YK 616.8-009.863-056.7-039.5:616.511-053.37-07-085

BAPUAHT TAKEJIOI'O HEKOHTPOJIMPYEMOI'O TEYEHUA
HACJIEACTBEHHOI'O AHTHOOTEKA Y PEBEHKA C TPOABJEHUAMUA
MAPIUHAJIBHOM SPUTEMBI

Bacuabesa M.M.'?, Illeaxanosa T.3.%, Tapacesuu B.10.!

IKTBOY JIIO Hucmumym noeviuienus Kéamupurayuu cneyuanucmos sopasooxpamnenus M3 Xabapoeckozo xpas,
Xabaposck, e-mail: mmv08@inbox.ru;

2KT'BY3 Kpaesas xnunuueckas 6orvnuya Ne 1 um. npogpeccopa C.H. Cepzeesa, Xabaposck;

SKI'BY3 Jlemckas kpaesas knunuueckas 6oavnuya um. A.K. ITuomposuua, Xabaposck

HacieacrBeHHbIH aHIHOOTEK OTHOCHTCS K  Op(paHHbIM  3a00/1eBAHUSIM M SIBJISETCH  INEPBUYHBIM
uMMyHodepuuuTOM 0e3 HMH(PEeKUUOHHBIX MNPOSABJIEHMIl, B OCHOBE KOTOPOI0 JIGKHT TIeHeTHYecKasi
npeapacnoiokeHHocTb. OqHako, o0pamas BHUMAaHMe HA CeMelHblil aHaMHe3, He00X0AMMO YYUTHIBATh, YTO B
20-25% cay4yaeB BO3MOKHA BHOBb BO3HUKIIAsi MyTallisi B reHe, YTO He HCKJII0OYAaeT JaHHBIA AuarHo3. B
narorese3e 3a00JIeBAHHUSA JIEHKUT eeKT CHCTEeMbl KOMILIEeMEHTA: Je(UIUT WIN/U CHUKeHHe (PYHKIMOHATBHOMH
akTuBHOcTH C1-unruduropa (C1-UHI'). HaciiencTBenHblii anrnoorex onuca 6osee 100 jer nazag W. Osler, Tem
He MeHee, 0TMeYaeTcsl THNOAUATHOCTHKA JaHHOMH NMATOJIOTHH, YTO CBSI3AHO C HU3KOii 0CBeIOMJICHHOCThIO Bpavei
Pa3JHYHBIX CHENUAJBHOCTEH O JAHHOH NMATOJOrHMM, ¢Ja00il JOCTYNHOCTHIO M 0CO0OEHHOCTAMH J1a00opaTOpPHOii
auaroctuku. Ilo naHHBIM JIUTEpPaTypBbI, 3aep:KKa B nocTaHoBKe AuarHo3a HAO cocrasasier B cpeanem 8,5 roga
oT 1e010Ta 3200/1eBaHUs B CBSI3U C OTCYTCTBHEM cllelM(prUeckMX CMMIITOMOB. Bo BceM Mupe 1aHHas naToJ10rus
AKTHBHO M3Y4aeTcsl, YTO NPHBEJI0 K HOBOMY NOHMMAHMIO NAaTOreHeTnyeckux ocodennocreii HAO, n3menennio
KJIaccupuKanum 00J1e3HU, BbIIEJIEHUIO B OT/IeJIbHYI0 rpyniy 00JibHbIX 0e3 aeguuura C1-mHruOuTOpa U B CBA3HM
C 3THM - K H3MEHEHHMI0O MOJAX0J0B K JEeYEeHHI0O [JAHHOH KaTeropuu mnanueHToB. C MOsIBJIEHHEM HOBBIX
JIEKAPCTBEHHBIX NPenapaToB MEHATCH MOAX0AbI K JA0JrocpoyHoii npodpuiaktuke y 0oabHbix HAO. B crarbe
paccMOTpeHbl TPYAHOCTH B AHATHOCTMKE M JeYeHHH HACJIeJICTBEHHOI0 AHIMOOTeKa, NMPOAHAJIM3UPOBAHBI
NPUYMHBI MO3Hell IUATHOCTHKM [JAaHHOH NaToJOrMH HAa IpHMepe KOHKPETHOI0 O00JbHOI0, 00CY:KIeHbI
BO3MOKHOCTH IePCIIeKTUBHOIO JeYeHHUsl B cly4dae Tskeaoro reuenns HAO.

KmtoueBbie crioBa: HacnencTBeHHbIH aHruootek, HAOQO, wmaprunanbhHas sputema, Cl-uHrHOUTOp, aHTHOOTEK,
KpanuBHUIIA.
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Hereditary angioedema refers to orphan diseases and is a primary immunodeficiency without infectious
manifestations, which is based on a genetic predisposition. However, paying attention to the family history, it
should be borne in mind that in 20-25% of cases, a new mutation in the gene is possible, which does not exclude
this diagnosis. The pathogenesis of the disease is a defect in the complement system: a deficiency or / and a decrease
in the functional activity of the C1-inhibitor (C1-INH). Hereditary angioedema was described more than 100 years
ago by W. Osler; nevertheless, underdiagnosis of this pathology is noted, which is associated with the low
awareness of doctors of various specialties about this pathology, the availability and features of laboratory
diagnostics. According to the literature, the delay in the diagnosis of HAE is on average 8.5 years from the onset
of the disease, due to the absence of specific symptoms. This pathology is being actively studied all over the world,
which has led to a new understanding of the pathogenetic features of HAE, a change in the classification of the
disease, the allocation of a separate group of patients without C1-inhibitor deficiency, and, in this regard, a change
in approaches to the treatment of this category of patients. With the advent of new drugs, approaches to long-term
prophylaxis in patients with HAE are changing. The article discusses the difficulties in the diagnosis and treatment
of hereditary angioedema, analyzes the reasons for the late diagnosis of this pathology on the example of a specific
patient, discusses the possibilities of prospective treatment in the case of a severe course of HAE.

Keywords: hereditary angioedema, HAE, marginal erythema, C1 inhibitor, angioedema, urticarial.



HacnencTBeHHBIN aHTHOOTEK OTHOCHUTCS K peakuM (opdaHHBIM) 3a00JICBaHUSAM U SIBIISCTCS
MEePBUYHBIM HUMMYHOAepHUIMTOM 0e3 MH(PEKIUOHHBIX TMPOSBICHHI, B OCHOBE KOTOPOTO JIEKHUT
TeHETUYECKasi TPEPacloNioKeHHOCTh. OaHako, oOpaimias BHUMAaHUE Ha CEMEWHBIM aHaMHE3,
HE0OXOJIMMO YUYHUTHIBATh, UTO B 20-25% ciiydaeB BO3MOKHA BHOBb BO3HUKILAS MyTallUs B I'€HE, YTO
HE MCKJIIOYaeT IaHHBIN quarHo3. B matorenese 3a0osaeBaHus JEKUT AEPEKT CUCTEMbI KOMIUIEMEHTA!
NeUIIT WiIn/u CHIKeHne QyHKuoHanbHON akTuBHOCTH Cl-uaruduropa (C1-UHTI), cnencrBuem
4ero Mocje OMPENeICHHOrO KacKala pPeakiuil SBISETCs YCWICHHOE oOpa3oBaHUE OpaJMKWHUHA,
MPUBOJIALIECE K YBEIHMUEHHUIO COCYIUCTON IPOHUIIAEMOCTH 00paTuMoro xapakrepa [1].

HacnencrBennsiii anruoorex omnucad Oonee 100 ner masam W. Osler, TeM He MeHee
OTMEYAeTCsl TUIOJUArHOCTUKA JAHHOW IMATOJOTHHU, YTO CBSI3aHO C HU3KOM OCBEIOMIIEHHOCTHIO
Bpauell pa3IMyYHBIX CHEIHAIBLHOCTEH O JaHHOM 3a00JIeBaHWU, OCOOCHHOCTSIMH JIaOOpaTOpPHON
nuarHocTuku. [lo maHHBIM JUTEpaTyphl, 3aepkKa B moctaHoBke auarHo3a HAO cocraBnsier B
cpenHeM 8,5 roja ot aebroTa 3a001€BaHus B CBSI3H C OTCYTCTBHEM CIIEIU(PUISCKAX CUMITTOMOB [2].

CymiecTBYIOT OIpeAelieHHbIe TPYyAHOCTH B auarHoctuke HAO, B ToM uucie u y aerei:
CpeIHMII BO3pacT MpH IOCTAHOBKE JIMarHO3a HACIEIACTBEHHOIO AaHTHOOTeKa y 25 1eTen,
o6caemoBanubix B CIIA, ¢ nonoxureabHeiM 10 HAO cemelHBIM aHAMHE30M COCTaBUII 7,2 roja.
Cpennuii Bo3pact kK MOMEHTY aAuarHoctuku y aeteil ¢ HAO B bpasunuu cocraBun 8,3+5 ner, npu
ToM Y 94% cpenu o0cieyeMbIX UMEIMCh CHMIITOMBI 3a00J1eBanus (manueHTsl 1o 18 net) [2].

KitoueBbiMM ~ KIMHUYECKUMH  TPOSIBICHUSIMH  JAHHOM  TMATOJOTUU  SIBJISIFOTCS
PELUAUBHUPYIOIINE OTEKU TTYOOKHX CIIO€B KOXKH M CIIM3UCTBHIX 000JI0UEK PA3IIUYHON JIOKATH3AIIH.
JITUTenbHOCTh TAaKUX OTEKOB BapuadenbHa - oT 3-5 gHeit g0 10 cytok. OTeku MOTyT MPOXOAMTH
CaMOCTOSITENIbHO. XapaKTepHOM OCOOEHHOCTBIO OTEKOB SIBISIETCA OTCYTCTBHE dS(deKkra oT
MIPUMEHEHHUS Y TIAIIUEeHTa aHTUTUCTAMUHHBIX TIPENapaToB, IITIOKOKOPTHKOCTEPOUIOB U dTTHHE(pUHA.
B penkux ciydasx BO3MOXKHO CaMOCTOSITENBHOE paspelieHne oTeka Ha (OHE NPUMEHEHUs
AQHTUTMCTAMUHHBIX MPENapaTOB WU TIIOKOKOPTUKOCTEPOMIOB, UTO 33JI€PKUBAET IMOCTAHOBKY
muargos3a HAO.

JIMUTEeNbHOCTh HHTEPBAJIOB MEXKY OOOCTPEHHUSIMHU TOXKE BaprualeIbHa U MOXKET U3MEHSATHCS
y moboro manueHta. OO0CTpeHHI0 3a00JIeBaHUS MOTYT CIOCOOCTBOBATH TPUTITEPHBIE (PAKTOPHI,
Tak)Xe OTeKH MOTYT BO3HUKATh M HE3aBUCUMO OT KaKuX-TnO0 Bo3aeicTBHii [3].

[Tpu nuddepennmanbHON AMATHOCTUKE OTEKOB CJENYEeT YYMTHIBATH UX OCOOEHHOCTH Y
6ompHBIX ¢ HAO - oTCcyTCTBHE WM3MEHEHHWsS OKPACKM KOKM HaJ OTEKOM, IMOBBIIMICHUS MECTHOU
TEMIEPaTyphl HaJl HUM; KOKHBIH 3y TakKe HeCTeIU(PUICH ISl HACIEICTBEHHBIX aHTHOOTEKOB.

B nuteparype ommcaHbl pekve KIMHUYECKHE MPOSIBICHUS 3a00JIeBaHUS: MHTEHCUBHBIC
TOJIOBHBIE 00JIM, HE YYBCTBUTEIBHBIE K JIEWCTBHUIO AHAIbI€TUKOB; CUJIbHBIE 00JIM U 3aTPyTHEHUE TIPH

MOYEHCITYCKaHWHU, OTEKH MBIIIIII, CYyCTaBOB, 00JIh B 00JIaCTH MHUIIIEBOAA, TPYAHOM KIeTKH [1].



B psine ciyuaeB onucaHbl Tak Ha3bIBa€Mble MPEIBECTHUKH OTEKOB: cIa0OCTh, MAPECTE3NH,
Jenpeccus, OLIYIIEHHE YTONIIEHUS KOXXKM, MapruHajlbHas spuTemMa. MapruHanbHas 3SpUTEMa
MPEJCTaBISET COO0M KOXKHBIN CHHIPOM: BBICHIIIAHUS PO30BO-KPACHOTO IIBETA, HE BO3BHIIIAIOIINECS
HaJl KOXKeH, B OTJIMYUE OT KPAIMBHUIIBI, 0€3 3y/1a U HIeaylIeHus. BpIchlnanus npoxoasaT 6ecciieqHo
B T€YEHHUE HECKOJIBKUX YacOB WU 2 CYTOK. B onpeaeneHHbIX ciaydasx MapruHaibHas SpUTeMa MOXKET
OBITH CAMOCTOSITETTLHBIM IPOSIBIICHHUEM 3a00eBaHus [1].

Knunnueckue mnpossienus HAO y nereil Takke XapaKTepU3yHOTCS PELMIAMBUPYIOIIUMU
OTEKaMH PA3JINYHOM JIOKAJIN3aluK, HE COIPOBOXKAAIOTCS 3y/0M; IIPU OTCYTCTBUHU JICUEHUS OTEKU
MOTYT COXPAHATHCS B TEUEHUE HECKOJIBKUX JHEH, a 3aTeM CIIOHTaHHO KyNMUpoBaThCsl. OTEKU MOTYT
BO3HHUKATh B JIIOOOM Bo3pacTe nocie poxaeHusi. CoodiaeMblii BO3pacT Havyaja OTEKOB KoJiebercs
ot 4,4 no 18 neT co cpeAHMM BO3pacTOM IEepBOro npuctyna B Bozpacre 10 ner. Pannee nosipiienue
CHUMIITOMOB MOJKET OIpeNeNiaTh Oojiee TsDKeIoe Mocienyroliee TeueHue 3aboneBaHus. Y aerei
OOJIBIIMHCTBO HPUCTYIOB MPOMCXOJUT O€3 YeTKO orpelesieHHoro Tpurrepa. IloakoxHbIH cioi
BEPXHUX WJIM HIKHUX KOHEUHOCTEW SIBJIIETCS CaMbIM PaHHUM M Haubosiee pacnpoCTpaHEHHBIM
MECTOM JIOKQJIM3AIlMK aHTHOO0TeKa y AeTeit [2].

V nereit ¢ HAO B ciiyyae BO3HUKHOBEHMS OTE€KA CTEHKHU KUIIIEYHUKA BO3HUKAIOT CBSI3aHHbIE
C HUM CHMITOMBI KOJMKOOOpasHbIX OoJyieil B »KMBOTE, TOIIHOTA, PBOTa WU Juapesi; TpeOyercs
muddepeHaibHas IUarHOCTUKA C JPYTMMH COCTOSIHHSIMH, TaK KaK 3TH CHMIITOMBI 4YacTo
BCTPEYAIOTCS B AETCKOW MOMYIISILIUH.

OTek ropranu, Kak IpaBuio, BOZHUKAET B Bo3pacte 11-45 set, cpeHuii BO3pacT cocTaBIseT
26 net. CaMmblif paHHUI OTE€K TOpPTaHU OBLJI 3apErUCTPUPOBaH y peOeHKa B Bo3pacte 3 JieT. Y neTeil B
42-58% cirydaeB BCTPEUAIOTCS TPOJAPOMAIBHBIC CHUHAPOMBI, BKIIFOYAs MApTHHAIBHYIO 3PUTEMY.
KoxHble mopaxxeHusl ¢ ONpe/eIEHHbIM BHEIIHUM BUJIOM MOT'YT HAlIOMUHATh KO>KHBIN CHUHJIPOM IIPU
BUPYCHBIX M OaKTepHaJIbHbIX MH(MEKUUAX, AYyTOUMMYHHBIX 3a00JI€BaHUSX, IEPUOANYECKOM
JIMXOPAJOYHOM CHHAPOME. B HEKOTOPBIX Cilydasix ChIIIb MOXKET HAIIOMUHATh KPAIIMBHUILY. Y TaKUX
nanueHToB Bepudukanus auarnoza HAO npoxoaut ponsie [2].

JlaboparopHble UccieA0BaHNs HEOOXOAUMBI JJIs TOATBEPIKACHUS NI UCKITFOYEHUS TMarHo3a
HAO. CxpvHHMHIOBBIM TECTOM, HMEIOIIMM YyBCTBUTEIBHOCTE OT 81% no 96%, saBusercd
omnpenenenue ypoHs C4, onHako B peakux ciydasx C4 MoxxeT ObITh HOpMaJIbHBIM MEXKIY aTaKaMu.
UccnenoBanmne ypoBHsi aHtureHa Cl-uHrubutopa um ypoBHA (GyHKIMOHaidbHOW akTuBHOCTH Cl-
MHTHOUTOpa HEOOXOIMMO /JIsi OKOHYATEIHHOTO MOATBEPKACHUS WK HCKIoueHus nuarnoza HAO.
CHuxenue ypoBHA M (yHKIMOHaNbHOU akTuBHOCTU Cl-mHruburopa xapakrtepHo ansi HAO 1-ro
tuna (<50% oT HOpMBI), TOTAa KaK CHHXKEHHE TOJIbKO (yHKIMOHaNbHOW akTuBHOCTH Cl-
unruouropa (<50% ot Hopmsl) - st HAO 2-ro tuma.

V nereit uccnenoBanus ypoBHsi C4-KOMIIOHEHTa KOMITJIEMEHTA, YPOBHS U (PYHKIIMOHAIbHOM

akTuBHOCTH C1-uHrnOuTOpa pekoMeHayeTcsl MPOBOIUTh B Bo3pacTte cTapuie 1 rozaa.



B psine ciiydaeB BO3MOKHO MPOBEICHUE TEHETUUECKOTO HcciienoBanus [4, 5].

B ctygae nonteepxkaenus nuaraoza HAO HeoOX0aUMO ONpeeuThCs C IEUeOHOM TAaKTUKON
y KaXJI0r0 KOHKpeTHOro nanuenta. OCHOBHOM nmoaxoa K ¢apmakosioruueckoi momouu npu HAO
BKJIIOYaeT B cebs 4 mnpuHnuna: 3¢(eKTUBHbIE pEHIeHUS MpPH HEOTIOKHOM MOMOIIM «I10
TpeOOBaHUIO», paHHEE JIEYEHHE IS MPEJOTBPAIICHUs] Pa3BUTHUS MPUCTYIA, JICUCHUE MPHUCTYIOB
HE3aBUCHUMO OT MECTa JIOKAJIM3AalUUU W BKIIOYCHHE JOJTOCPOYHOW MPOPHUIAKTHKHA HA OCHOBE
KOHCEHCYyca Bpaua W MaIMeHTa. 3a MOoCcJeIHUe TOJbl MOAXO0Abl K JOJITOCPOYHON MpodUIaKTHKE Y
nanueHToB ¢ HAO u3mMeHmIuch 3a cueT MOosSBIICHUS HOBBIX METOJIOB JICUEHUS, UMEIOIINX OOJIbIIYIO
3¢ (HeKTUBHOCTB, OE30MACHOCTD U JIETKOCTh B IPUMEHEHUU JUISI CAMOCTOSATEIHHOIO HCIIOIb30BAHMUS.
[TpunsTHE pemeHus 0 JOArOCPOYHON MPOPHUIAKTHKE OCHOBBIBACTCS HA €€ LEJIecO00pa3HOCTH s
Ka)KJJ0T0 KOHKPETHOTO nanueHTa. [Ipu 3ToM 10JIKHBI YYUTHIBATHCS 4acTOTa aTak, TSKECTb OTEKOB,
COIyTCTBYIOIIME 32a00JI€BaHUsL, TOCTYI K HEOTIIOKHOM MOMOIIH, Ka4eCTBO KU3HU NaluenTa [ 1, 2, 6].

Bo Bcem mupe aHHasi MaToyIoTus aKTUBHO M3YYaeTCsl, YTO MPUBETIO K HOBOMY MOHUMAHUIO
natoreneTnueckux ocobennocreir HAO, m3meHeHuto kinaccupukanuu OOJIE3HU, BBIJCICHUIO B
OTIENBbHYIO TpymIry O00nbHBIX 0e3 nedurnura Cl-HHrHOUTOpAa U B CBSI3M C 3THM - K U3MCHCHUIO
MOAXOJIOB K JICYCHUIO JAHHOW KaTeropuu manueHToB. C MOSBIECHHUEM HOBBIX JIEKAPCTBEHHBIX
MpernapaToB MEHAIOTCS MOAXO/bI K I0ITOCPOUHOi npodunaktruke y 6onpHbx HAO.

K HOBBIM JI€KapCTBEHHBIM IIpemnaparaM, 3aperuCTPUPOBAHHBIM HeNaBHO B Pocculickon
denepanuu A TOITOCPOUHON TpoduaakTuky y manueHtoB ¢ HAO crapme 12 nmet, oTHOCUTCS
naHaznenymalb (Tak3aiipo) - 4eloBe4YeCKOe MOHOKJIOHAJIBHOE aHTHTENO, UHTUOUTOpP KaJTMKpPEHHA
IJ1a3MBl.

CornacHo pekoMeHAauusiM MenuuuHcKkoro koHcynbraTuBHOro copera CIIA mo jeueHuto
HacyencTBeHHOro anrnooreka (2020 r.), nanagenymad OTHOCUTCS K IpenapaTam MepBOi IMHUM AJIs
J0ArocpoyHor mnpoduimakTuk y OonpHeIXx ¢ HAO. B Xone mnpoBeaeHHBIX KIMHHUYECKUX
UCClieIoBaHU B TedeHue 2,5 neT ObUIM MoKa3aHbl 3(PQPEKTHMBHOCTh U 0E30MacCHOCTh JIaHHOIO
npemnapara Juist foiarocpounoit npodunaktuku. B 11 ¢aze uccnenoranmst HELP OLE mokasano, uto
nananenymad B 1o3e 150 mr kaxkpie 4 Henenu, 300 mr kaxasie 4 Hegenu u 300 Mr KakIple 2 Heenn
3HAYUTENIBHO YMEHBIIIWII YaCTOTY IIPUCTYIIOB y AILIUEHTOB, IIPU 3TOM CaMasl BBICOKAsl 103a SIBJIAETCS
HauOonee HS(PPeKTUBHOM (CHM)KEHHME KOJMYecTBa MpHCTynoB Ha 86,9%). OCHOBHBIMHU
HEeXKeJlaTeJIbHBIMU peaklusIMU Ha (oHEe MpUMEHEHUs JaHajenymala sBISJINCh pEeakllMd B MECTe
BBEJIEHUS MTpernapaTa Win rooBokpyxenue. PekomennoBannas FDA nauanbpHas 1o03a nanagenyma0a
cocraBmseT 300 mr kaxasie 2 Henenu. MaTepBan qo3upoBanus - 300 Mr kakasie 4 HEEIH - MOXKET
OBITh PAaCCMOTpPEH uepe3 6 MECSIEB ISl XOPOIIO KOHTPOIMPYEMBIX MaeHTOB (0e3 mpucTymnoB) [4].

[enb uccnenoBaHus: aHAIN3 KIMHUYECKOT O Cy4asi MO3JHEH AMarHOCTUKH HACJI€CTBEHHOTO

AHI'HO0TCKa Yy pe6eHKa C MaHI/I(I)eCTHI)IMI/I CUMIITOMaMH B BHJIE MapFHHaHBHOﬁ OPUTEMBI JJIA



YIIy4IlIEeHUs! TUarHOCTUKYU JaHHOM naTosioruu. JlaHHoe Ha0toieHne IEMOHCTPUPYET CII0KHOCTH Kak
B PaHHEMN JUArHOCTUKE, TAK U B JICUCHUHU ITOM PEIKOM MAaTOJIOTHUH.

Martepuanbl MW  MeTOAbI HCCJIEIOBAHMSA: IPOBEACH PETPOCIEKTUBHBIN  aHaIu3
KIIMHUYECKOro ciyyas (aHaMHECTUYECKHX JaHHBIX, PE3Yy/lIbTaTOB KIMHUYECKOIO 0O0CIEeIO0BaHUSA,
71a60PaTOPHBIX METO/I0B HCCIIEAOBAHNSA) TSHKEJIOT0 TEYSHHS HACTIEICTBEHHOTO aHTHOOTEKA.

Pe3yabTaThl HCC/IEI0BAHNUS H UX 00CY:KIEeHUE

[MTanment A., 2001 r. poxaeHus, ¢ 2-J€THEro BoO3pacTa HaOMOAANICA y TNeauarpa,
aJJIeproyiora-MMMYHOJIOTa € )kajo0aMu Ha nepudepuyecKkue OTeKU pa3iInyHbIX yacTel Tena (Juua,
IIeW, BEPXHUX U HIDKHHUX KOHEYHOCTEW, TYJOBHMINA), OOMU B KMBOTE PA3HON CTENEHU TSAKECTH,
KO>KHBIE BBICHIIIAHUS, TEHEPATTM30BAHHBIC TI0 BCEMY TEIIY, COITPOBOXKIAIONINECS YYBCTBOM KEHUS,
MHOTJA - 3yI0M.

W3 anamuesa: peOEHOK OT TpeTheil bepeMeHHOoCTH, poTekasiieil Ha gone OPBU B nepoit
MOJIOBUHE OepeMeHHOCTH y 36-JeTHeW >KEHIIMHBI, aHeMUU |- cTeneHu BO BTOPOM MOJOBHHE
O6epemenHOCTH. Ponbl BTOpBIE CpPOYHBIE, MATOJIOTHYECKHE, IyTEM ONepalli KecapeBa CEYCHHsI.
Macca Tenma mnpu poxacHun pebenka 3420 r, mmHa Tenma 55 oM. M3 mepeHeceHHBIX
3aboneBanuii - yacteie OPBU, ocTpblil 00CTpYKTUBHBIN OPOHXUT € MEPBOTO TOjia )KU3HU, BETPSIHAS
ocra.

W3 anamuesa 60sie3Hn

B 1 rog 6 mecsmeB MampuuK —0OCJeIOBajCs IO TMOBOAY OTeKa B 00JAacTH JIEBOTO
TOJICHOCTOMHOTO cycTaBa. C 3TOro BpeMEHHU U IO IOCTHKEHUU 7-8 JIeT - eXKeroHble roCIu T3l
70 5 pa3 B roj 1o MOBOAY PEUMAUBUPYIOLIEH KpamUBHUIBI (KOXKHBIM CUHIPOM OINMCHIBANICA KaK
OOUJTbHBIE BBICBHITAHUS B BUC BOJIJIBIPEH pa3IMUHON BETWYUHBI U (DOPMBI, BO3BBIMIAIOIMIMXCS HAJI
YPOBHEM KOXH, C SIPKOM OTEUHON DSPUTEMOM, COMPOBONKIAIOIICHCS MKKEHUEM U 3YIOM),
nepudeprudeckux aHruootrekoB. OmgHokpaTHas rocnurtanu3anus PAO mo moBojy oTeka TOpTaHH.
[IepBbie 3-4 roga peuuIMBbI aHTHOOTEKOB CBSI3bIBAJIM C IIOIPEIIHOCTHIO B quete. [lomydan neuenue:
3UpTEK, KETOTHU(EH, py3aM, 3pHYC, TIIOKOKOpPTHKOcTepoupl. Co CIOB MaTepH, MOCie BBEACHUS
AQHTUTUCTAMUHHBIX TIPEMapaToB M TIIIOKOKOPTUKOCTEPOHUIOB JUISI KYMHUPOBAHMS AHTHOOTEKOB
OTMeYaJach MOJIOKUTENbHAS AUHAMUKA - pa3pelIeHNe OTeKa.

[Tpu nabGoparopHoM uccienoBanuu: oOumii ummyHornoOynuH E - 2500 ME/mn (N no 70
ME/mn), cnentuduaeckue 1G E (suunbtii 6e10K, KOpOBbE MOJIOKO, COEBBIE 000BI, TOBSIIHA, MOPKOBB,
SIMYIHBIN KEJITOK, MSICO KYPHIIbI) - OTPUIIATEIHHO.

Ha ¢done nmpoBoauMoro jieueHus: - peluauBbl MepupeprUuecKux aHTMOOTEKOB Pa3IHYHON
JIOKAJIU3ALMK MPAKTHYECKU €KEMECIYHO, HE BCEI/1a COMTPOBOKIAIOIINECS KOXKHBIMU BBICHITTAHUSAMHU
10 THUIy KPanmuBHUIIBI, MPOBOLMPYIOTCS KaK TpaBMaTH3allMeH, HAPYIICHUEM IUEThI, TaK |

BO3HHUKAIOT CIIOHTAHHO, KYITUPYIOTCA IMMPHUEMOM aHTUTUCTAMUHHBIX ITPEIIApaTOB WJIM Pa3spCuIarOTCA



CaMOCTOATENIbHO B TeueHue 3-4 nHe. ONU30JU4YeCKH OECTIOKOMJIN KpPaTKOBPEMEHHBIE 00y B
KHBOTE, CIOHTAHHO MPOXOAIINe, 0€3 HapyLIeHUSs CTYIA.

B 2011 r. Haxoauics Ha 00OCiIeI0OBaHUU U JIEUEHUU B OTACIECHUU aJUIEPro-IyJIbMOHOJIOTUU
kinHuKH CaHkTt-IlerepOyprckoit menuarpuyeckKoll MEIUIIMHCKON akajgeMuud M3 u COIMaIbHOTO
pasButusa P®. Jlanusie 1abopaTopHOro 00CiIe0BaHUS, TPOBEICHHOIO B TIEPUO/I TOCIUTAIN3AIINN:
o6t mmmyHornoOynuH E - 843 ME/mn (N go 100 ME/mur). Komnonentsr komruiemenTa - Cl-
unrudurop - 257 (N 150-350), C3a - 0,34( N 0,05-0,15), C4 - 162 (N 200-500). Auturimaaun [gG
19,1 en/mn (N go 35), anturimanun IgA - 16,6 en/mu (N no 40), antuTrmro IgG 14,0 en/mn (N 1o
25), aatuTrmio IgA 10,0 en/mn (N mo 20). IlpoBogwinch TMPOBOKAIMOHHBIE TECTHI - TECT C
ayTOCBIBOPOTKOH - oTpunaTenbHbId. Xononosas mpoba (Jlyrkan-tect) - runepemus 3,0x3,0 cm,
obocTpeHust KpanuBHHIBI, oTeka He Obuio. AHturena IG M, IG G x aHTHreHam KJIOHOpXa,
9XMHOKOKKA, TOKCOKAap, aCKapH1, JIIMOIHIA - OTpHUIIaTeTIbHble. Brinucan ¢ nuarao3oM: XpoHU4ecKas
UIUoNaTHYecKkas KpaluMBHUIIA M aHTHOOTEKH; TsDKEJIOoe, PpeUUIAUBHUPYIOIIEe  TEUCHUE.
HacnencTBeHHbI aHTMOHEBPOTHUYECKMM OTE€K 2-ro TUMa (OTHOCHUTENbHBIN?). XpOHUYECKHM
ractpoayoneHut. Hp-accormupoBannsiii, o0octpenue. [lomydan neyenue: cynpacTuH, SHTEPOTeb,
OJIECTOH, YJBTOIl, aMOKCHKJIaB, TpHUXOMOja. PekomMeHm0BaHO: mpu OOOCTPEHMHM KPAUBHUIBI U
aHTMOOTEKOB - SIICUJIOHAMUHOBAs KuciaoTa 8-12 r/cyTku B 3-4 nmpuema Wi TpaHeKcaMoBasi KUCI0Ta
1-3 r/cyTkm.

B 2012 r. naxonuncs Ha oocnenoBanuu u jeueHuu B ®I'bY «MHUU nenuarpuu u nerckou
XUpYyprum» r. MOCKBBI, TJi¢ yCTAHOBJIEH OuarHo3: HaciencTBeHHBIM aHTMOOTEK, CBS3aHHBIA C
HapylIeHHEeM B CHCTeME KOMIUIEMEHTa (TOATBEP)KICH MOJEKYISIPHO-TEHETUYECKMM METOJJOM:
mytanus B reie SERPINGI1 c. 981 987 del 17 B rerepo3uroTHOM COCTOSIHUM).

C 2012 r., cornacao pexomenaauusm OI'bY «MHUUN nenuarpuu u 1eTCKOM XUPYyprum» T.
MOoCKBBI ITOJTy4all CAMITOMAaTHYECKOE JIEUEHUE TpaHEeKcaMoBoM kuciotoi 1o 0,5-1 r BHyTpsh 3 paza
B CYTKH, IO3UTUBHOTO BIIUSIHUSI HAa TeUEeHUE 3a00JIeBaHUs JaHHAS Teparusi He OKa3bIBala.

B utone 2014 r. naxoauscs Ha oOcienoBaHuu U jgedyeHuu B MHcTuTyTe ACcT™MBI AJUiepruu u
ummyHonorun  (Hero-Mopk, CIITA). PeGeHOk ObLT BKIIOYEH B MHOTOLEHTPOBOE OTKPBITOE
HEepaHJAOMHU3UPOBAHHOE UCCIIEI0OBaHNE JUIsl OLIEHKU MEPEHOCHMOCTH U 0€30MacCHOCTH OJIHOKPATHON
no3bl skamuiantuaa (KanOutop) mpu ero NOAKOKHOM BBEAGHUH JETSIM U IOAPOCTKaM ¢
HACJIEICTBEHHBIM aHTHOOTEKOM.

Bo Bpems naxoxnenus B CILIA manuenty no pexkomenaanuu Muctutyra ActMbl Ajuiepruu
1 ummynonorun (Hero-Mopk, CIIIA) BBOAMIMCH JTeKApPCTBEHHBIE MPENaparhl IPYIIIbl HHIHOUTOPA
Cl-sctepas3bl uenoBeka (LUHpaii3, OepuUHEPT) JUI MPOPHUIAKTUKU MPUCTYIOB, MKATHOAHT s
KyIUpOBaHUsl OTEKOB. B pe3ynpTaTe Tepamuu MepeuyucIeHHbIMU IpenapataMd JOCTUTHYT
BBIPKEHHBIA TOJOKUTENbHBIN KIMHUYeCKUU 3¢ dexT. HexenarenbHbIX peakiuil U MoOOYHBIX

2 dexToB Ha BBeEHNE MpenapaToB He HAOMIOAaI0Ch. [10ATOMY MO KU3HEHHBIM TTOKA3aHHUSIM OBLIO



PEKOMEHI0BAHO MPOJOJIKUTh MCII0JIb30BaTh IaHHBIE IIPEenapaThl IPU Pa3BUTHH OCTPBIX MPUCTYIIOB
HAO (npenapats! 6bUH BBIJAHBI Ha PyKHU A7 home-Tepanuu Ha OJIUH rox).

B 14-netnem Bo3pacte nauuenrta (2015-2016 rr.) oTmMeuaeTcss yXyalIeHHE B KIMHUYECKUX
IIPOSIBJICHUSX 3a00J1€BaHuUs: 000CTPEHHS BOSHUKAIOT J10 2 pa3 B MeCsll, UHTCHCUBHBIE 00JIU B )KUBOTE
CTaJIM UHOT'JIa CONIPOBOXKAAThCS PBOTOM, KyIIMPOBAINCh BHYTPUBEHHBIM BBeZieHHeM nHruouropa Cl-
screpasbl yenoseka (Oepunept) B goze 1000 ME. 3aboneBanue mpuoOpeno Mmporpeccupyrommi
XapakTep, OTMEYAlOTCAd 3HAYUTENIBHOE YMEHBIIEHUE JUIUTEIIBHOCTH PEMMCCHUM, Yy4YallleHue
IIPUCTYIIOB 00OCTPEHMS], YTAKEICHUE KIMHUUECKUX IPOSIBICHUM.

B cBsi3u ¢ 3TUM, onupasce Ha nepeyrciaeHHble (akThl, Ui CHATUSA ocTpbIX npuctynos HAO
Obula MpeanpUHATA TONBITKA UCHONb30BaHMs HKaTuOaHTa (pupazupa) «off label», yuutbiBas
BO3pacT pedeHka - 15 et (Ha TOT MOMEHT peructpanuu ukatubanra (¢pupasupa) B PO mokazanue
JUIsl IpuMeHeHuss — Bo3pacT ¢ 18 mer). Ha ¢one BBenmenus wkarmbanrta (upasupa) oTmedayncs
BBIPQ)KEHHBIH MBIIICYHBIH 00JIEBOM CHHIPOM, B CBSA3M C Y€M MAIMEHT OTKAa3aJCsi OT BBEICHHUS
npernapara.

B 2018 r. rocnuranuzuposaincs 20 pa3 B CBA3M ¢ BOBHUKHOBEHUEM aHTMOOTEKOB Pa3IMuHOM
JIOKaIM3aluy, abJOMMHAIBHOIO cHUHApoma B mneauarpuueckoe otaeneHue JKKB um. AK.
[TnoTpoBuua r. XabapoBcka.

C saBaps 2019 r. manueHT mepeBe/ieH Ha TOJITOCPOUHY0 podunakTuky naruoutopom Cl -
actepasbl uenoBeka (bepunept) B 103e 500 ME 2 pasa B Hezento, a TakKe Mpu pa3BUTHU aHTHOOTEKOB
obu1 HazHaueH OepunepT B go3ze 500-1000 ME. 3a 2019 r. 6b11 rocnutain3upoBaH MO TSHKECTH
COCTOSIHUSL 5 pa3, npeoOsafany BBIpAKEHHBbIH a0AOMUHANBHBIA CHHIPOM, IepudepruuecKkue
anruooteku. [lepen pazBuTueM oTeka y Majdb4MKa, Kak MPaBUiIo, MaHU(pECTUpOBaIa MapruHaibHast
spUTEMa, UMEIOLAasi ATUIUYHbBIE YEPThl — BBICOKYIO IUIOTHOCThH BBICHIIIAHUN, OY€Hb WHTEHCUBHBIN
KpacHBIH [IBET, IEPUOJANYECKH - 1O TUITY KOJIBLEBUIHONW IPUTEMBI.

Jannble nabopatopHoro obcnenoBanus ot 25.03.2019 r.: koMnoHeHTs koMiuiemenTa: C3-
095 r/n (0,9-1,8 1/m), C4 - 0,075 v/n (0,1-0,4 1/n), Cl-uHrubuTOp KOMIUIEMEHTA
konmuyecTBeHHbIH - 0,049 r/n (0,21-0,39 r1/m). IlpoBeaeHO MOJEKYISIPHO-TEHETHYECKOE
UCClIeIoBaHNE MaTepH, 0TI, CECTPhI - reHeTHueckoro aedexra B reHe SERPING 1 He BbIsBIIEHO.

B oxTs16pe 2019 r. cocrosiachk miaHoOBasi TOCIUTANIN3ALNS B UMMYHOJIOTHUECKOE OT/IEIeHUE
OI'bY «HauuoHanbHBIA MEIUUIMHCKUN HCCIEIOBATEIbCKUI LEHTP JETCKOM TIeMaToJIOTHH,
OHKOJIOTMM U UMMYyHOJIOTUHA UMeHH JImuTpus PoraueBa» M3 PO, rae pekoOMEHA0BAHO YBEJIUUYCHHUE
npodunakTuyeckoi 10361 nHruouropa Cl-screpassl uenoseka (6epunepta) 1o 1000 ME 2 pasa B
Henemo. Ilpum nmooGcnenoBanuu: crnenuduueckue IG E - BeisgBneHa cencuOunmszanus Der.
Pteronyssis - 1-if kjacc, CMeCH MBUIBIIBI ICPEBLEB (paHHEE IIBETEHHUE) - 2-1 Kitacc.

Ha ¢done BBenenus npodunaktuyeckoir no3bl 6epunHepra 1000 ME 2 pasza B Heaemnio

COXPAHSIOTCS PEIUANBUPYIONIHE TepuPEepPUIECKUe aHTHOOTECKH, BBIPAKECHHBIA a0JOMUHATHHBINA



CUH/IPOM, COITPOBOKIAIOLIUICS PBOTOMH, UTO TpeOyeT TOMOTHUTEILHOTO BBEICHUSI OEpUHEPTa B 103€
1000 ME nuist KynupoBaHHsI OTEKOB B cpefHeM 1-2 pasa B 2-3 Hezenu.

3akiaro4enue

B nanHom ciydae 3amepikka moctaHoBku nuarHoza HAO cocraBiser 8 ner. B nebGrore
3aboeBanus 3ano103puTh HAO neiicTBUTENBHO OBLIIO TPYIHO B CBSI3H C:

1) oTcyTcTBHEM CEMEHHOT0 aHaMHEe3a, OUYeHb PAHHUM Je0I0TOM 3a00ICBaAHMUS;

2) ormeuyaeMbiM 3(G(HEeKTOM OT TPHUMEHCHUS AaHTUTUCTAMHHHBIX MpENnaparoB U
TIIFOKOKOPTUKOHUIOB - BO3MOXKHO CIIOHTAHHOE pPa3pelieHHe OTEKOB, YTO MOXKET OBITh OIIMOOYHO
paciieHeHo Kak 3G (HeKT OT JICUCHHUS;

3) KOXXHBIM CHHIPOMOM Yy TMAallM€HTa: B paHHEM JIETCKOM BO3PAaCTE€ KOXXHBIE 3JIEMEHTHI
ONHCHIBAIMCH KaK XapaKTepHBIC IJsi KpanuBHUIEI (OOWJIBHBIC BBICHIMIAHUS B BUJAE BOJIIBIPEH
Pa3TUYHOMN BENTUYMHBI U ()OPMBI, BO3BBIIIAIONINECS HAJl YPOBHEM KOXKHU, C IPKOI OTEUHOM SpUTEMOIA,
COIMPOBOXKAAIOIINECS MOKEHHEM U 3yI0M), MOTJIM HOCUTH CIIMBHOM XapakTep; KpoMme TOro,
MapruHajibHas dpUTeMa MOSBIACTCS, KaK MpaBWJIO, MEpe MPUCTYIIOM aHTHOOTEKa, a B Jie0roTe
3a00JIeBaHUs y MAlMEHTa TAKOW 3aBHCHMOCTH HE OTMEUYAJIOCh. BriocnencTBum Takasi 3aBUCHMOCTh
MOSIBUJIACh, HO KOXHBIA CHHAPOM XapaKTEPH30BAJICS BBHICOKOW IIOTHOCTHIO BBICBHINIAHUN, OYEHBb
WHTEHCUBHBIM KpPAaCHBIM I[BETOM, MEPHOJUYECKH - IO TUIY KOJBLIEBUIHON 3pUTEMBL. TpyIaHO
WCKITIOYUTH HAJTMYHE Y OOJILHOTO B TOM YHCIIE KPAITMBHHIIBI KaK CAMOCTOSITEIIBHOMN TTATOIOTHH.

4. Ilo nmaHHBIM JA0OPATOPHOrO WCCIENOBAHUA Yy TMAlMEHTa C 2-JIETHEro BO3pacTa
HEOJIHOKPATHO PETUCTPUPOBAJICS BBICOKHI YpOBEHb 0011ero nmMmmyHoriaoOynuHa E. Brocnencteuun
npu uccienoBanuu cneuupuueckux G E BoisaBnena cencubunmsanus Der. Pteronyssis - 1-it kiacce,
CMECH TIBUTBIIBI IEpEeBhEB (paHHEE IIBETEHHUE) - 2-1 KItacc.

[Ipu ogHOKpaTHOM Hccaea0BaHUH YpoBHs C1-HHrHOMTOpa KOMIUIEMEHTa KOJUYECTBEHHOTO
HaOIo1a7Icsl HOPMaJbHBINH ypoBeHb. OTMeUanoch HEKOTopoe cHibkeHue nokazarens C4 (C4 - 162
npu HopMme 200-500), HO AaHHBIN MOKa3aTelb HE COOTBETCTBOBA KPUTEPHUSIM ISl TTOCTAHOBKU
nuarnosa (<50% ot HOpMBI).

Huarno3z HAO y namueHTa He BbI3bIBaCT cOMHEHMs. Ha ceromusmHuii AeHbh H3MEHEHUE
TaKTHUKH JIEKQPCTBEHHOM Tepanuu sl JOITOCPOYHON MPOPHUIAKTUKH Y TAIIUEHTa B KAUECTBE 3aMEHBI
MMEIOIIEICs Tepanuu Ha WHTUOMTOP KaJUIMKpeWHa IJia3Mbl (JlaHagenymal), BO3MOKHO, OKaXKeT
MOJIOKUTEIBHBIN AP PEeKT Ha TeueHne 3a00IeBaHMUs.

3HavYeHHE WMEIONICHCS ayuIepronaTojoTud B KIMHUYECKON KapTHHE TMalMeHTa TpeOyeT

JaTbHEHIIIEro YTOYHCHUA.
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