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AHHoTanus. Pa3BuTne MOJIEKyISIPHO-TEHETHYECKONH 1 IMMYHOJIOTHIECKOH JUArHOCTHKH, PACKPBITHE NMATOTCHE3a PA3TUIHBIX
¢dopm nepBuaHbIx tMMyHOAeduimToB (TTH]I), coBepiiieHCTBOBaHHE TEPAIleBTUYECKHUX MPHUEMOB CIIOCOOCTBOBAIIO ()OPMUPOBAHHIO
nokosieHust 60sbHBIX [TW]] crapmie 18 net. HakomuieHHBIH OMBIT MOKA3bIBAET, YTO M30JIMPOBAHHAS 3aMECTUTENbHAS TEPAIHUs,
MIPUBOJSA K YMEHBIICHUIO YaCTOTHI U THKECTH PEAKTHBAIMH XPOHHYECKUX 09aroB WH(EKINH, HECIIOCOOHA B pAle CIydyacB
MTOJTHOCTBIO CTAOIITU3UPOBATh COCTOSHHE MAIMICHTOB, U MPUMEHEHHUE aHTUOMOTHKOB OCTaeTCsl Hen30e:xkHbIM. [Ipeacrasiser
HWHTEpPEC Pa3BUTHC U BHEIPCHHE KOHIICIIHA KOMOMHUPOBaHHOM Tepamuu [11]] ryMmopanbHOTO 3BEHA, HICOJIOTHS KOTOPOH
OCHOBAaHA HA COYCTAHWU 3aMECTHUTEIHFHOM Tepanuy ¢ BO3ICHCTBHEM Ha (DYHKIIMOHAIBHBIA IMOTCHIMAN KIICTOYHOTO 3BEHa HMMYH-
HOH crcTeMbl. OJJHUM W3 MEPCIICKTUBHBIX BAPUAHTOB BIMSAHUS HA (DYHKIIMU KJIICTOYHBIX KOMIIOHCHTOB IMMYHHOTO PEardpOBaHUS
SIBISIETCSI MCTIONIb30BAaHHE arOHICTOB PEIENTOPOB BPOXKICHHOr0 MMMYyHHTeTa. C MO3UINMH KOHKPETHOTO KIIMHUYECKOTO IpHUMe-
HEHHS 3aCIyXMBaeT BHUMAaHHE OTCUYECTBEHHBIH JIEKAPCTBEHHBIA MpenapaT JIMKOMH (TJIIOKO3aMUHIIMYPaAMHIJIIUTICTITA) —
TMOJTYCUHTETHYECKHI aHAJIOr MYyPaMUJUIIEIITH/IA, MUHUMAJILHOTO OHOJIOTMYECKH aKTHBHOTO YHHUBEPCAILHOIO (hparMeHTa MerThIo-
TJIMKaHa KJICTOYHON CTEHKH BCEX M3BECTHBIX OakTepuil. [IpencTaBiieH KITMHUIECKHA clTydail X-CIIeTUICHHOM araMMarjio0y THHEMHH.
VY nanmeHTa, HECMOTPSL Ha PErYJSIPHYIO 3aMECTUTEIBHYIO TCPAIIHIO BHYTPUBEHHBIMU HMMYHOTTIOOYIMHAMU C TOAJICPIKAHHEM
npeTtpancy3noHHOTO ypoBH: IgG He MeHee 8 /31, POOIDKAIIN PETUCTPUPOBATHCS U306l 00OCTPEHUS XPOHHIECKOTO KOHB-
roukTHBHTA 10 10 pa3 B rox. [Ipumenenne npenapara aukonuy B gonoHeHnd kK BBUI-Tepanuu crmiocoOCTBOBANIO YITYUIICHUIO
KauecTBa JKU3HM, CHU)KEHUIO YacTOThl O0OCTPEHHUI U CUMIITOMATHKU KOHBIOHKTHBUTA, & TAKKE UIUTEIbHOCTH HCIIOIb30BAHHS
aHTOMoTHKOB. HacTosiuii npuMep HILTIOCTPUPYET POJib KIETOYHBIX KOMIIOHEHTOB BPOXK/ICHHOTO KIMMYHHOTO OTBETa B KIIMHUYE-
cKoit MaHH(ecTalli HEOCTATOYHOCTH TYMOPAJILHOTO 3BEHA aJallTHBHOTO HMMYHHUTETa, a TAK)KE MOATBEPIKAAET BO3MOKHOCTD
JIOTIOJTHUTEIHOW KOPPEKIIMHU ATHX MAapaMeTPOB JJIsl MOBbIIIEHUS (D (GEKTUBHOCTH CTAaHIAPTHON 3aMECTHTENILHOMN Teparuy.

KioueBble ciioBa: nepsuuHbiii iMmyHoaeduimt, [T1]/] rymopanbHOro 3BeHa, X-CIEIUICHHAs araMMaryioOyInHeMHEs, 00Ie3Hb
BpyToHa, KOHBPIOHKTHBHUT, KOMOMHHPOBAaHHAS TEPATTUS
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L.P. Sizyakina', L.I. Andreeva', S.V. Petruchik’

'Rostov State Medical University, Rostov-on-Don, Russian Federation

’City Hospital Ne 7, Taganrog, Russian Federation

Abstract. Development of molecular genetics and immunological diagnostics, disclosure of pathogenesis of various forms
of primary immunodeficiency (PID), improvement of therapeutic techniques contributed to the formation of a generation patients
with PID older than 18 years. Experience shows that isolated replacement therapy, leading to a reduction in the frequency and
severity of reactivation chronic foci of infection, is not able in some cases to fully stabilize the condition of patients, and the use
of antibiotics remains inevitable. Interesting is the development and implementation of the concept of combined therapy of PID
humoral therapy, the ideology of which is based on the combination of substitution therapy with exposure on the functional
potential of the cellular link of the immune system. One of the perspective variants of influence on functions of cellular compo-
nents of immune is the use of innate immunity receptor agonists. From the position of the specific clinical application deserves
the attention medication Likopid (glucosaminilmuramyl dipeptide) — semi-synthetic analogue of muramyldipeptide, minimally
biologically active substance peptidoglycan fragment of the cell wall of all known bacteria. Presented clinical case of X-linked
agammaglobulinemia. The patient, despite regular replacement therapy with intravenous immunoglobulins with maintaining
a pretransfusion IgG level of at least 8 g/, continued to register episodes of exacerbation of chronic conjunctivitis up to 10 times
a year. Application of licopid in addition to IVIG therapy contributed to the improvement quality of life, reducing the frequency
of exacerbations, conjunctivitis and duration of use antibiotics. This example illustrates the role of cellular components innate
immune response in clinical manifestation of insufficiency humoral link adaptive immunity, and confirms the possibility of additional
correction of these parameters to improve the efficiency of the standard substitution therapy.

Key words: primary immunodeficiency, humoral PID, X-linked agammaglobulinemia, Bruton’s disease, conjunctivitis, combi-
nation therapy
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CTpeMUTEeIbHOEC pPa3BUTHE OMOTEXHOJIOTHH,
BHEJIPCHUE B MPAKTUKY COBPEMEHHOW MEIUITUHBI
NPUHIIUITAATBHO HOBBIX METOJIOB JIMATHOCTUKH U Te-
paruy CyIECTBEHHO PACIIUPIIN TPAHKIIBI BO3MOXK-
HOCTEH KIIMHUYECKOH MMMYHOJIOTHH, YTO HanboJjiee
3pUMO HAILIO CBOE OTPAKEHHUE B MPoOIIeMe TIepBHY-
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Hbix ummyHoaedurmros (ITN]). Inarno3 nepecran
paccMaTpuBaThCs ¢ MO3UIMK (PAaTaTbHOCTH, U K Ha-
CTOALIEMY MOMEHTY ¢()OPMHUPOBATIOCH IOKOJIEHUE
6onbHbIX [IM]] crapiie 18 ner. bonbiuas yacts 31X
MAIIMEHTOB UMEET TeHeTUIEeCKHiA JeEeKT aHTUTEIO-
NPOAYKIMHU. BO3MOXXHOCTh paHHEW NUArHOCTHKH,
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PETyJISIPHON U aIEKBAaTHOM 3aMECTUTEIIBHON Tepanuun
HMMYHOTJIOOYJTMHAMHU 00€CTIeYnBaEeT YIydIlIeHNE
Ka4yecTBa ’KU3HHU, YTO U MPUBOAUT K (POPMUPOBAHUIO
KOTOPTHI B3POCIIBIX C MEPBUYHBIMU UMMYHOAEPU-
nutamu [1, 2]. Hecmotpst Ha 6€3yCIIOBHBIN ycmex
3aMECTUTENIbHOW Tepanuyu BHYTPUBEHHBIMH HM-
myHornoOynmuHamu (BBUIY), Bce mpobGiemsr ona
He ycTpansaeT. Tak, BBUI'-Ttepanusa He KynupyeT
MOJIHOCTHIO MH(pekImonnyto Manudecranuto TTH]]
r'yMOpPaJbHOTO 3BEHA, MOTPEOHOCTh B JIeUeOHOM
U TaKe MPOPHIaKTUYECKOM TTpHeMe aHTHONOTHKOB
ocrtaercs [3, 4]. U3BecTHO, 4TO 32 CUET UMMYHO-
ro0ynIMHOB TONbKO G Kilacca BOCCTAaHOBUTH BCE
(YHKIIUM MECTHOTO UMMYHHTETA, HEMIOJTHOIIEHHOCTh
KOTOPOTO CIYXHUT 0a30il i peaKTUBAIIMKA 0YaroB
XPOHMYECKUX MH(EKLHUH, HEBO3MOXXHO. AHAIN3 (-
(EeKTUBHOCTH 3aMECTUTEIILHON Teparvu, MPOBEICH-
HBIN Ha OOJBIION UTATBIHCKOW KOrOpTe MAIllMeHTOB
¢ [IM/1 rymopaJIbHOTO 3B€HA, OKA3aJl, YTO 4aCTOTA
000CTpeHNI XPOHMYECKOTO OPOHXHUTA i CHHYCHUTA
BO3pOCIIa B TEUEHHE MepHoa HaOI0IeHHs (B Cpel-
HeM 11 ner 3amecturensHoit Tepanuu IgG) ¢ 33,9%
10 46,4% u ot 36,6% 1o 54,0% cooTBeTCTBEHHO [5].
[Toy4eHHble pe3ynbTaTbl OOBSICHAIOTCS JOMUHUPY-
roiel possto IgA u IgM B nmoanep:xanny MyKo3aib-
HOM MMMYHOKOMIETEHTHOCTH. OTCYTCTBUE 3THUX
m3otunoB Ig y nmauuentos ¢ [1M]] Ha 3amecTuresns-
HOM Tepamuu JIeNIaeT UX BOCHPUUMUYMBBIMH K OaKTe-
PpHATIBHBIM U BUPYCHBIM HUH(EKIUAM AbIXaTeIbHBIX
MyTeH, HAPYIICHUIO MYKOITWJIMAPHOTO KIMpeHca [6],
WHAYKIWU (parorurapHor nuchyHKIWH [7], akTHBa-
iy OakTepuanbHOU aare3uu [8]. Ctparerust 3ame-
HbI [g Ha OoJtee M3HNOTOTHYHBIC BAPHAHTHI, HEXKEITH
HAaCTOAIAs MPAaKTUKa, JajeKka oT peanu3auuu [9].
B 10 ke BpeMsi BO3/1eHiCTBHE HAa KOMITIOHEHTHI BPOXK-
JICHHOTO UMMYHHTETA, KaK BaXKHOM COCTaBIISIOIICH
MYKO3aJIbHOM 3aIIUThI, JOCTATOYHO MEPCIIEKTUBHEI.
Hammm 6onee panHue rccneaoBaHus MOKa3alu, 4TO
MEHBIIIast YaCTOTa 00OCTPEHHIA 0YaroB XpOHUYECKUX
MH(EKIUH y MaIMeHTOB ¢ a-(TUIOo)raMMario0yiH-
eMHelt accormupoBaHa ¢ OOJbIIeH COXPaHHOCTHIO
GyHKIUN KIETOYHBIX KOMIIOHEHTOB BPOKIECHHOTO
uMmyHutera [10], a MpOrHOCTUYECKUM KPUTEPUEM
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HEJIOCTaTOYHOHN 3(PPEKTUBHOCTH 3aMECTHTEIHHOM
Teparuu MOTYT CIIY>KUTb CHIDKEHHBbIE (DYHKIIMOHATb-
HBIE TTapaMeTPhl HaTypaTbHBIX Kiwiepos [11]. B cBs-
31 C 3TUM TIPEJICTABIISIET HHTEPEC OTPAdOTKA U 000C-
HOBaHHE Pa3JIMYHbIX CXEM M BapUAHTOB MPHUMEHEHHS
B KOMIUIEKCHOW Teparuy MepBUYHOIO JieeKTa ryMo-
paJIbHOTO 3B€HA MPENapaToB, TOUKON MPUITIOKEHHS
3(()EKTOB KOTOPBIX SBIIAETCS KIETOYHASI COCTABIIS-
I0II[asi UMMMYHHOU CHUCTEMBI. B kadecTBe npumepa,
WUTIOCTPUPYIOLIETO MEPCHEKTUBY KOHUENIIMUA KOM-
ounanpoBanHoU Tepanuu [11]] rymopanbsHOro 3BeHa,
MPEACTABIIEM CIEAYOIINNA KIMHUYECKUN CITydai.

[Manment 7', 30 net. Poguncs B pe3ynbrate nep-
BOI1 JIOHOIIIEHHOH OepeMEHHOCTH, TIPOTeKaBIIel Oe3
0COOCHHOCTEH, POJIbl CAaMOCTOSITENILHBIE, CPOYHBIE,
Bec npu poxkaenuu 3400 r, ymHa 53 cMm. B Teuenue
MEePBOTO TOJa KU3HU HAXOAWIICS Ha T'PYIHOM
BCKapMJIMBAHMH, B TPEXMECSIHOM BO3pAcTe OTME-
YeH AUCOaKTepro3, IPO(QUIAKTHICCKAs BaKITHHALHS
MPOBOJIMIIACH TI0 HHIUBUAYaJIbHOMY rpaduky, 3ape-
ructpupoBad oauH 3nu3on OPBU Ge3 cyiecTBeH-
HOTO MoIbeMa TemIiepatrypsl. Ha BTopoM u TpeTheM
rogax 6omnen OPBU 8—9 pa3 B roa, 0CIOXKHABIIN-
MUCSI THOMHBIMH OTUTaMU (2—3 pa3a eXerojHo),
ocTpbIMU OpoHxuTamu (3—4 pasa), SHTEPOKOIUTAMA
(1—2 paza B ron). Bo Bpemst mepeHeceHHsT OCTPBIX
OakTepHaTbHBIX MH(DEKIWI HEOJHOKPATHO TIOTyJall
AQHTHOAKTEPUATTLHYIO TEPAIHIO, B TOM YHCIIE, BHYT-
PHYMBIIIIEYHO ¥ BHYTPHUBEHHO. AHAIOTUYHAST WH(DEK-
[MOHHAS] CUMITTOMAaTHKa PETUCTPHUPOBANIACH U B Te-
YeHHE YETBEPTOro rojia KM3Hu. B 5 neT Bpauu 3aro-
JIO3PIIIM HATMYIHE TIEPBHYHOTO UMMYHOAeHUITUTA.
PebeHok ObLT MPOKOHCYIBTUPOBAH HMMYHOJIOTOM,
npH 0OCIIeIOBAaHUH BBISIBUIIH PE3KOE CHIDKEHHE ChI-
BOPOTOUYHBIX UMMYHOrIOOYnHHOB IgA, IgM, IgG,
OTCYTCTBHE B niepruepHuecKoil KpoBH 3peibix B-
JTUM(OIIUTOB, YTO HAPSTY C KIIMHAYECKON XapaKTe-
PUCTHKOW TO3BOJIMIIO 3aIl0I03PHUTh O0JIe3Hb bpy-
ToHa. 3 reHeasoruieckoro aHaMHe3a U3BECTHO, UTO
paHHUX cMepTel B CEMbSX OTIIA U MaTepu He ObLIO.
VY nanumeHra ecTh MiaIas cecTpa, y KOTOpOH peru-
JIMBHPYIOIINE THOWHBIE 3a00JI€BaHMSI OTCYTCTBYIOT.
VY ponHOii cecTpbl MaTepu Tpoe OeTeH, Y NEBOUKHU
Y OJTHOTO MaJIbuMKa HACTOPAKUBAIOLIUX MPU3HAKOB
[IN/] HeT, a BTOPOI MaJIbUMK CTPATAET OCTPBIMU
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OpOHXUTaMH{, CHHYCHUTaMHU 10 8 3MHU3070B B IO,
nepeHec IBE TsDKENble MHEBMOHUH, THOMHBIN Me-
HuHro3HIeamT. [larienty /. 1 ero 1BOIOPOHOMY
Opary mpoBeZieH TeHEeTUYECKUN aHaIu3, MOATBEp-
JOUBIIUH Ae(eKT reHa, KOAUPYIOIIEro THPO3HHKH-
Ha3zy bpyrona (bTK) u Hanuuue y HuX 00Jie3HH
bpyToHna.

[Tocne quarHocTrku 6one3nu bpyToHa marueHT
I B TeueHue Tpex JIeT nomyyain Heperyssipuo BBUT,
cBexezamopokeHHyro wiazMy (C3I1). Ha atom done
pederok mpomommkan 6oers 6—7 pa3 B ron OPBU,
OCJIOKHSBIIMMUCS oTUTaMu (2—3 pasa), OpoHXU-
Ttamu (2—3 pasa B ron), cuHycuTamu (2—3 smu-
307a), ISl KyMUPOBAaHUS KOTOPHIX MPUMEHSIAChH
aatuOuoTukotepanus. C 8 1o 13 ner nomyyan exe-
Mecsuno oteuectBeHHsi BBUIT B mo3e 0,4 r/kr
60 C3IT (200 mi), mpooikast 00JI€Th OCTPBIMU
OpOHXHTaMHU, OTUTAMH U CHHYCHUTaMHU, SITA30IbI
THOMHBIX KOHBIOHKTHUBUTOB OTMEYAIICH JI0 S—7 pa3
B rof. C 14 net mo 23 neT 3aMecTUTEIbHAS TEPaTIHs
BBMUI 6b1na HeperymsapHoi, B cpeaneM | pa3 B 3—
5 mecsieB. Ha atom done Habmronamucs oboctpe-
HUS THOMHOTO KOHBIOHKTUBUTA (4—5 pasa B roj),
raiimopura (2—3 snu3ona), Oponxuta (2—3 >mu-
301a). [Ipu pa3BuTHu HHPEKUIHOHHOTO IpoLecca
MOJIy4all Kypchl 11e(haIoCIIOPUHOB JIMOO TOJIyCHHTE-
TUYECKUX NMEHUIMJUTMHOB. B TeueHue ommrcanHoro
BBIIIIE BPEMEHHOTO IIePHO/Ia MAlMEHT HEOAHOKPATHO
MPOXOJIVJI CTAIIMOHAPHOE JICYEHHE B 00aCTHOM JeT-
CKOM OonbHHMIIE, 00acTHOM OoapHUIE Ne 2 1. Poc-
TOBa-Ha-/{0Hy, HAXOMIICS O[] IIOCTOSIHHBIM HaOIio-
JIeHUeM TIeIfaTpa U TepaneBTa TOPOICKOH TOMUKIIH-
HukH Ne 2 r. Taranpora. C 24-neTHero Bo3pacra
BHeceH B peructp namnueHTos ¢ [IN]] PocToBckoit
00nacTu, HaXOOUTCA MO/ JUHAMHYECKUM HaOJro/e-
nueM kadenpsl 1 HUW xIMHIYIeCKO MIMMYHOJIOTUM
PoctI'MY. C 24 no 29 ner tepanus BBUI crana
PETYISPHOI, 32 3TO BpeMs 000CTPEHHsI 0YaroB WH-
(eKIMU CHHOMYIbMOHATILHOM JIOKaIH3aIlluK Peru-
CTPUPOBATNCH B cpeHeM 2—3 pasa B roa. Mexmy
TEM MALUEHT CTPafal XPOHUIECKUM KOHBIOHKTHBH-
ToM ¢ yacTeiMu (10 10 pa3 B ron) o00CTpeHUSIMH,
TpeOOBaBIIMMH MPUMEHCHHSI CHEHUATU3HPOBAHHON
Tepanuu, KOTOPYIO OH moiyyan B [ opoackoit 00mb-
Hure Ne 7 r. Taranpora. CoryiacHoO pe3yJabTaTaM
KIIMHUKO-MMMYHOJIOTHYECKOTO MOHHTOPUHTA B Te-

yenue 2018 roga manuent /. perymsapuo (1 pas
B 3—4 Henenu) Noyvan 3aMeCTUTENbHYIO TEPaITHIO
BBUI B no3e 0,4 r/kr macchl, npeTpacdy3nOHHBINA
ypoBesb IgG cocraBmnsin B cpeqrem 8,9 + 0,7 r/m.
3a aToT nepuoj oTMeueHsl 2 snu3zona OPBU mu-
TeNbHOCTRIO 7—10 THElH, B OTHOM CiTydae pecrmpa-
TOpHast BUpYCHAs MHMEKIINS BEPXHUX JbIXaTeIbHBIX
MyTeH OCIIOKHUIIACH TAHMOPUTOM, 00OCTPEHHS XPO-
HUYECKOT0 THOMHOTO KOHBIOHKTUBUTA OTMEYAJIHNCh
exxemecsiuHo. KonmuuecTBo AHei nepopaibHOro IpH-
MEHEHUs] aHTUOMOTHUKOB JJIsl JIeUeHHsI MH(EKINOH-
HBIX MPOLECCOB 3a 3TOT NepUoa — 25, TONHYECKHE
aHTHOAKTEpHAIbHBIE CPEACTBA HCIOIb30BAIKCH
6onee 200 nuei.

Ocmotp odrampmorora 22.01.2019 r. XKano06st
Ha KPacHOTY TJ1a3, 0OWILHOE THOWHOE OT/ENsIEMOe
C KOHBIOHKTHUBBI BEK, «CKJIeEHHBIE pecHUIBD). Cyxue
KOPOYKH Ha PECHHUIIAX, CBETOOOS3Hb. 3pEeHHUE MPABOTO
rnaza 0,6. 3penne nesoro raaza 0,6. OOGbeKTUBHO:
PE3KO BBIpAXKEHHASI TUIIEPEMUS BEK U CKIIEPHI, UH-
(uIbTparys, OTEK BeK KOHBIOHKTHBBI BCEX OTIIETIOB,
YYBCTBO #OKCHUSI, «IIECKa» U 3yZa, OOMILHOE CITU3H-
CTOE THOWHOE OTAETAEMOE U3 KOHBIOHKTHBAJIEHOTO
Mmemika. OTMeuaercst 00pa3oBaHHE COCOYKOB U (oI
JMKYJI Ha CIIM3UCTON, XEMO3 KOHBIOHKTHUBEI BEK.
PoroBunia HesHauntensHo oreuHas. [lepennss ka-
Mepa TiryOoKast, Biara npo3pauHast. [IpoBepka rias-
HOTO JTHA 3aTpyTHEHA U3-3a CBeTOOOs3HU. Jlnarnos:
OcTpelif THOMHBIA KOHBIOHKTUBHUT OOOWX TIJas3.
Jleuenue: TmarenbHbIA TyaneT IJ1a3: MPOTUPAHUE
BEK, CTPYHHOE MTPOMBIBAHHE KOHBIOHKTHBAJIBHOIO
MeIlKa aHTHUCENITHYECKUM pacTBopoM ((pypaunnua
1 : 5000); I'nazuere karwmm: AnsOyrun 15% 4 p. B/,
B 00a rinaza; Jlesomurmrur 0,3% 6 p. B/A. B 00a rma-
3a; ['ma3nas masb: sputpomuue 1% 2 p. B/1.

C derpasa 2019 rona Hapsay ¢ 3aMECTUTEIIBHON
teparmeit BBUI" (0,4 r/kr macchl, eXeMecsqHO)
MocJie TMOy4YeHUsT MHPOPMHUPOBAHHOTO COTJIACHS
Ha y4acTHe B HCCIIEJIOBAHUN 1 Ha 00paboTKy Tiepco-
HaJIBHBIX JIAHHBIX MalUeHTy ObUT pEKOMEHJ0BaH
JIEKapCTBEHHBIN Mpenapat JIMKONU (TJIF0KO3aMHU-
HUJIMYPaMWIIHATICTITAT]) — TIOJYCHHTETUISCKUN
aHaJIOT MYpPaMIUIIATIENTHAA, MIUHAMAILHOTO OHO-
JIOTUYECKH aKTHBHOTO YHHBEPCAIBHOTO (hparMeHTa
MENTHAONINKAHA KIIETOYHOM CTEHKH BCEX U3BECTHBIX
Oaxtepuil. PekoMeH/1I0BaHHAs CXeMa U PEeXHUM IPH-
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ema Jmkormzaa (AO Ilenrek, Mocksa, Poccus): 1 wmr,
2 paza B CYTKM IIOA A3bIK, 10 10 nHEN B TeueHue
YETHIPEX MECAIICB C TPEXMECSYHBIM MEPEPHIBOM
U TOCTIEAYIOIINM KYPCOM B TEYEHHE JBYX MECSIIEB.
C despaist o nexadpp 2019 ropa nanyeHT nepexec
omyH 31301 OPBUY, 1 smu3o mabnaisHOTO Teprieca,
TPH 3MH307a 000CTPEHHSI XPOHUIECKOTO KOHBIOH-
ktuBHTa. Clenyer OTMETHTh, YTO BCE OTMEUECHHBIC
cilydan WHQEKIMHA PEeruCTPUPOBAIIICH B TIEPHOJIBI
MpepbIBaHUs Kypca JeUeHHUs JTUKOMHUAOM (HIOHbD,
HI0Jb, HOSIOpHK). [larenT, cBsA3aB MoOSIBIICHHUE KJIH-
HUYECKOW CHMITTOMATHKH KOHBIOHKTUBHUTA C OTME-
HOU TpHeMa JIMKOIUAA, TI0 COOCTBEHHOW WHUITHA-
TrBe npoien 10-aIHeBHBIA Kypc JE€YeHHs 10 yKa-
3aHHOM BBIIIE CXEME B aBryCTe, B IEPUO]] U TTOCIIE
JIBYX MECSIIEB UCXOJHO 3alUIAHHPOBAHHOTO TIEpe-
pBIBa UCIIOIB30BAHUS UMMYHOMOIYJIsITOpa. B Tede-
HHEe KOMOWHUPOBAHHOW Tepanmuu WCIOIb30Ba
TOJILKO TONHNYECKHE aHTHOMOTUKHU OOIICH IpOI0JI-
KUTEITBHOCTHIO 20 THEH.

Ocmortp odranemonora: 06.12.2019 r. 3penue
npaBoro riaza — 1,0. 3penue neBoro rmaza — 1,0.
TonomeTpuss — mpaBsiid 1723 21 MM pT. cT. ToHO-
MeTpus — JIEBBIN r1a3 22 MM PT. cT. B anamuese
JUTUTENIbHOE BpeMs THOMHBII KOHBIOHKTHUBUT B Te-
yenue 6—7 ner. TpymHo moamgaercs JeYeHU0, KO-
poTkue mepuop! pemuccuu. KoHCynbTHpOBaH Bpa-
YoM-UMMYHoJIoroM. Ha3zHaueHo cooTBeTCTBYyIOIIEE
nedenrie. Co CIIOB OTMEYAETCs] 3HAYUTENHHOE YITyd-
mieHre. OObekTHBHO: KOHBIOHKTHBA BEK BIAKHAS,
0JIeTHO PO30BOTO I[BETA, YMEPEHHO MpO3pavHasi.
Ormutenwii He n3MeHeH. [laToorndeckoit cexperum
He BbISIBICHO. KpoBocHaOXXeHHEe KOHBIOHKTHUBEI
He HapylieHo. PoroBuna uucras, npo3paunas. [le-
penHsis KaMepa TITyOoKasi, BIaronpo3padHas. Xpyc-
TaJIMK B LIEHTPE, IPaBUIbHON (DOPMBI, ITPO3PAUHBIH.
['ma3sHoe gHO: MUCK 3pUTENBHOTO HEpBa OJCTHBIN,
PO30BOTrO MBETa, rpaHullbl YeTkue. CoCcyIbl: BEHBI
YMEPEHHO pacIIMpEeHHbIE, U3BUTHI, KATUOP paBHO-
MepHBIHA. ApTepuu B HopMme. CeTuaTas: yMEpEeHHO
paspsKeHa.

3akJioueHue

Ha MomeHT ocMoTpa 3a001eBaHus 713 HE BbI-
sBiieHO. O TOM, 4TO OOBEKTUBHOE YIyUIICHUE KJIH-

IMMUNOLOGY. CASE REPORT

HUYECKOTO Te4eHUs] NHPEKIIMOHHOW MaHU(DeCTaIH
X-AIT y nauuenTa /. Ha ¢poHE JONOTHUTEIHHOTO,
nmomumo BBUI', Bo3mecTBIS CBSA3aHO C M3MEHCHH-
eM (yHKIMOHAJIBHBIX TTOKa3aTelied UMMYHHOU CH-
CTEMBI, CBUIETEIBCTBYIOT JAHHBIE UMMYHOJIOTHYE-
ckoro MmoHuTopuHra (tabmn. 1). Ha ¢one xapakrep-
Horo Juist X-Al'T mpu3Haka B BUIE OTCYTCTBHUSA 3pe-
71X B-muM@onuToB HaMu HE 3aperHCTPUPOBAHBI
NPUHIUIHATBHBIE U3MEHEHUSI B KOJTUYECTBE U CyO-
HNOMYJISITUOHHOM COOTHOWIEHUH T-IUMQOIUTOB,
CTaOMJIBHBI U 3HAYEHUSI CHIBOPOTOYHBIX HMMY-
HOr;100ynnMHOB KiaccoB IgA, IgM, IgG, npu sTom
conepxanue IgG monreepxkaaer 3hPeKTUBHOCTD
Hacermenus BBHUI'. Tak ke, kak ¥ KOJIMYECTBCHHBIC
MoKa3aTean KJIETOYHOrO 3BEHa aJJalTUBHOIO UMMY-
HUTETA, HE MEHSJIOCH B Mpoliecce HAOMIOICHUS U OT-
HOCHUTEJIbHOE KOJMYECTBO JIMM(OIUTOB BPOXKICH-
HOTO UMMYHHTETA. B TO ke BpeMst oOpariaer Ha ceOst
BHUMaHHE JWHAMHKA TOKa3aTeNs, XapaKTepHu3y-
forero uuciao CD3-CD16+-numMdoruros, comepxa-
nmx rpanynsl pepmenta I'panzumB+, oTBeTCTBEH-
HOTO 3a peanu3aluio nuroautuyeckux cporicts HK
(CD16+Gr+). Tak, ecnu A0 Je4eHUS HA OO
CD16+Gr+-knerok mpuxoauiock aumrb 15% HK,
To uepe3 4 mecsiia — 78%. IlepepbIB B IpUMEHEHUU
npenapara npuBel K CHUKEHUIO TToKa3aTens: QyHK-
nroHanbHO akTuBHBIE HK B 3TOM ciydae cocras-
nsu 43%. TlocnenoBaBmnii anee IByXMECSIHBIN
KYpC JIeUeHHUs BHOBb CIIOCOOCTBOBAJ MOBBIIIEHUIO
¢ynximu HK, nons CD16+Gr+-mumdormros cpeau
BCeW momyssiiuu Bo3pocna a0 86%. Ilomumo Haty-
pabHBIX KWJUIEPOB U3MEHEHUS 3aTPOHYIIHU U IPYTYIO
KJIETOYHYIO JIMHUIO BPOXKJIEHHOTO UMMYyHHTETA. TaK,
10CJI€ YETHIPEXMECSYHOTO JICUEHHsI IIPU CHIKEHUH
CIIOHTAHHOUN MeTab0IMYeCKON aKTUBHOCTH HEUTPO-
(bUIIOB 3aperuCTpUpPOBAHA AKTUBAIUS UX MMOTEHIIU-
ATBHBIX PECYpPCOB K MPOAYKIIMH aKTUBHBIX (HOpM
kuciopoga. Cienyer OTMETUTb, YTO BBISIBICHHBIE
W3MEHEHHS MPOSBIIIIOT OOJIBIIYI0 CTaOUIIBHOCTD,
U B MeHblei crenenu, Hexenn HK, nemoncTpupy-
10T 3aBUCHUMOCTB OT TIepephiBa B Tepanu (Tadi. 1).
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Table 1/ Tabnuua 1

Moka3aTenu oueHKNn UMMYHHOrO cTaTyca nauveHnTa I. B AuHaMuke KOMGUHUPOBaHHOW Tepanum /
Indicators for assessing the immune status of patient G. in the dynamics of combination therapy

CD3 CD4 CcD8 CD16 CD16Gr/ IgA IgM 1gG HCT cn HCTKcT
% % % % CCD16 r/n r/n r/n spont spec
% g/l g/l g/l

Ao repanum / 85 55 29 13 15 02 | 08 | 85 113 1,4
Before therapy
Mocne 2-x Kypcos / 83 54 29 14 78 0,1 0,98 8,9 97 1,7
After 2 courses
[Ho 3-ro kypca /
Before 3 course 86 52 32 14 43 0,1 1,02 | 11,2 82 1,6
Mocne 3-ro kypca /
After 3 course 86 55 31 14 86 0,1 0,99 9,9 99 1,7

Takum 00pazoM, MpUMEHEHHE TIpeTapaTa JIMKO-
g B gononHenue k BBUI-Tepanuu cnocoOcTBO-
BAJIO YJIYUYLICHHUIO KQUeCTBA KU3HU, CHUKEHHUIO Yac-
TOTBI 00OCTPEHUI Y CUMITTOMATUKU KOHBIOHKTHBUTA,
a Tak)Ke JIUTEILHOCTH MCIIOIL30BAHUS aHTHOMO-
THKOB.

Pesynprar Hamero HabIrOICHUS 32 MAIEHTOM,
MOJIy4aBUIUM HAPSLy C 3aMECTUTEIbHON Tepanueit
JUKOMNU/I, WUTIOCTPUPYET POJIb KIETOYHBIX KOMIIO-
HEHTOB BPOKJIEHHOI'O UMMYHHOT'O OTBETa B KJIMHU-
YEeCKOM MaHHU(ecTaly HeOCTATOYHOCTH TYMOPaJIh-
HOT'O 3BEHA aJIallTUBHOIO MMMYHUTETA; IMOATBEPK/Ia-
€T BO3MOXXHOCTb JOIOJIHUTENBHON KOPPEKLUU ITUX
napameTpoB s OBbIIeHUs S()(EKTHBHOCTH CTaH-
JTAPTHOM 3aMECTUTEILHOU TepaIuu.

BuGnuorpadpuyeckuii cnucok /
References

1. Cuzsxuna JILII., Anopeesa HU.H. Co3nanue perucTpa
MAIUEHTOB KaK 3P ()EKTUBHBIA UHCTPYMEHT JTUATHOCTHKU
MePBUYHBIX MMMyHOeduimToB // [lemuaTprdeckas dap-
makosornst. 2013. T. 10. Ne 5. C. 94—96.

Sizyakina LP, Andreeva II. Creating a patient regis-
ter as an effective tool for the diagnosis of primary
immunodeficiencies. Pediatric pharmacology. 2013,
10(5): 94—6. (In Russ.)

2. Jlamvuuesa E.A., Jlamviwesa T.B., Ilawenxos M.B. Tlep-
BUYHBIE IMMYHOAC(MUIUTHI Y B3POCIIBIX — aHAJIU3 pe-
ructpa Macturyta mmMMyHonoruu // Poce. aseproit. sKypH.
2018. T. 15 (9). C. 17—26.

Latysheva EA, Latysheva TV, Pashchenkov MV.
Primary immunodeficiencies in adults — an analysis
of the register of the Institute of Immunology.
Russian Allergological Journal. 2018;15(9): 17—26.
(In Russ.)

3. Chapel H. Common variable immunodeficiency disorders
(CVID) — diagnoses of exclusion, especially combined

410

10.

11.

immune defects. J Allergy Clin Immunol Pract. 2016;4:
1158—9.

Shillitoe B, Gennery A. X-Linked Agammaglobulinaemia:
Outcomes in the modern era. Clinical Immunology.
2017;183: 54—62.

. Quinti I, Soresina A, Spadaro G. et al. Long-term follow-

up and outcome of a large cohort of patients with common
variable immunodeficiency. J Clin Immunol. 2007;27:
308—16.

. Pittet LA, Hall-Stoodley L, Rutkowski MR, Harmsen AG.

Influenza virus infection decreases tracheal mucociliary
velocity and clearance of Streptococcus pneumonia.
Am J Respir Cell Mol Biol. 2010;42: 450—60.

. McNamee LA, Harmsen AG. Both influenza-induced

neutrophil dysfunction and neutrophil-independent
mechanisms contribute to increased susceptibility to
a secondary Streptococcus pneumoniae infection. Infect
Immun. 2006;74: 6707—21.

. Hament JM, Kimpen JL, Fleer A,Wolfs TF. Respiratory

viral infection predisposing for bacterial disease: a concise
review. FEMS Immunol Med Microbiol. 1999;26: 189—95.
Baumann U, Miescher S, Vonarburg C. Immunoglobulin
replacement therapy in antibody deficiency syndromes:
are we really doing enough. Clinical and Experimental
Immunology. 2014;178: 83—S5.
Cuzsaxuna JLIL, Auopeesa U.H., Kponesey /[.H. ®yHkim-
OHAJIbHAsI AKTUBHOCTh KJIETOUHBIX (hPaKTOPOB BPOIKACHHOTO
UMMYHUTETA TPU TEPBUYHON araMMarioOyIMHEMUH //
Nmvmynomnorus. 2017. T. 38. Ne 4. C. 223—226.
Sizyakina LP, Andreeva II, Krolevets DI. Functional
activity of cellular factors of innate immunity in pri-
mary agammaglobulinemia. /mmunology. 2017;38(4):
223—6. (In Russ.)
Cussixuna JLII., Anopeesa U.H., Kponesey /[.1. Cnocod
oreHKH 3(h(EKTUBHOCTH JICUSHHsT OOJILHBIX C 00IIeBapH-
a0eNbHOM IMMYHHOU HEIOCTaTOYHOCTHIO. [laTeHT PO
Ne 2683242: ony6u. 27.03.2019. Bron. Ne 2.
Sizyakina L.P., Andreeva LI., Krolevets D.I. A me-
thod for evaluating the effectiveness of treatment
of patients with generally variable immune deficiency.
Russian Federation Patent Ne 2683242: 27.03.2019.
Newsletter 2.

VMMVYHOJIOT' M. KIIMHUYECKUN CJIVUAN



Sizyakina L.P., Andreeva L.1., Petruchik S.V. RUDN Journal of Medicine, 2019, 23 (4), 405—411

Omeemcmesennbiil 3a nepenucky: Annpeesa Mpuna MBanosHa, npodeccop kadeapbl KIMHUYECKOH NMMYHOJIOTHHU U aJlIEPTOJIOTHH,
JOKTOp MEIMIMHCKUX HayK, DenepanpHOe TocyaapCcTBEHHOE OI0IKETHOE 00pa30BaTeIbHOE YIPEKICHUE BBICIIIEr0 00pa30BaHUs
«PocTOBCKUI TOCYTapCTBEHHBIN MEAWIIMHCKUN YHUBEpCUTET», T. PocToB-Ha-Jlony, nep. Haxuuesanckuii, a. 29, Poccuiickas
®deneparus.

E-mail: iai3012@rambler.ru

Cussikuna JL.IT. ORCID: 0000-0001-5716-4397
Angpeea U.U. ORCID: 0000-0002-7735-4275

Corresponding Author: Andreeva Irina, MD, professor of the Department of Clinical Immunology and Allergology, Rostov
State Medical University, per. Nakhichevan, 29, Rostov-on-Don, Russian Federation
E-mail: iai3012@rambler.ru

Sizyakina LP. ORCID: 0000-0001-5716-4397
Andreeva II. ORCID: 0000-0002-7735-4275



