CPOYHON MPOCOUIAKTUKN LETAM 1 MOAPOCTKAM, KOTOpble
ABNAITCA Hambonee He3aLUMLLEHHON MPYNMoi NaLMeHToB
¢ HAO c pedomumtom C1-UHI", Tak Kak M NpOTUBOMOKA-
3aHO MCNOJIb30BaHME LaHa30s1a 1 NPOreCTUHOB, a TPAHeK-
camoBas kucrnota 3dheKkTMBHa Y 04YeHb HeboMbLIOro
yncna naumeHToB. K cuyacTbio, HEO6X0AMMOCTb B 3TOM
BO3HWKaeT Bnmxe K MOAPOCTKOBOMY BO3pacTy, COBCEM
MarneHbK1e NauMeHTbl PEKO HYXAAITCS B MOCTOSHHOM
npueMe npenapaTos.

Huske Mbl NpuBeneM KNMHUYECKUIA Cryyaid, Onuchl-
Bawowwmn nopbop Tepanuu naumeHtke P. 2002 r. p.,
BMEpBble NMOCTYMMBLLEN B KIMHUKY MIHCTUTYTa MMMyHO-
norum B BospacTe 13 net B 2015 r. ¢ skanobamu Ha peum-
ovBupylowwme nepudpepuyeckne AO npenMyLLeCTBEHHO
napoHeit, cton (6ecnokonT ¢ 4 net), a Takxe AO nuua.
B 2007 r. (5 net) Bbina rocnutanusupoBaHa B XMpyp-
rMyeckoe oTaeneHune c kanobamm Ha Bofb B KMBOTE.
BrinonHeHa anarHocTMyeckas nanapockonus, obHa-
py)eHo BonblLoe KoNMYyecTBO CBODOAHOM KMOKOCTU B
BptoLuHoi nonoctu. B 2015 r. (13 net) BriepBble BO3HUK
oTek nuua. C 13 neT 0Teku peumamBupyioT C Nepuo-
ouuHocTbio oT 1 pasa B Hefeno po 1 pasa B Mecsu,
Kak npasuno, 6e3 BMOVMOWM MPUUMHBI, COXPaHSIIOTCA O
2-3 cyT. BBepeHne aHTUrMCTaMMHHbIX NpenapaToB U
cl'KC — 6e3 acbdpekTa. M3 ceMeitHoro aHamMHes3a M3BeCTHO,
yTo MaTb CTpajana peuvauBUPYIOWLUMU OTEKaMM
Pa3nnyYHON TIOKanM3aLUmm 1 yMeprna oT oTeka roptanu B 30
neT. Y NauMeHTKU BbisiBNeHo cHuwerne C1-WHI 5,2 mr/on
(15-35), dpyHkumoHanbHoi akTmeHocTM C1-UHI 19%
(70-130), C4-koMmnnemerTa 0,038 r/n (0,2-0,5). Kpome
TOro, MPW MOMEKYNAPHO-FEHETUYECKOM UCCIEeL0BaHUM
B reHe SERPING1, B 3k30He 5 bbinia 0bHapyseHa naTo-
reHHas MyTauus ¢.808A>C (p.Thr270Pro) B reteposu-
FOTHOM COCTOSHWUW. [aumeHTKe Bblfl yCTaHOBMNEH AnarHo3
HAO ¢ pecouumtom C1-WHT (I Tvn).

YumTbiBas BbICOKYl0 YacToTy AO 1 UX HeraTMBHOE
B/IMSIHME Ha XM3Hb MaLMEHTKM, DbII0 MPUHATO peLueHne
0 HeobxogumocTu nopgbopa npenapata Ans [oOnro-
cpouHoi npodounaktuku AO. MpuHUMas BO BHUMaHWe
BO3PacT MauuMeHTKW, AaHa30f U NPOrecTUHbl He
paccMaTpuBanucb. Takxe M3-3a TOro, 4YTo naumeHTKa

npokuBana Aaneko OT BruKaiwero MeguLMHCKOro
yupeskgeHusi, Ha nepsoM 3Tane nogbopa Tepanuum bbino
peLleHo OTKasaTbCs OT HasHauyeHus bepuHepTa. MNaun-
eHTKe Oblna HasHaueHa TpaHeKCaMoBas KWCoTa B 103e
3 r/cyT. Yepes 6 Mec Bbifl oLeHeH adpdeKT OT HasHa-
YeHHoM Tepanuu: acpdoeKTa He 0TMeueHo. B cBsian ¢ ueM
naumeHTke Bbin HasHaueH BepuHepT B gose 20 ME/kr
2 pa3a B Hepenio. [laHHylo Tepanuio NauveHTKa Npoaon-
)KAET NonyyaTb B TeyeHue nocnepyowmx 4 net. Ha cpoxe
Tepanuu OTeKV He PeLMOMBUPYIOT AaXe BO BPEMSA NpoBe-
LEHUS1 CTOMATONOMMYECKMX BMELLATENBCTB U 3K3aMEHOB.
Tak Kak B npolecce B3pOCeHWsi BEC NaLMeHTKU NOCTO-
SHHO yBenuumBasncs, Heobxogumas fo3a npenapaTta
TaKKe AMHaMWUecKu MeHsnack. B nocnepHee spems (B
cBAsn ¢ bonee BnaronpusATHLIM TeueHneM 3abonesaHus)
nauueHTKa nepeseaeHa Ha peskuM 20 ME/Kr Macchl Tena
1 pa3 B Hepenio, 6e3 CHuKeHUs 3IPPEKTUBHOCTM Tepanuu.

B naHHOM KNMHMYECKOM Cclyyae M3HauallbHOe
Ha3HayeHWe TPaHEKCaMOBOW KMCIOTbl ObI1I0 NPOANKTO-
BaHO kenaHueM usbesaTb Has3HayeHUs npenapara 4ns
BHYTPMBEHHOIO BBEAEHUS 2 pa3a B Hefemnio. Tak Kak,
BO-NEPBbIX, NaLMEeHTKa NPOKMBaET B MecTe, yAaneHHOM
OT MEOMLIMHCKOrO yUpexneHus, rae Mornm el ocyLecT-
BNSITCS MHBEKLMMW, @ BO-BTOPbIX, CaMa NaUMEHTKa U ee
POLCTBEHHWKM BbICKa3anu CBOM OMaceHus no faHHOMy
nosogy. B cBA3n ¢ TeM, uTo TpaHekcamoBas KucroTa
OKasanacb Hea(PdEKTUBHA, a Ha3HayYeHWe JaHa30/a
M NporecTUHoB BbINO NPU3HAHO HeenaTenbHbIM AN
OeBOYKM-NoapocTKa 14 neT, eavHCTBEHHBIM NpenapaTom
Bblbopa cTan BepuHepT, KOTOpbIA NO3BOSIMI MOSHO-
CTblO B35iTb 3abonieBaHne MOQ KOHTPOMb. YUMTbIBas, YTo
nauMeHTKa [OCTWUra B3pOCNOro Bo3pacTa, NiaHupy-
€TCS KOHCYIbTaLMA M’MHEKONora Ans peLueHnst Bonpoca
0 BO3MOXKHOCTW Hauana Tepanuu nporecTvHamun. Kpome
TOro, Tak Kak bepuHepT nepeHasHayeH Ans caMoOCTO-
ATENbHOrO WCMONb30BaHMUs, NnaHupyetcs obyueHue
MauMEHTKN TEXHUKE CaMOCTOSITeNIbHOrO BBELEHWA
npenapaTta. TakuMm obpasoM, [onrocpoyHas Tepanus
LOMXHa noabupaTbCs MHAMBMAYANbHO W PErynspHo
nepecMaTpuBaTbCs B 3aBUCUMOCTMU OT noTpebHocTen
naumeHTa.

MecTo TapreTHon Tepanuu nNpu nevYeHuu
OCJI0}KHEHUW NepBUYHbIX UMMYHOAEULUTOB

K.J1. PomaHoBa

'6Y3 «HayuyHo-uccrenoBatenbckuii MUHCTUTYT — KpaeBasi kiimHndeckas bornbHuua Nel um. npocp.
C.B. Ovarnosckoro» MuHncTepcTBa 34paBoOXpaHeHns KpacHoAapCKoro Kpas, KpacHonap

CIIOKHEHUSI NEePBUYHBIX UMMYHOOEULMUTOB
(MNO), B8 ToM uncne n obuien sapnabenbHON
HepocTaTouyHocT (OBWH) BKnouvaloT B cebs
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He TONIbKO MH(PEeKLMM, HO U CUMMTOMbI, CBSI3aHHbIe
¢ numdonponudepaunen U UMMYHHOW oucperynsa-
uven. lMNop HabnopeHneM Haxogunachb nauueHTka A.,



1992 r. p. OunarHos: NMNA. OBUH. 3abonesaHne MaHu-
hecTtnpoBano B Bo3pacTe 11 net MHMEKUMOHHbLIM
CUHLPOMOM: DYypPYHKYNes, 0CTEOMUENUT, NMUMAPafeHuT,
peuunausupyiowumii repnec. Aunarnos MU yctaHosneH
B 15 net B POKE ®IAQY BO PHUMY um. H.A. Mupo-
roea MuH3gpaBa Poccun. HasHaueHa 3aMecTuTenbHas
Tepanus BHYTPMBEHHbIM MMMYHOr0ByNMHOM, Ha dhoHe
KOTOpoWM cocTosHue ctabunuamposanock. C 2011 no
2015 r. 3aMecTUTeNbHYI0 Tepanuio No MECTY XUTeNbCTBA
nosyyana HeperynsapHo. B nione 2015 r. 3ameTuna noss-
neHvne onyxonesnpHoro obpa3osaHus B 1EBOM noape-
Bepbe, cTanu becnokonTb Bonu B 3TOM 0bnacTu. lNpu
obcnenoBaHWK BbISIBIEHbI CNieHOMeranus, nuMdane-
HOMaTWs BHYTPUOPIOLLHbIX NIMMADOY310B U CPELOCTEHMS,
NPU3HaKN rpaHyneMaTo3Ho-IMMQOLUNTAPHON UHTEp-
cTMumanbHon BonesHn nerkux, peakTMBauusa Bupyca
AnwreiH-bapp (B3B). KoHcynbTauus rematonora:
OaHHbIX 3a cMcTeMHoe 3aboneBaHue KPOBM He MONy-
4eHo. lMoKkasaHMi K NPOBELEHMNIO CMIIEHIKTOMUK HET.
Mocne pononHuTtensHoro obcnenosanus B PIBY «MHL
NHCTUTYT mMMyHonoruv» ®MBA Poccumn noctasneH
ovarHos: MNO: OBUH. MpaHynemaTtosHo-nuMdoumn-
TapHasa uHTepcTuuManbHasa BonesHb nerkux, ctapus
pemuccun. JlumdpapeHonatna cpepocteHns, 3abpiow-
MHHBIX ¥ LWeMHO-HaOKMOYMYHbIX IMMADATUYECKKX Y30B.
CnneHoMeranus. XpoHuueckasi BOb-uHdpekums, peak-
TuBauus. B KauecTBe TapreTHon Tepanuu HasHaueH
pUTYKCUMab, perynspHas 3aMecTuTenbHas Tepanus
BHYTPUBEHHBIMU UMMYHONoBynnuHamu. Jleyenne nposo-
OuMnocb B TeueHue 2 net. Ha dpoHe Tepanum oTMeua-
flacb MonoXuTenbHas OMHaMUKa MHTEPCTULMANBHOIO

npoLecca B JIerkux, yMeHbLUUNUCh pa3Mepbl CeSIe3eHKy,
nuMdaTuyeckux y3nos. BeegeHne putykcmumaba bbino
npekpaLleHo. Yepes 6 Mec nauMeHTKa cTana oTMeyaTb
nepuoanyecky Bo3HMKaloLLylo Bonb B 0bnacti nesoro
nogpebepbsi, UyBCTBO TAKeCTU. [1o pesynbTaTtaM npose-
AeHHoro obcnenoBaHWst BHOBb OTMEYanoch yBesiMyeHme
pasMepoB ceneseHkn. KomnbloTepHas ToMorpadums
OpraHoB rPyAHON KNeTkn — 6e3 MHAMAbTPaTUBHBIX U
0YaroBbIX M3MeHeHU. [TOBTOPHO KOHCYNbTUpPOBaHa B
®IrBY «'HU WNHcTuTyT uMmyHonorum»> ®MBA Poccuw,
HMWLL oukonorum uM. H.H. BrioxuHa. YuntbiBas aBneHus
CnyieHOMeranuu, MMeloLWwylca natonoruio BpoHxo-
NeroYyHow cucTeMbl, OTCYTCTBME NuMdionponunde-
paTUBHOIO Mnpouecca, PeKOMEHA0BaHO MPOLOSIKUTH
TapreTHylo Tepanuio puTykcuMabom Ha cboHe pery-
NAPHOW MHPY3NM BHYTPUBEHHOrO MMMYHOrnobynuHa.
B HacToflee BpemMsa NpoBOANUTCS NevyeHne ¢ ynoBneT-
BOPUTESTbHLIM KIIMHMKO-NTabopaTopHbIM 3hheKTOM.
YunTbiBasd aHaMHe3 nauuMeHTkuM A., KIIMHWYECKYIO
KapTWHY, MOXHO NPEeAMnoSoMUTb, YTO NPU OTCYTCTBUM
perynspHor 3aMecTUTENbHON Tepanun, HU3KOM KOHLLEH-
Tpauuun umMmyHornobynuHa G B nepudepmyeckon Kposu,
BO3MOKHO, BO3pacTaeT puck ocnoxHeHnnn OBUH. Mpu
pasBUTUU pPEaKTMBHOW runepnnasun BpoHxoaccoum-
MPOBAHHOW NUMAIOMIOHON TKaHU U NMMAOUIHON TKaHU
cefle3eHkn Tepanus puTykcumabom nosBonseT nopa-
BUTb NuMdponponudpepaumio u aBnseTca npodunak-
TMKOW nHeBModnbposa M MporpeccuBHOW noTepwu
PYHKUMM NIerKnX, NPUBOAUT K PErpPecCUn MMMYHHBbIX
OCITOXHEHWI, YNYULLEHWIO COCTOSHWS M Ka4eCTBa XU3HM
MaumneHTOB.

MpuMeHeHUe NocTTPaHCNNIAaHTALUOHHOIO
uuknocpocchamMmuaa npu ransionaeHTUUHOM
TPaHCMNIaHTaLUUu reMono3TUYEeCKNUX CTBOJIOBbIX
KNeTOK Y NauMueHTOB C TAKesIoM KOMOUHUPOBAHHOM
UMMYHHOMW HepoCcTaTOYHOCTbIO. OnbIT PoccMncKom
AETCKOMN KSIMHUYECKOWU BOoNbHULbI

E.B. CkopoboraTosa, E.b. MauHesa, E.A. lpuctaHckosa, B.B. KoHcTaHTMHOBa, A.E. Byps,
J1.B. OnbxoBa, A.B. Me3eHLeBa, A.A. CeeTaueBa, 0.J1. bnaroHpasoga, [0.B. Hukonaesa,

0.A. dunuHa

Poccuiickas netckas KnmHudeckas 6onbHula OFAOY BO «Poccusickuii HaumoHasmbHbINM UccriefoBaTeibCKui
MeauumHekuid yHusepenteT uM. H.W. [uporosa» MuHsnpasa Poccumn, MockBa

MbIT MCMNOMb30BaHMA MOCTTPaHCMNNAHTALNOH-
Horo uuknodochamuaa (LUP) B KoHTekcTe
ranfonaeHTUYHOW TpaHCnaaHTaunm remMono-

3TWYECKMX CTBOMOBbIX KNeToKk (TFCK) y nauneHToB ¢

TSKENON KOMBMHMPOBaAHHOW MMMYHHON HEQOCTaTOYHO-

ctbio (TKMH) B HacToslLLee BpeMs orpaHuyeH. B uernom
HecMoTps Ha ynoBneTsoputenbHble pesynbtathl TTCK ¢
annapaTHoOW fenneuuen B HawweM LleHTpe, korna meton
nokasan cBol 3hHEKTUBHOCTb, MOCME ero npume-
HEHUS OTMEeYeHbl ONIUTeNbHbIE CPOKU roCnMUTanmn3aumum
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