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CuHgpom HuiimereH — peakas MOHOTEHHAs NaTONOTMA C ayTOCOMHO-PELECCUBHBIM TUMOM HacnedoBaHus. 3abonesaHue
NPOABAAETCA BPOXKAEHHBIMU AHOMANUAMU PA3BUTUSA U MUKPOLEehanuei, NepBuYHbIM UMMYHOLEMULUTOM, YaCTbIMU peuy-
AVBUPYIOWUMU BUPYCHBIMU U GaKTEPUANbHBIMU UHDEKLUAMMU, OTCTABAHUEM B (U3UYECKOM U HEPBHO-NCUXMYECKOM Pas3-
BUTUN. B MeguumMHCKON nuTepatype onucaHo 150 ciydyaes CUHAPOMA, NaTONOMMsA Yalye BCTPEYAETCs CPEeAMU CNABSHCKOro
HaceneHus. CuHapom HuitmereH oTHOCUTCS K rpynne 3a6oseBaHuit ¢ XpOMOCOMHOI HecTabuabHoCTbI0. NatoreHeTnyeckas
0COGEHHOCTb CUHAPOMA — BPOXAEHHBIA UMMyHOAeDULMT rymopanbHoro (B-numdouuTos) v knetouHoro (T-numdoLuToB)
3BeHbeB. Y 40 % geteit ¢ CMHEPOMOM HuiiMereH AMarHoCTMpyIoTCs 3/10KayecTBeHHbIe HOBOOGpPa3oBaHus. Yale nopaxa-
ercs aMmbongHas TkaHb (HEXOMKKUHCKUE NUMBOMBI B- 1 T-knetouHble, ocTpble AMMHO6BAACTHbIE NeiKO3bI), BO3MOXHO
pasBuUTUe CONMAHBIX Heonnasuit. s nocTaHOBKM AMArHo3a cMHApPOMa HuilmereH, Kpome OLEHKM KNMHUYECKOro cTaTyca
60N1bHOrO, HEO6X0ANMO NPOBEeAEHUE PACLIMPEHHOTO UMMYHONOTUYECKOrOo 06CEA0BAHMUS C ONPEfeeHNEM YPOBHEN UM-
MyHOrN06YNMHOB A, M, G 1 MONEKYNAPHO-TEHETUYECKUX UCCNeA0BaAHUIA.

B cratbe npefcraBneHo KAMHUYeCKoe HabnogeHne AUarHOCTUKM U eYeHus CUHApoMa HuiiMereH B JeTCKOM BO3pacTe.

Kniouesble cnoBa: cuHapom HuiimereH, mukpouedanus, nepBUYHbIi UMMyHOAEDULUT, UMMYHOOGYMH, 3N10Ka4eCTBEH-
HOe HOBOOOpa3oBaHue
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Nijmegen syndrome is a rare monogenic pathology with an autosomal recessive type of inheritance. The disease is ma-
nifested by congenital developmental anomalies and microcephaly, primary immunodeficiency, frequent recurrent viral
and bacterial infections, retardation in physical and neuropsychic development. In the medical literature, 150 cases
of the syndrome are described; pathology occurs more often among the Slavic population. Nijmegen syndrome belongs
to a group of diseases with chromosomal instability. The pathogenetic feature of the syndrome is congenital immuno-
deficiency of the humoral (B-lymphocytes) and cellular (T-lymphocytes) components. According to statistics, 40 %
of children with Nijmegen syndrome are diagnosed with malignant neoplasms. Lymphoid tissue is more often affected
(non-Hodgkin’s B and T-cell lymphomas, acute lymphoblastic leukemia), and the development of solid neoplasia is also
possible. To diagnose Nijmegen syndrome, in addition to assessing the patient clinical status, it is necessary to conduct
an extended immunological examination with the determination of immunoglobulins A, M, G and molecular genetic
studies.

The article presents a clinical case of diagnosis and treatment of Nijmegen syndrome in childhood.
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BBepeHue

Cunnpom HuiiMereH — penkast MOHOT€HHASI IIATOJIO-
TUsl C ayTOCOMHO-PEIIECCUBHBIM TUIIOM HACJICIOBAHMUSI.
3aboiieBaHNE TIPOSIBIISICTCS BPOXKICHHBIMI aHOMAJIMSIMU
pa3BUTHS M MUKpoLiedanneit, mepBUUHBIM UMMYHOIe(DM-
LIMTOM, 9aCTHIMU PELIMINBUPYIOIIMMU BUPYCHBIMU 1 OaK-
TepUAIBHBIMA MH(EKIIUSIMHI, OTCTABAaHNEM B (DU3MIECKOM
1 HEPBHO-TICUXWYECKOM pa3BUTHH. CUHIPOM BBI3BaH MY-
TausiMu reHa NBN, KOTOpblid y4acTByeT B BOCCTAHOBJICHUU
JAHK. Ha3zBaHue cuHapoma AaHO B YeCTh I'OJUIAHACKOIO
ropoja, B KoTopoM B 1981 I. BrrepBEIe OBLIO OIMMCaHO 3200~
sieBanue. Myrarun B rede NBN xaptupoBanbl B 1998 1.

ITaToreHeTnyeckoii 0COOEHHOCTbIO CUHIApPOMA SIB-
JISIeTCSI BPOXAEHHBI UMMYHOIE(DULIUT TyMOPaJIbHOIO
(B-mamdormToB) u kieTodHoro (T-1mmmMdonunToB) 3BeHb-
eB [1—3]. Cunapom HuiiMereH OTHOCUTCS K TPYIIIIE 3200~
JIeBaHUI C XpOMOCOMHOI HecTaOMIbHOCThIO. I1okazaHo,
YTO y OOJIBIIMHCTBA MALIMEHTOB MMEETCS TOMO3UTOT-
Hasl JeJielius 5 map ocHOBaHHUI B reHe HunOpuHa (NBN)
(c.657_661del5, p.K219fsX19). Haubonee yacto gaHHas
ITaTOJIOTHUSI HAOIIONAETCS B €BPOIICHCKIX ITOMYJISIIIASIX €B-
POTICOMITHOM pachl, 0COOEHHO CIABSIHCKOTO ITPOUCXOXKIE-
Hust [4]. ITo cratuctuke, y 40 % neteil ¢ BbISIBACHHBIM
cuHIpoMoM HwuliMereH mMarHOCTUPYIOTCS pa3IUudHbIe
¢dopMBI 310KaueCTBEeHHbBIX HOBOOOpa3oBaHuil. Hanbonee
4acTo MopaxaeTcst TMMGONIHAS TKAaHb C Pa3BUTHEM TaKHX
BapMaAHTOB MAaTOJIOTMH, KaK HEXOIKKIMHCKHE TMM(OMBI,
OoCTphIi TMMGOOIACTHBIN JIEK03, 3HAUUTEIIBHO peke 00-
HapyXMBalOTCs COJIMAHBIE HeoIU1a3uu [35].

s nedeHnst TaHHOTO CMHAPOMA HAa3HAYAETCST Pery-
JISIpHAsI 3aMECTUTENIbHASI TepaIrus BHYTPUBCHHBIMU WM-
MyHornooymmHamu (Ig), 9to cBsizaHo ¢ nedunmrom IgG.
Ha ¢done nedyeHnst HeoOX0AMMO MOMIEPKUBATh YPOBEHD
IgG B ceiBOpOTKE KpoBY >5,0 1/11 (110 MeHblL1Iei Mepe 4—6 1/11).
Hcnonb3oBanue Ig 1151 MOAKOXHOTO BBEACHMST CYMTAETCS
3(hGEKTUBHBIM, YIOOHBIM U XOPOIIIO IIEPEHOCUMBIM Me-
TOIIOM, KOTOPBIN 3HAYMTEILHO YITy4IaeT Ka4eCTBO XKI3HMU.
B Hacrosiee Bpems He CyIIeCTBYeT CTaHAAPTHBIX ITPOTO-
KOJIOB JICYCHMSI OITyXOJIEH y MALIMEHTOB C JAHHOU T'€HETH -
yeckoit maronorueii. Cieyaan3npoBaHHbIE LIEHTPHI pe-
KOMEHIYIOT UCIIOJIb30BaTh PeAyIIMPOBaHHBIE IIPOTOKOJIBI
MOJUXUMHOTEPAITNHY 1 n30eraTh 00IydeHus [6].

B neTckoM oHKoOJIOrMYeCKOM oTaeaeHuu Bosrorpan-
CKOr0 00JJACTHOTO OHKOJIOTMYECKOTO AucaHcepa ¢ 1990
no 2022 1. 6buTK IpoJiedeHbI 5847 neTeii co 3710KauyeCcTBeH-
HBIMU HOBOOOpa3oBaHUsSIMU B Bo3pacTte oT 0 mo 17 jer.
Cungpom HwuiimereH ObIT AMarHOCTUPOBAH B 2 CIIydasix:
y IeBOYKM 12 JIeT ¢ HEXOMKKMHCKOM B-KiaeTouHoM TuM-
doMoii 1 y 1eBoukH 15 JeT ¢ MoA03peHMEM Ha 3/10KaYeCT-
BEHHOE HOBOOOpPa30BaHUE JIETKUX (Iajiee MpeacTaBiseM
OIMMCaHME JAHHOTO CIIydasl).

KnuHuueckum cnyyaii

boavnasa K. 6 6ozpacme 14 nem bvina cocnumanuszupo-
8aHA 6 DemcKoe OHKoA02UHecKoe omdeaeHue Boaeoepadcko-
20 001ACMH020 KAUHUYECK020 OHK0A02UHECK020 OUCnancepa
€ N0003peHUeM HA HeXO0NCKUHCKYIO AUMPOMY.

Anamnes xcuznu. Pebernox om 3-it 6epemennocmu, npo-
mekasutell ¢ 3a0epiuckoli pazeumus naoda c 17 ned; om ca-
MOCMOSMeENbHbIX Nepebix podos 6 42 ned. Ouenka no wKane
Aneap 8/8 6annos. Macca npu poxcoenuu 3100 e. C posxucde-
Hus ommeuanracs mukpoyegpasus. M3 poodoma deeouxa dvina
nepesedena 6 omaoeneHue NAMOA0RUU HOBOPOICOEHHBIX ¢ OU-
A2HO30M BHYMPUYMPOOHOI UHDeK UL, NO N0BODY He2o noay-
yanra anmubakmepuansvuyto mepanuro. llpoguraxmuueckue
NpUBUBKU NPOBOOUNLUCH COAACHO KANEHOAPHOMY HAAHY.

Hacaedcmeennocms: podumenu 30opoewt. Y memu
(no MamepuHcKoi AUHUU) POOUACS OOHOULCHHBLI MAN08ECHbLI
He3penblil Manb4uK, Komopblil ymep 6 eospacme 5 oneil. bepe-
MEHHOCMb NPOMeKana Ha goHe 060cmpeHUsl HeymMOUHEeHHO20
3aboneeanus nouek. Maaduiuii pebeHok 8 Smoii cemve 300poa.

Anamnes 3aboaesanus. C 2 nem y nayuenmyu ommeua-
AUCH Hacmole 0CMpble PecnUpamopHble GUPYCHble UHpeKUUU,
OpOHXUMbL, OMUMbL, CUHYCUMbL, NPOMeEKaloujue ¢ nogvlule-
Huem memnepamypsi meaa 00 ebpunbHbIX 3HA4eHUIl 8 me-
yeHue 3—5 oneil. B 4 20o0a nauyuenmka nepenecia empanyo
ocny msiceno2o meuenusi. B danvneiiwem ommeuanucs pe-
yuousupyrouas eepnemuteckas uHgexyus (opogauuanvHulii,
2eHUMANbHbLIL, ONOACBIBAIOWULL 2epnec), XPOHUUECKULL PUHO-
CUHYCUm, Yacmble OPOHXUMbL, NHEEMOHUU, (h1e2MOHA NANbUEE
Kucmu u cmonel. Jlewenue nayuenmra noayuana amoyramop-
HO NPOMUBOBUPYCHBIMU U AHMUOAKMEPUANbHbIMU NPenapa-
mamu. C panneeo 803pacma cocmoum Ha yueme y ncuxuampa
8 C8A3U C OMCMABAHUEM 8 NCUXUHECKOM PA36UMUL, edice200-
HO noAy4aem mepanuio HeiipompoguuecKumu 1 6a30aKmue-
HbIMU npenapamamu.

B eospacme 14 1em no nosody omcymcmaeus npU3HaKos
10106020 pa3eumusi U 6MOPUUHbBIX NOA0BbIX NPUSHAKOB 8 KOH-
CYA6Mamu8Ho-0UAecHOCMU1eCcKoll NOAUKAUHUKE 0e8o4Ka
ObL1a 0bcredosana y Oepmamonoea, npoOKmMonoea, 2acmpoIx-
meponoea, euHexonoea, 2eHemuka. B pesyrsmame komnaexc-
HO020 00C1e008aHUS BbISIBACHA A2eHe3UsI MAMKU U NPUOAMKO08
mamiu. Tlpu yrempaseykoeom uccaedosanuu (Y3H) cepoua
0OHAPYIHCeHa N0HCHAS Xopoa Ae6020 dceayodouka. B xode kow-
cyabmayuy 0emcko20 3HO0KPUH0A02a 3aN0003PeH 2Uunepeo-
HaoomponHblil 2UNO2OHAOU3M, PEKOMEHO08AHA KOHCYAbMAL UL
2eHemuKa.

1o pe3yasmamam eenemuueckoeo 06caedo8anus ONUCaH
xapuomun 46XX, d4p(10)(q21925)(10) 46,XX. B 70 % me-
magas evis81eHa HecmadUuAbHOCMb ¢ NPeod1adaruum Kao-
HOM Oynaukauyuu OAUHHO20 Naeda ¢ KOMNAEKCHbIMU nepe-
cmpoikamu. Ycmanoenren npedeapumenvHuili 0uaeHo3
Hapyuienust 00MeHa AMUHOKUCAOM. 3aKat04eHUe N0 pe3Yib-
mamam KomMnaeKCcHo20 06cAe008aHUs1: CUHOPOM XPOMOCOMHOI
HecmabuabHocmu; Mukpoyeatus, yMcmeeHHas omcma-
A0CMb; 3a0ePICKA NoA08020 PA3GUMUSL.

IIpu o6caedosanuu y annepeonoea-ummyHonoeay nayu-
eHmKu obHapyxcena eunoeammaenobyrunemus IgG: IgA
0,73 e/a (nopma 0,7—4,0 e/n), 1gG 2,46 2/a (Hopma 7,0—
16,0¢/n), IgM 1,3 /n (nopma 0,2—2,8 2/n). B cesa3u c 6vi-
SBACHHBIM CHUICEHUEM 2YMOPAAbHO20 UMMYHH020 Omeema,
a makdce ¢ AUM@po- u aeiikonenuei 603HUKAA He00XO0-
OuMOCmb UCKAHOUEHUS HEX00NCKUHCKOIUL aumpomsl. B xode
06cnedoganus y eeHemuKka y nauueHmxu 0via 3an0003peH
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cundpom Huiimeeen. Ha ocHosanuu 3moeo npeononodiceHus
nposedena menemeduyunckas koncyasmauyus 6 HMHI] oem-
CKOIl 2eMamonoeuul, OHK0A0RUU U UMMYHOA0RUU UM. JImumpust
Poeauesa, no pezyrbmamam komopoii cOeaano 3akaouerue
0 MOM, 4mo y pebeHKa 8blCOK0BEPOMEH OUACHO3: NEPBUUHbILL
ummyHodegpuyum, cunopom Huiimeeen.

Ilayuenmke pexomen006arbl MONEKYAAPHO-2eHEMUYe-
ckoe uccaedosatue (onpedesenue mymayuu 6 eehe NBN),
mepanus eHympueenHbim 1g 6 dose 0,5 e/xe maccot meaa 1 pas
6 4 Hed nodcuzHeHHO, NOCMOSHHbLIL NpUeM a3umpoOMUYUHA
10me/ke/cym 3 Ous 6 Hedento, npu pazeumuu UHGEKYUOHHBIX
3a601e8aHUil GHMUOUOMUKY WUPOKO20 CHeKmpa Oelicmaust
napeumepansto. Pexomendosano pezynsaproe o6caedosanue:
00wull U bUOXUMUYECKULl AHAAU3bI KPOBU; OnpedeneHue Yu-
mome2anoeupyca Mmemooom NOAUMEPA3HOL YenHol peaKyuu,
supyca Inwumeiina—bapp 6 Kposu, Ypo8Hs Cbl8OPOMOUHBIX
Ig 1 paz 6 mecsay; Y3U opeanoeé 6prownoil nosocmu, no4ex,
nepughepuneckux aumpamuueckux Y3108, KOHCYAbMayus
OHKO2eMamonoea.

[Ipu nocmynaenuu 6 demckoe oHKoA02UHeCKOe omOene-
Hue Boneoepadckoeo obaacmuoeo kaunuueckoeo oHK0AOU-
yecK020 ducnaucepa 045 oepedroezo ésedeHus Ig (eo3pacm
15 1em) nayuenmra npedss64s.4a xcanrobvl Ha Hacmole NHeG-
MOHUU U BUPYCHble 3a004e68aHUsL, OMCYMCMEUe NPU3HAK08
n0/08020 pazeumus, GMOPUYHbIX NOA0BbIX NPUSHAKOE, OM -
Meuanuces depuyum maccel meaa, Omcmasanue 8 Puu4ecKom
U NCUXUYECKOM Pa3eumuu, MUKpoyeghanus.

IIpu ocmompe obuee cocmosue pebeHKka OmHocUmenb-
Ho yodoenemgopumenvHoe. Ommeuaemes Mukpoyepanus
¢ «<NMUYLUMU» YEPMAMU AUYA (CKOWEHHDbLI 100, blcmyna-
Howas cpedHsis Hacmo AUYa, OAUHHbLIL HOC, 2UNONAA3UU HUMIC-
Heil uentocmu). Dusuueckoe pazeumue MUKpOCOMamuuecKoe,
duceapMoHu4HOe, 8blsiGAeHbI OMCMABAHUE 8 POCHE U OMCY M-
cmaue 8MOpUHHbIX N0A08bIX NPU3HAK0E. Budumbie causucmeole
obonouku po3ogele, yucmole. Ha koce odunouHsie namua
ysema «xoghe ¢ monokom». Ilepugpepuueckue aumpamuyeckue
Yanvl He yeeauuensl. Jbixanue 6 neekux 6e3uKyaspHoe, Xpunos
Hem. Tonwsi cepoya sichble, pummuutvle. Kueom npu nasvna-
yuu msaekuil, 6ezoonesnentolil. Ileuens u cenezenka He nano-
nupyromcesi. Puauonoeuueckue omnpasienus 8 Hopme.

B obwem ananu3ze kposu: yposens cemoenobura 129 e/x,
KOAUYeCma0 3pUumpouumos 5 MaH,/ Mk, cpeoruil 006sem 3pu-
mpoyuma 75,7, cpedHee codepicanue 2emo2r00UHA 8 3pu-
mpoyume 25,7, codepicarue aeiikouyumos 4,0 moic/mKa,
Helimpogunog ceemenmosoepuvix 57 %, monouumos 4 %,
aumepoyumos 38 %, s03unopunos 1 %, koruvecmeo mpom-
bouumoe 154 moic/mkn, cKopocms ocedanus 3pUmpouumos
S mm/u.

B buoxumuueckom ananuse Kposu: ypo8eHs ujes04HOll
gocgpamaser 319,8 E0/a, akmuerHocms araHUHAMUHOMPAHC-
epaszor 12,3 Ed/n, acnapmamamuromparcgepasol 18,3 Ed/a,
eamma-enymamuampancgepasor 9, 1 Ed/n, naxmamoezudpoee-
Haswel 197,4 Ed/a, yposens obujeco buaupyouna 6,7 mkmons/1,
kpeamununa 51,2 mxmons/n, moueeunvt 3,8 mmons/n, IgA
0,6 e/, IgG 2,23 2/n, IgM 1,37 2/2.

Pezyaomam uccaedosanus koazynoepammol: RPOMpom-
ounoswiil unoexc 89,5 %, mpomounosoe epems 17,3 ¢, uac-

MUYHO AKMUBUPOBAHHOe MPombUuHosoe apems 40 ¢, KoHyeH-
mpayus pubpuroeena 2,1 /.

Ilpu Y3H opearnos 6prowiHoil norocmu u novex namono-
euu He goiseaeno. llpu Y3U opearnos manoeo masa onpede-
Asiemcsl azeHe3ust MamKu U npudamros.

B xo00e ecocnumanuszauyuu nayuenmie nposedero neverue
enympuegenHoiM Ig (cueapouc) é dosze 0,5 e/xe/cym (15 e)
eHympugenno 06axcovl. Oca0diucHeHUll, accoyuUupo8aHHblxX
¢ 86edenuem npenapama, He 3ape2ucmpupo8aHo.

Ilayuenmxka 6vira nanpasnena 6 HMHUII demckoti ee-
mMamonoeuu, OHKoAo2UU U UMMyHoaoeuu um. JAmumpus Po-
eayesa, ede 3HAUUMbBIX OMKAOHEHULL pe3yabmamos 1a6opa-
mopHoeo obcaedoganus He @visigneno. UmmyHonoeuueckoe
06cnedoeanue noKa3ano 8bipANCEHHOE CHUNCEHUE YPOBHS
TREC (T-cell Receptor Excision Circle) (0o 61) u omcymcmeue
KREC (Kappa-deleting Recombination Excision Circle).

B c6a3u ¢ wacmeimu peyudugupyrouumu nHeGMOHUAMU
U OpoHXUMamu ¢ OUazHOCMU4ecKoil Ueavto Oblia GbINOAHEHA
MYAbMUCRUPANbHAS KOMIbIOMEPHAs MoMo2papus 0peanos
2pyOHoIl KaemKuU. Boisigaensl okpyensie yuacmku yYniomHenus
ANe204HOU RAPEHXUMbL RO MUNY <MAMO6020 CMeKAa» 8 S4 u Hao-
duagpazmanshbix omoenax S9 nesoeo neekoeo, be3 uemkux
KOHMYPO08, a MmaKice HeMHOLOYUCAEHHblE Y3eAKU O Medcdone-
8oli naegpe c obeux cmopor. Boznukiaa neobxodumocms oughghe-
PEHUUANBHO20 OUACHO3a MeNCOY BUDYCHBIM NOPAJICEHUEM U UH-
mepCmuyUanbHoOl AUMPOUUMAPHOU 001E3HbI0 NeSKUX.

s mouHoeo onpedenenus OuaeHo3a u 8vl60pa danvHell-
weii maxkmuxu aevenus nayuenmre 6 HMHUII demckoii ee-
mamonoauu, OHKoAo2UU U UMMYHoaouu um. JAmumpus Po-
eauega Obia npogedeHa mMopakKockonuueckas Ouoncus
aezkoeo. Tlpu mukpobuonoeuueckom uccredosanuu 6poHxo-
anbeeoAAPHO20 AABANCA 3HAUUMBIX NAMO2EH08, 8 MOM YlUcae
8upycos, He aviaeneHo. lucmonoeuuecku onucansl ppazmeHmol
A1€2K020, 8 KOMOPbIX ANb8E0AAPHbIE NePecopoOKU YMOAUeHbL
3a cuem AUMPOYUMAPHOIL UHDUABMPAYUU, NPEOCMABAEHHOL
npeumymwecmeenno CD3* - T-aumepouumamu ¢ kosxcnpeccu-
eii CD4 (6 6oavweti yvacmu) u CDS. Taxxce ommeuanace
crabas unguavmpayus CD20" - B-aumepouumamu, komopuie
Gopmupoganu meaKue cKonaeHus Ha OMOeAbHbIX YUACMKAX.
Beisigaennt axcnpeccusi CD68 6 HemHO20OMUCACHHbBIX ANbEENSD-
HbIX Makpoghazax u Heboavuioe koauyecmeo CD38" -kaemok.
Peaxyus c CD56 ompuyamenwvrnas. boiro cdenarno 3axkaoue-
HUe 6 n0Ab3y OUACHO3a UHMEPCMUUUANbHOI NHeBMOHUU.

1lo danrbim maenumno-pesonarcHoi momoepagpuu (MPT)
20/108H020 M032a BblABAeHbl 2 ouaea 6 adeHozunoghuse, oxa-
pakmepu3o8annsle Kak mukpoaderomsi. Ilo pezynsmamam
uccae0o8anus pebeHoK Obla KOHCYAbMUPOBAH HEUPOXUPYD2OM.
[loka3zanuil k Hellpoxupypeu1ecKkomy emMeuamenscmay Hem,
pexomendogaro nposedenue MPT ¢ konmpacmubim ycuise-
Huem 6 JuHamuke uepe3s 6 mec.

B nepuod eocnumanuzayuu 6 omoeneHuu pe6eHoK KOH-
CYAbMUPOBAH IHOOKPUHONO020M, SUHEKO0A020M 8 C8A3U C 3a-
OepoicKoll n0106020 pazeumus (nepsuutas amenopes), OaHbl
peKomeHOayuU no Ae4eHur.

B pesyavmame gvicmasnen 0uaeHo3: NepeUUHbLI UMMY-
HoOepuyum — cunopom Huiimeeen (mymauyus 6 eene NBN,
Oeneyust c.657_661del, p.Lys219AsnfsTer 16 6 como3ucomuom
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cocmosnuu). OcrodicHeHue: UHMePCMUYUANbHAs AUMPOYU-
mapHas 60ae31b Ae2Kux,; 0blXamenabHAas HedoCmamouHoCmb
0 cmenenu; 2unepeoHadomponHbLil 2UN02OHAOU3M, NEPBUHHAS
amenopest; MUKpOAOeHOMbL 2UNOQU3a; apaxHoudaibHas KUcma
/€601l meMeHHOI 00aacmu; eunepnposaKmuHemus; omcma-
8aHUe 8 NCUXUYECKOM pazeumul; 6e1K080-3Hepeemu1ecKast
Hedocmamounocms ymeperHoli cmenenu. Conymcmeyrouwuil
O0uaeHo3: XpOHUYeCKULl PUHUM.

C yuemom KAuHU4eCcKux ocobeHHocmeli OCHO8HO20 3a00-
neeanus (cundopoma Huiimeeen), ceésazannoeo ¢ Hum kpaiine
8bICOK020 PUCKA pA36UMUSL OHKO0A02UHECKUX 3a004e8aHUL
(numomesl, nelikoza, corUOHbIX ONYX0aei Pa3IUMHOU A0KA-
AU3ayuY) nayueHmie peKomMeH008anbl Habadenue oHKoze-
Mamonoea no Mecmy JHcumenbCmea u npogederue CKpUHUH-
eosblx uccaedosanuil (Y3H opeanoe bprownoil nosocmu,
nepucghepuueckux aumgamuueckux y3108, nouexK Kaxicovle
3 mec, MPT e2on06H020 Mo32a 4epe3 6 mec, 00uUll aHaru3s
kposu 1 pa3 6 mecay). Pexomendosana pezyaspruas 3amecmu-
menvHas mepanus eHympusennvimu Ig 6 dose 0,5 e/xe maccol
meana 1 pa3s 6 4 Hed ¢ noddepicanuem 06513amenbHO20 NOCH -
mpancgy3zuonroeo ypogus IgG 6oaee 7 2/a. Takice pexomen-
006aH NOCMOSIHHbLIL npuem azumpomuyuna 375 me/cym 3 pa-
3a 6 Hedearo u xonrexanvyugpepora 1000 ME/cym nocmosiHHo.

B 6o3pacme 16 nem 6 céa3u ¢ yxyouieHuem cOCMOSHUS
nayuenmka 6vi1a N08mMopHo eochumanusuposana 6 HMHUI[
0emcKoil 2eMamonoeuu, OHK0A0RUU U UMMYHOA02UU um. JImum-
pus Poeauesa. Ilposedena 6uoncus npagoeo aeekoeo, no oan-
HbIM KOMOPOIL 8bi61eHbl NPUHAKU UHMEPCMULUANbHOL
nHeemonuu. B xode koncuauyma 6vi10 cdenano 3axarouenue,
Ymo eOUHCMBEHHbIM KYPAMUGHbIM 6APUAHMOM Mepanuu
0anHo20 3a001e6aHUS S8AAEMC MPAHCNAAGHMAYUS 2eMONO-
IMU"ECKUX cmeoa06bix Knemok. boiiu nposederst nodpobrbie
pa3zssacHumensHole becedsbl c Mamepvio 0 NOAb3e U NOMeHYU-

ANbHBIX PUCKAX MPAHCIAAGHMAUUYU 2eMONOIMULECKUX CIBO-
A08bIX KAEMOK, PACCKA3AHO 0 NPOSHO3AX MeHeHUsl OCHOBHO20
3a6onesaHus (6n10mov 00 1eMANbHO20 UCX00a) 8 Cay4ae om-
Kaza om Hee. Mamb npunsia pewienue 06 omikase om npoge-
OeHUst MPAHCNAGHMAaYUU.

B nacmosiuee spems nayuenmke 16 sem. Coxpansiomces
omcmaeaHue 6 HePEHO-NCUXUMECKOM, (PUSUHECKOM U NOA080M
Pa3sumul, OMcymcmeue 6MopudHbiX NOA0BbIX NPUSHAKOG.
Tlayuenmxka pezyaspro nosyuaem zamecmumensHyro mepa-
nuro enympuseennom g, nocieonue 4 mec — Ig uenosexa
HopmanvHblil (Kymasue) 6 doze 0,5 e/ke/mec — 16 e/mec, 4 2/Hed
no0KoXCHO 8 2 mouku no 2 ¢ 6 meuenue 1 4; azumpomuyum
375 me/cym 3 pa3za é nedesio.

Ha ¢hone nposodumoeo newenus mpuxcdol omme4ancs
peuudus opogauuarbHozo eepneca (nposoodusoce amobyra-
MOpHOe Neyenue ayuKI08UPOM NePoPasbHO), 0OHOKPAMHO
B0BHUKANG OCPAsi UHPDEKUUSL 8ePXHUX ObIXAMEAbHBIX NYyMel,
npomexasuias ¢ edpuibHoil memnepamypoii é meueHue
1 dus, 3an0cennocmoio Hoca. Peeyaspro npoeodoumcs konm-
PONb KOHUEHMPAUUU CblGOPOMOUHBIX UMMYH02A00YAUHO8. Pe-
3yabmam nocaeoreo oocaedosanusi: IgA 0,54 e/a, IgG 8,45 2/,
IgM 1,26 2/a.

3aknoueHue

IIpencraBiaeHHbBI KIMHUYECKUI CIydail IeMOHCTPHU-
PYET CJA0XHOCTb IMAarHOCTUKY HACAEACTBEHHbBIX TEHETU -
YyecKuXx 3a0o1eBaHuii. BpoxaeHHbIe aHOMaIUM Pa3BUTHS,
MUKporedanns, peuuINBAPYIOIINe BUPYCHBIE U OaKTe-
pragbHbIe MH(PEKIINH, TTPOTEKAIOIINE ¢ OCIIOKHEHUSIMH,
JIOJKHBI BbI3bIBATb HACTOPOXKEHHOCTD Y TIEAUATPOB OTHO-
CUTEJIbHO BO3MOXHOCTU HAJIUUMS y peOeHKa KaKOTO-JIU -
00 reHeTUYEeCKOro 3a00jieBaHMsI, B YaCTHOCTU CUHApOMA
Huiimeren [7, 8].
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Bkuag aBTopoB

H.B. ManoxuHcKast: pa3paboTKa KOHIUEMINKI U I13aiiHa UCCIeTOBaHMS, HaMCaHUe TeKCTa CTaThU, YTBEPXKIEHNE OKOHYATEIbHOIO BapyaHTa CTa-
TbU, OTBETCTBEHHOCTD 3 LIEJIOCTHOCTh BCEX YACTEl CTAThU;

M.A. MopryHosa, U.B. [1eTpoBa: 0630p nmyb1uKaluii o TeMe CTaTby, YTBEpXKAEHUE OKOHYATeIbHOIO BapuaHTa CTaTbU, OTBETCTBEHHOCTD 3a LIEJIOCT-
HOCTb BCEX YacTeil CTaThy;

0.B. INonsikoBa, B.B. CamoxBayioBa: aHa/I13 MOTyYEHHBIX JaHHBIX, YTBEPKICHIE OKOHYATEIbHOTO BapUaHTa CTaThU, OTBETCTBEHHOCTD 32 LIEJIOCTHOCTD
BCEX YacTeil CTaThH;

A.B. baiopoB: mmosyyeHue JaHHbIX U aHAJIM3a, YTBEPKIeHNe OKOHYATeIbHOTO BapyuaHTa CTaTbd, OTBETCTBEHHOCTD 3a LIEJIOCTHOCTh BCEX YacTeil
CTaThy;

I.B. KiiuToueHKO: HanmMcaHue U pelakKTUPOBaHUE TEKCTa CTaTbU, YTBEPXKACHUE OKOHYATEJIbHOIO BapMaHTa CTaThM, OTBETCTBEHHOCTD 3a LIEJIOCTHOCTh
BCEX YacTeil CTaThU.
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