aBUCHT HE TOIBKO
OT BBOAMMOTO MperapaTa, HO U OT NOKa3aHUN IS
ero HazHaueHws [4].

AHadpunaktiyeckue W - aHa(QWIAKTOWIHbBIE
peaKkMu MOTyT HaOIIOJaThCsl MPU HCIIONb30Ba-
HUH TIperapaToB, cojaepkamux [gA, y nanueHTos
C €ro BPOXJICHHBIM ACHHUIIUTOM U OOYCIOBICHO
BO3MOKHBIM HajiuueM ayTtoanturen K IgA. Ot
IgA-comeprkammx mpenapaToB clemyeT TaKkkKe OT-
KaszaThcsl Mpu JiedeHun OombHBIX ¢ OBHH, mo-
CKOITbKY TIOKa3aHa BO3MOXKHOCTh TpaHC(OpMaIlum
cenektuBHoro nedurmra IgA B OBUH [10].

C TOYKH 3peHHs CHEeKTpa HMMYHOTIO0Y-
JIMHOB, BCE IpEnapaTsl MOTYT OBITh pa3JieieHBI
Ha 2 TPYIIIbL:

1. Ilpemapatsl, comepxame Toibko IgG
(ocTanpHBIE KITacChl OTCYTCTBYIOT MJIM HE TIPEBbI-
matot 2 %, comeprkanue IgA < 2,9 Mkr/mit; sABIIS-
FOTCS TPEANOYTUTENBHBIMH TSI 3aMECTHTEIBHOM
teparnuu nipu [TNJIC ¢ cuaapomMom arammariooy-
JMHEMUH): OKTaram, HHTPArjoOHH, MMMYHOBe-
HUH, TaMyHEKC, HHTPATeKT, UMMYHOITIOOYJIUH Ye-
JIOBEYECKUH HOPMAJIBHBIA [UII BHYTPUBEHHOIO
BBezieHHs1, raOpurio0uH. Ilpu xoporiel mepeHo-
CHMOCTH 3TH TIpeNapaThl B3aUMO3aMEHAEMBI.

2. IlpenapaTbl, KOTOpBIE MOTYT COJIEPKATh
IgG, IgM u IgA: natuBHas 1UTa3Ma, IMUTOTEKT,
nenrarnooun, Heorenartekt [1]. [pun Hammuwmm
y maiyenTa anturen K [gA Moryt ObITh TpUYH-
HOW MMMYHHOTO KOH(IIMKTa MEXy HUMU H CO-
nepxammMmcs IgA B mpenapare.

BBUI' ¢ BbICOKOW OCMOJSIPHOCTBIO MOTYT
WHAYIHPOBATh TPOMOOTHUYECKHE SIBIICHHS, a
TaKKe YBEJIMYMBATh PHUCK CEPJIEYHOIl HemocTa-
TOYHOCTH Y OONBHBIX C HapyHIICHUSMH cepic-
HOW JeSTeTbHOCTH, a KaJUTMKPEUH-COIEepIKalIie
nperapaTsl MPUBOJIUTH K TOBBIIICHUIO apTepH-
AJTBHOTO JIaBJICHMUSL.

OTHOCHUTENBHO PEnKod, HO BOMOXHOWU pe-
aKIyen sBIsleTcs TOoYedHas HeIOCTaTOYHOCTh B
OTBET Ha COJICPIKAIYIOCS B KauecTBEe CTaOMIm3a-
TOpa caxapo3y, B CBSI3H C YeM MOI00HbIE Iperapa-
TBI HE PEKOMEHIOBaHbI YPOJIOTHYECKUM OOJTbHBIM.

3amMecTUTENbHAS TEpanus CHHAPOMA aram-
MarjoOyJMHEMUH CBs3aHA C HCIOJIb30BAHUEM
BeicOkuX a03 BBHI, uro accounumpyercs c
PUCKOM OOpaTHMOW TOYEYHOW HETOCTATOYHO-
ctu, remonusa, JABC-cumapoma, remonutHye-
CKOM aHeMHH, B PEAKHX CIy4asX — acenThye-
CKOTO MEHWHTHTA.
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Tabnuya 2
CpaBHHTEJbHASI XAPAKTEPUCTUKA HEKOTOPHIX MPENapaToB HMMYHOTI 100y IUHA /151 BHYyTPUBEHHOT0 BBeI€HUS
Oxkraram HNurparekT Hurparnodnn | Iaépuriodun I'amynexc HNmyHHoBeHHH IIpuBnyxen HNmmyHorno0ysmmn
[penapar (Octapharma AG) | (biotestpharmagmbh) | (biotestphar- («AllDy) (TALECRIS BIO- | (MUKPOI'EH HITO | (CSL BEHRING, | yenoBexa ajisi BHYT-
(TIpon3BOIUTEINE) magmbh) THERAPEUTICS OI'VIL AG) PHMBEHHOI0 BBEJICHUSA
Inc) «VIMmmyHOIpenapaTy) (Mmbmo)
Crtpana ABcTpust I'epmanus I'epmanus Poccust CIIA Poccust IIseitapus Poccust
Komriecrro >5000 >5000 >1000 *
JOHOPOB
®opma BBIITyCKA P P P JI P JI P P
KonenTpamus 5%, 10 % 5% 5% 5% 10 % 10 % 5%
Monomepst 99,60 % 99,80 % >99 % <98 % *
| IUMeEPHI
OCMOJISITIBHOCTD >240 300 >240 275 258 240-440 *
>98 % (ameKTpo-
Kosnmuectso Ig G >95 % >96 % >95 % >95 % operiieckas >95 % >98 % *
MTOJIBMDKHOCTh
raMManrioOyIruHa)
IgG1 60 % 57 % 62 % 63,2 62,8 % 67,8 % *
IgG2 32 % 37 % 34 % 26,5 29,7 % 28,7 % *
IgG3 7% 3% 0.5% 8,1 4.8 % 2,3% *
IgG4 4% 3% 3.5% 2,2 2,7 % 1,2 % *
Conepxanue IgA <0,2 mr <2,0 Mr <2,5wmr 0,3 Mr 0,046 mr <2,5wmr <0,025 mr *
Cradniausatopsl Mansro3a I'munun I'moko3a Mansro3a I'munun Jekcrposa L-nponun *
pH 5,1-6,0 5 6,8 4,2 4,0-4,5 4,6-5,0 *
[Ipu TOKETBIX TOK-
cudeckux  opmax
CraproBas: 0,4—|0akTepuajibHBIX U
Craprosas 0,4—
0.8 F\KT 1071 CraptoBas 0,4— 0,8 r/Kr Macchl |BUPYCHBIX  HH(QEK-
Jo3a mpu [IXJIC ’ ’ 0,8 r\kr; mommep- | 0,2-0,4 r\kr; | 0,05-0,2 r\kr 0,3-0,6r\xr 3—4 ma/kr Tena USAX; TpPH  TOCIe-
JIep KUBAFOIIAs
0.2-0.8 »kuBaromas.0,2-0,8 nanee: 0,2—0,8|onepallnOHHBIX
’ ’ /KT MacChl TeNa |OCI0KHEHUSAX,  CO-
TIPOBOXKTAFOIITHX CS
CenTUIleMuen
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Oxonyanue mabn. 2

6€

Oxkraram HNurparekT Hurparnodnn | Iaépuriodun I'amynexc HNmynHoBeHnH IIpuBnyxen HNmmyHorno0ysmmn
Ipenapar (Octapharma AG) | (biotestpharmagmbh) | (biotestphar- («AT1Dy) (TALECRIS BIO- | (MUKPOI'EH HITO | (CSL BEHRING, | uenoBexa ajisi BHYT-
(TIpon3BOIUTEINE) magmbh) THERAPEUTICS | ®I'VII «MmmyHOMIpe- AG) PUBEHHOTO BBeJIeHHUsI
Inc) rapar») (Mmbmo)
5 Mn\kr\u; 30-40 0,3 MII/KT Macchl 30-40 xart. winH.
KarL.\MUH 3040 kamn.\MuH (mpumepHO
CkopocTh BBeIe- 54 xamn.\MuH Makc — 4,8 mun\kr\uac Tena/u
2,2 vr\mm\gac | (puMepHO (mpuMepHO 1,6-2,2 mu\mun);
HHs (MaX) 0,12 mm\kr mac-| 1,9 mur\kr\uac; (8 Mr\kr\mMuH) (0,5 mr/kr mac-
cnt rena (10 %) 1,6-2,2 1,6-2,2 Mmi\MuH) Ch1 Tena/MuH) MIpH AJJIEPTUH
° MJT\MHH) BMmecte ¢ A/
KparHocTts BBe- *
senust npi TTHAJIC 2—4 nenenu 2—4 nenenu 2—4 nenenu 3—4 "enenu 3—4 nenenu
Ycaosusn ot +2 o +25°C;| =e Bpime 25°C; | oT +2 mo +8°C; oT +2 1o ot +2 no +8°C; or +2 1o +10°C; | me BpIme 25°C; | ot +2 mo +10°C;
XpaHEeHHH 2 roga 2 roga 2 roga +10°C; 2 rona 3 roga 2 roga 3 roga 1 rog
20, 50, 100, 20, 50, 100, 20, 50, 100, |2, 5, pactBo-| 10, 25,50, 100, |2, 5 r, pacTBOpUTEIND
Ynakoku 200 min 200 mi 200 min purens 50 M 200 min 25wt u 50 Mt 25,50, 100 M 25,50 mn
IIpumeuanue:
P — pacrtBop;

JI — mno¢unu3npoBaHHEIN pacTBOp;

* — IaHHBIE OTCYTCTBYIOT.
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[Tatorenes reMmonm3a CBS3BIBAIOT C KOH-
¢mukroM o cucreme ABO, reMomuTHUYECKYIO
aHEMUS — C HAJTMIMEeM aHTH-D-N30aHTUTCHOB.

B ducie oTcpodeHHBIX peakluid oTMeda-
FOTCS:

- aCeNTHYECKUN MEHUHIHT (HaOIromaeTcs
PEAKO U MOXET OBITh CBS3aH ¢ OBICTPO MH()Y-
3ued BbicOkMX 1103 BBUI OonbHBIM ¢ MUTpe-
HO3HBIMHU TOJIOBHBIMH OOJISIMHM B aHAMHE3€);

- TEMOJIUTHYECKAs] aHEMUSs, JICHKOIICHMSI,
HelTporenus, MmoHouutonenus, JIBC-cunnpom,
Y U3MCHEHHE PEOJIOTUUECKUX CBOMCTB KPOBH;

- TMaJeHWE AapTEePHATBHOTO  JTAaBJICHHS
(Haubosiee 4acro);

- ocTpasl TIouedYHash HEIOCTATOUYHOCTH IPH
HCIIONIb30BAaHUU Caxapo3bl B Ka4eCTBE KOHCEP-
BaHTa (o nanHeM FDA 88 cinydaeB B Teuenue
3,5 ner);

- TSDKEJIbIM KOXKHBIN BACKYJIUT, JEPMATHUTHI,
BBITIAJICHHIE BOJIOC;

- KH3HEYTPOXKaIoIas MapBOBUPYCHAS WH-
¢dexums B19, rumeprnporenHemMus, MOBBIIICHHE
BSI3KOCTH KPOBH, IICEBIOTUIIOHATPHEMHS BO
BpeMsi HH(Y31H, CBIBOPOTOUHAST OOJIE3Hb.

Taxum obOpaszom, BBUI sBisiroTcs ofHOM
Y3 OCHOBHBIX TPYIIN IMPEnapaToB I 3aMECTH-
TEIBHON TEpanuy MpH HEPBUYHBIX AePHUIIUTAX
TYMOPaJIBHOTO 3BeHa MMMYyHHTeTa. HecoMHeH-
HeIMU noctonHcTBaMu BBUI aBnsrorcs 6e300-
JIE3HEHHOCTh BBEIEHUS, OTCYTCTBHE IPOTEOJIHU-
TUYECKOr0 pPacIleIUICHUs TpernapaTa, ObICTpoe
HaJyajo JEHCTBUS, MPOCTOTa JO3UPOBAHMS, OT-
CYTCTBHUSI PHUCKa acenThyeckux aobcueccoB. He-
JIOCTaTKaMU SIBJISIIOTCSI BBICOKAsi CTOUMOCTbD, WH-
uHOY3UH,
PHCK HEXETIaTEIbHBIX JICKAaPCTBEHHBIX PEAKIIUM,

Ba3MBHOCTb, TPOJOJIKHTEIEHOCTD
B TOM YHCJIC aHa(DUIaAKCHH.
ColumofieHre mpaBHIl BHIOOpa Tpenapara
MUHUMHU3HUPYET PUCK Pa3BUTHS MOOOYHBIX pe-
akuui. Tak, 10-1eTHee MPOCIEKTUBHOE HAOIIO-
nenne 6357 manueHToB, MOMYYHBIIUX B CyMMeE
92 958 wundysuiinpenapara Oxraram (yI0Bje-
TBOpSIET BCEM TPEOOBAHUSM, MPEABSBISIEMBIM K
BBUI'; conmepxut cnemoBble KomudecTBa IgA;
UMeeT MUHHMAIBHYI0 KOMIUIEMEHTAPHYIO aK-
TUBHOCTb, YTO CYIIECTBEHHO CHIDKAET PUCK pas-
BUTHS TICEBJIOAJUICPTHUECKUX PEAKIHi; cojep-
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JKUT MaTepUall OT JOCTATOYHOI'O KOJIMYECTBA JI0-
HOPOB; HE COJIEP)KUT B CBOEM COCTaBE TIIIOKO3Y,
YTO JeNIaeT €ro MOTCHIUAIBHO MPUMEHHMBIM Y
OOJIBHBIX C CaXapHbIM JHa0ETOM), BBIIBHIIO pa3-
BUTHC HEXKEIATEIBHBIX peakiuii Tonbko y 4,2 %
OonpHBIX, 4To coctaBmio 0,35 % or Bcex ciyya-
€B BBEIEHMA Mpemnapata; npu 3toM 94,8 % peak-
Ui Kaccu(UIMPOBaHbI KaK HecepbE3HbIC [4].

Boabnas JI., 29 jger, obpatunace B ['Y3
«KOoHCYIbTaTUBHO-TMArHOCTHYCCKAsT OJUKIIH-
Huka Ne 2» ¢ kajgobamu Ha CcyOdeOpuiIbHYIO
TEeMIIEpaTypy, MOANAIOIIYIOCA TEPaluH BBICO-
KHMH J103aMHM aHTHOMOTHKOB; 4aCThIe pPecrupa-
TOpHBbIC HWH(MEKIIMH; MOBBIIICHHYIO YyTOMJIsC-
MOCTB, C71a00CTh, COHJIMBOCT.

OnucaHHbIE XaJlOObI TOSBHJIUCH B BO3-
pacre 25 mer mocne mepenecenHoro OPBU.
B nomkonsHOM BO3pacTe IepeHecia BETPSHYIO
OCIy W SMHUISMHYCCKUH IMapOTUT, OCJIOMKHEH-
HBIH ITHEBMOHUEH; B 6 JIET — TOH3HIAKTOMHUIO TI0
MOBOAY XPOHHYECKOTro TOH3WLINTA, B 10 neT —
OCTPBIH OTHT, B 12 JIET — anmeH 3K TOMHUIO.

B Bo3pacre 25-28 ner mepenecia 3 cpeaHux
otuta; OPBU — Gonee 6 snm3010B B ro, TpeOo-
BaBIIMH Ha3HAYCHHUsI aHTUOAKTEPHAIBHBIX ITpera-
paToB, B TOM YHUCJIE OCJIOKHEHHBIC OPOHXUTOM —
1-2 pasa B rox. Ha done camocrosTenbHOro mpu-
emMa OpOHXOMYyHaia, JIMKOIMH/A, UMYJIOHA, IONH-
okcugonus yacrota OPBU u morpebHOCTH B aH-
THOAKTEPUAIBHBIX CPEJCTBAX HE YMEHBIIAIACH,
HO CYOBEKTHBHO OTMEYAJIOCh CHUXKCHHE TSDKECTH
cumriromoB OPBU. B 29 ner mocie rpunma pas-
BUJIACh 2-CTOPOHHSS ITHEBMOHHMS, OCJIO)KHHBIIIAS-
cst ieeputoM U JIBC-cunapomom, noTpeOoBaB-
11asi TOCIHUTAIM3aIMK (TTapeHTepalibHO KiadopaH,
METPOHH/IA30]; MPEAHU30JI0H, KOHTPHUKAN, TPEH-
tau). Tlocie BRINKMCKU U3 CTAl[MOHAPA OIMCAHHBIC
KaJo0bl COXpPaHsIIMCh. AJUIEPrHYecKux 3abore-
Banuii HeT. KoHcynmbTHpoBaHa (Tu3uaTpoM, TYy-
Oepkyné3 uckirouéH. HanpasieHa Ha KOHCYJIbTa-
LU0 K BPauy-UMMYHOJIOT'Y.

CemeilHplli  aHaMHE3:  ayTOMMMYHHAas
TPOMOOITUTOIIEHUS Y CECTPHI.

[lpu obcnenoBaHWU: KOXKa 4YUCTast, Oien-
Has; Temiiepatypa tena 37,6 °C.

Penmeenoepagus epyonoii kremxu: ycH-
JICHHE JICTOYHOI'0 PUCYHKA B HU)KHUX OTJICNIAX.



3amecTutenbHas Tepanua cuHgpoma arammarnoﬁynMHeMMM npu NepBUYHLIX MMMyHOAquVILIVITaX

bax noces u3z 3e6a: natoreHHas ¢uopa He
BBISIBJICHA

Obwuii  ananus Kpoeu: DPHUTPOIUTHI —
4,1 x 10 9/mkn, remoriodud — 122 1/71, JeHAKOLU-
Tl — 8300 KI/MKJI, MOHOIMTEI — 8 %, 303UHO(H-
el — 2 %, manmoukosiepHbie JTeHKouTel — 0 %,
CErMEHTOSIZICPHBIC JIGHKOIMTEI — 69 %, 0Oa3ohu-
a1 — 1 %, mamortuts — 20 %(1660 ki1/MK).

Ummynnoni - cmamyc:  JCAKOIMTBI — —
8300 xn/mx, umbormte — 20 % (1660 ki1/mMK),
T-mumporurer — 78 % (1295 w/mkin), CD4+
kiaetku — 47 % (780 k/mkin), CD8+ kimerku —
33 % (548 xi/mki), CD19+ — 9 % (149 xn/mMKi),
IgA — 0 1/n, IgM — 0,16 r/n, IgG — 0,77 t/n, (ipu
MTOBTOPHOM OIIPECIICHUH Yepe3 Henenmo: [gA —
0,05 r/n, IgM — 0,05 1/n, 1gG — 0,67 r/n), IgE —
0 ME/mn, daronmrapHsiii nokazarens — 88 %,
¢arorutaproe yucio — 2,02, HCTcmont. — 39,
HCT wunn. — 40, nagekc crumymsaaun — 1,03;
UK - 11 y.e.; COD — 5 Mm/u.

Jluaenoz: obmas BapraOenbHass UMMYHHas
HEIOCTaTOYHOCTD.

PexoMenoBana 3aMecTUTENbHAS TEParus
npenapaTaMu MMMYHOTJIOOYIIMHOB ISl BHYTPH-
BeHHOTrO BBeneHus. [Ipu BBenenuu 10%-ro pac-
TBOpa BBHUI' ¢ MakcuManbHONH CKOPOCTBIO BBE-
nennst 0,12 MJ1/KI/9 3aperucTpUpOBaHbI KaJIOObI
Ha OOJNY B TIOSICHHIIE, YMEPEHHYIO TOLIHOTY, TO-
JIOBHYIO 00ITb, KOTOpPBIC YCTPAHSIIUCh CHHIKEHU-
€M CKOPOCTH BBEJICHUS Tpernapara U yMeHbIIIe-
HUEM pacUeTHOW JI03bl Ha OJHO BBEJICHHE.
B cpennem no3a Ha 0HO BBEINEHHME COCTaBISIA
2,5 r BBUI'. Ypoeenp IgG mocne wunby3un
HAXONIWIJICS B Tpenenax (GU3NOIOTHYeCKUX 3Ha-
YeHUI U CHIDKaICS 70 ypoBHS <2,0 I/11 K KOHILY
4 Henenu, 4TO KOPPETUPOBAIIO C KIMHHYECKUM
COCTOSTHHEM TalueHTKH. K HacTtosimemy Mo-
MEHTY naunueHtka noinydyaer BBUI' B Teuenue
11 mecsneB. Ha ux mpoTssKeHWH WHQEKIIHOH-
HBIX OCJIOKHEHH, CBSA3aHHBIX C OCHOBHBIM 3a-
OosieBaHKMEM, He ObLIO, MOTPEOHOCTh B aHTUOAK-
TEpUAbHON Teparuu OTCYTCTBOBAa, YTO SIBIISI-
ercsi OCHOBHBIM KpuTepueMm 3(¢EeKTHBHOCTH
3aMecTHTeNbHON Tepanuu [3, 7].
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