MoHoTepanua BBUI bBbina HeaddpekTBHON B
rpynne sropuuHoro C®3 8 50% (5/10) crnyyaes. B
rpynne nepsuuHoro CP3 2 naumeHTa MMenu OTBET Ha
BBUI™ (npu n3onuposanHoit UTM).

He otBeTunu Ha kombBuraumio N'KC n BBUI™ 7% naum-
€HTOB C BTOpMYHbIM CDI (1/14 naumenTos); 21,4%
(3/14) okazanuck 3asucuMbl oT TKC v oteeTunn 71,4%
(10/14). B rpynne nepauyuHoro C®J oteetunun 75% (6/8
naumMeHTos).

3hheKTMBHOCTb NEPBUYHON Tepanuu okasanachb
HEeCKOIbKO Bbile B rpynne nepsuuyHoro C®3, coot-
BETCTBEHHO, MEHbLLEe YMCIO MauneHToB noTpebosanm
Tepanuu nocnepylowmx uHuit (75%), npy BTOpUUYHOM
CP3 - 94%.

lMocnepytoLLian Tepanus Yallle BCEro BKITIOYara puTyK-
cvMab (adhdheKTMBHOCTb B rpynne BTOPUYHOMO W MepBuY-
Horo C®3 coctaeuna 75%), MMKodeHonata ModheTus
(MM®) (adpcbekTnBHOCTL B rpynne BTOpuuHOro CHI
coctaBuna 90,9%, B rpynne nepsuuyHoro CO3J nonHbIi
oTBeT cocTaeun 75% u 25% — YaCTUUHbINA), CUPONUMYC
(achbdpekTnBHOCTE 80%, Momyyanu TOMbKO MaLMeHTbl ¢
BTOpUUHBIM CPJ). TakKe NPUMEHSANMUCH LIMKIIOCTOPHH A
(naumeHTbI ¢ BTOPUYHLIM CD3I He OTBETUMM, C NMEPBUYHBIM
Cd3 otBetrnm 50%), aroHMCThI peLienTopa TPOMBOMN03THHA
(otBeTMN 1 NaumeHT ¢ BTOPUUHBIM CDI 1 1 — C NepBUUHBbIM
CPJ), asatronpuH (2 U3 3 naumeHToB C BTOpUUHbIM CHI
He oTBeTwunu). Ha Tepanuio umMknodocdaMmaoM, aaHa-
3010M U NpoLenypy nnasMadpepesa He OTBETUN HU OAWH
naumeHT. CnneHaKToMMs nokasana ahdeKTMBHOCTb y 1 13
3 NaumeHToB ¢ BTOPUYHbIM CD3.

YacTb nauMeHTOB Monyyanm KOMOMHMPOBAHHYIO
Tepanuio. Haunyuwine pesynbTaTbl Nokasana koMbu-
Haums putykcumab u MM® (89% c BTopuYHbIM CDI 1
100% (n = 2) ¢ nepeuuHbIM CDI oTBeTUnM). B rpynne
BTOpUUHOro CD3I Takske adhheKkTMBHO ncnonb3oBanach
KOMBUHaumMa puTykcumab u cuponumyc (4 (80%) us
5 nauveHToB 0TBETUNM).

Ha ocHOBaHWWM NpPOBEAEHHOr0 aHaaM3a MOXHO
coenatb BbiBogbl. 1. CPI vawle pebioTupyeT ¢ U30Mpo-
BaHHOM uuToneHun (UTM unm AUTCA). 2. IMMyHHas HeltTpo-
MeHWs1 pa3BMBaETCA B OCHOBHOM Mpuy BTOpUYHOM C®DJ. 3.
Okono 70% cnyuyaeB CO3I sBNSIOTCA BTOPUYHBIMU, T. €.
“MeeTCsi Mpeapacnosfiaralolnii UMMYHHbIA OedeKT K
MUAC, kak atnonorust BTopnyHoro CA3. 4. MaumeHTtam
c oTpuuaTtenbHon npobor Kymbca ctouT BKNouaTb B
ondbdepeHUmanbHylo AMarHOCTUKY BposkaeHHyo TTII.
5. He otMmeueHo npeobnapaHve no nony cpenu obenx
rpynn nauueHToB ¢ CO3, ogHako OebioT Npu BTOPUYHOM
C®3 HabniopaeTcs B Boree paHHeM BO3pacTe, HeKenu
npv nepeuyHoM CP3. 6. OTMeyeHa HU3KasA apdreKTmB-
HocTb nepsuyHoi Tepanun MKC n BBUI npu CP3. 7.
Haunyuwyio 3ddeKkTMBHOCTb Nokasana KombuHaums
npenapaTtoB puTykcuMab n MM®, uto MokeT bbITb Npen-
NOMKEHO B KaYeCTBE BTOPOM JIMHUM Tepanum Ans NaLMeHToB
c CPa.

TaknuM obpasom, CP3 npencrtasnset coboit He
NPOCTO COYeTaHWe UMMYHHbIX LMTOMEHWUA, @ CUMNTOM
CINOXHOI0 COCTOAHUA, fehekTa MMMYHHOM CUCTEMBI C
oucperynsauuein. Mouck nopgneskawero MNUAC npu CH3
BaskeH A1 Bblbopa TaKTUKM BELEHUS NaLMEHTA.

BeneHue HacneacTBeHHOr0 aHrMOOTEKA
Y B3pOCJI0ro NauueHTa: KNMHUYECKUHU Criyyai

T.B. Natbiwesa, WN.A. MaHTO

@IBY «[ocynapCTBeHHbIN HayYHbIN LEeHTP <«MIHCTUTYT ummyHonorum» ®MBA, Mocksa

acnencTeeHHblit aHrnootek (HAQ) ¢ necouumtom

C1-uHrubutopa (C1-WHI) — oueHb peakoe 3abore-

BaHue. OCHOBHble KNMHUYeckue cuMnToMbl HAO —
37O peumansmpyloLLMe aHrooTekn (AQ) pasnnuHoil noka-
nmsaumm (nepudpepudeckme AO, abooMuHanbHble ataku, AQ
BEPXHWX AbIXaTenbHbIX NyTelt), KoTopble MOryT BbiTb OYeHb
BonesHeHHbIMW, MPMBOAWTL K BPEMEHHON yTpaTe TPyRo-
CNocoBHOCTM M paxke K feTanbHOMY UCXO0AY. «30/10TbIM
cTaHaapTom» guarHocTuku HAO sBnsieTca oBykpaTHoe
uccnenosaHve yposHsa C1-UHI™ n ero doyHKUMOHanNbHOMN
aKTVMBHOCTM C MHTEPBArOM He MeHee YeM B 1 Mec. Xapak-
TepHo CHueHune yposHa C1-WHI u/unu ero doyHKumo-
HarnbHOW aKTMBHOCTU MeHee YeM Ha 50% ot Hopmbl. AO
npv HAO He KynupyloTCA CTaHOapTHbIMW MpenapaTamu

(cucTemHble rniokokopTukocTepounabl (CFKC) u aHTuru-
CTaMUHHbLIMU Mpenapatamu). B ocHoBe Wx Tepanuu neskar
3 OCHOBHbIX HaMpaBEHUS: QONTOCPOYHasA MPOIMIIAKTUKA,
KpaTKOCpPOYHasa MpodouiakTMKa, KynupoBaHWe OTEKOB.
JonrocpoyHas npodhmnakTMka npepnofiaraet NocTo-
SIHHOe MpuMeHeHve npenapaTos. Ee ocHoBHas 3apauva
— YMEHbLUMTb YaCcTOTY M MHTEHCMBHOCTb aTak U MUHW-
MWU3NpOoBaTb BrMsiHWE 3abofieBaHMs Ha KW3Hb Nauu-
eHTa. B HacTosLee BpeMs B Poccuu Ana onNrocpoyHon
NpohMNaKkTMKM LOCTYNHbI AaHa30Jl, TpaHeKcamoBas
KucnoTa, nporecTtuHbl, uHrubutop Cl-acTtepassl
yeroBekxa.

B cBoel KMMHNYECKOW MPaKTUKe Mbl CTaSIKMBaeMCs
c HeobxoamMmocTbio nogbopa npenapatos AMS AONMO-
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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
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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.,



