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Pe3rome

Posib mocmepTHOro nuarHo3a HE TOJIBKO B YCTAHOBKE MCTHHHOW IMPUYWHBI
CMEpPTH, HO M B OOpaTHOM CBSI3U C BpPAuOM, CHUCTEMOM 3/IpaBOOXpaHEHUs U
POACTBEHHUKAMU TNAlUKWEHTa. BBISBIEHME UCTUHHOM NPUYUHBI CMEPTU MO3BOJISIET
criactu cubcoB, Oyaymux JAeTed, a mopod u poautened mnanueHta. Ilo
kinaccudukanuu 2024 roma HacuuThIBaeTCs 555 paznuuHbIX (HOPM BPOKIECHHBIX
ommOoK uMMyHuTeTa U 17 (peHOKOommii, HO MHOTHE W3 TMAIMEHTOB OCTAIOTCS HE
BBISIBJICHHBIMU Kak TPH XU3HM, TaK M IOcCjie cMepTU. BpoxkaeHHble OIMOKU
UMMyHUTETa (WM TIEPBUYHBIE WMMYHOAC(PHUIIUTHI) YACTO MHUMHUKPHUPYIOT U
CKpBIBAIOTCSl MMOJ MAacKoil npyrux 3aboneBanuil. MHbexkuun y mnmanueHToB c
BPOXKJICHHBIMU OIIMOKAaMU HMMMYHHUTETAa MOTYT MpPOTEKaTh ATUIIMYHO, YIOPHO
PELMAUBUPYIOT U MOTYT NPUHHMATh XU3ZHECYTPOXKAIOIIMN XapakKTep, MPUBOIAS K
CMEpTHU WJIM MHBAIUAU3ALNY NAlMEHTa. DTO K€ CIPABEAJIMBO U 111 KOPU, KOTOpas
y NaIMEHTOB C UMMYHO€(DUIIMTOM JHOOOT0 TeHE3a MOKET Pa3BUBATHCA ATUIIUYHO,
4acTO C OTCYTCTBHEM WJIM 3aJICP/KKOM BBICBHIIIAHUNA HA CIM3UCTOU U KOXKE, U C
XapAKTEPHBIM TMOPAXKECHUEM JIETKUX. B CTaTbe OIKWCaH KIMHUYECKUH CIy4yau
ITHEBMOHUU C BEPOSITHBIM KOMOWHHMPOBAHHBIM TIOPAKEHUEM OT BHPYCOB KOPHU U
SARS-CoV-2, ocnoxuumuecss OakrepuanbHoil wuHpexnueil. [lpu stom y
MalueHTa, ero CMOCOB M MaTepH ObLJIa BBISIBJIEHA TPAHCJIOKAIUS YYACTKOB JIJTMHHOTO
ieya Mexnay 7 u 18 xpomocomamu. HecMoTpst Ha TO, UTO JaHHAsE XPOMOCOMHAs
NATOJIOTHUSI HE 3HAYMUTCS B KiacCU(UKAIMM BPOKJIECHHBIX OIIMOOK MMMYHHUTETA,
CIIMCOK BKJIFOYEHHBIX JUArHO30B IIOCTOSAHHO pAaClIMPSETCS, W  HaJIA4HE
BPOXKJIGHHOTO HMMMYyHOJe(HIMTa B JaHHOM KJIMHHUYECKOM Ciydae ObLIo
NOATBEPKACHO MOpQoJIorHYecKr. B NpUKU3HEHHON JIUArHOCTUKE MEPBUYHBIX
UMMYHOJIC(PHUITUTOB MOTYT MOMOYb XapaKTEepPHbIE HACTOPAXKUBAIOIINE MPU3HAKH,
KOTOpbI€ pa3pa0oTaHbl HAIIMOHAJIBHOM accolMalueid HSKCIepToB B 00JacTU
MEePBUYHBIX UMMYHOJeUIIMTOB. HeoHaTanbHBIA CKPUHUHI Ha MapKepbl
mumponennit TREC u KREC nomoraeT BBISIBUTH COCTOSIHHS, COTTPOBOKIAIOIIHAECS
nedexrom co3peBanus T- u B-nmumdonuros, a Y3U tumyca oka3pIBaeTCsl BAXKHBIM

JUAarHoCTH4CCKUM MCTOAO0OM, KOTOpBIfI IMOMOIacT IIPpHU KU3HU BBIAABUTH U3MCHCHMA
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pPa3MepoB U CTPYKTYPbl TUMYCA — OJTHOTO U3 TJIABHBIX OPraHOB UMMYHHOM CUCTEMBI.

Mopdonoruueckoe wuccienoBaHue, MNPOBOJUMOE JHOO NPWKUZHEHHO TIpU
OTNEPATUBHOW pE3EKLIUH THUMYCa, JUOO MOCTMOPTAIbHO, TMO3BOJISIET BBISIBUTH
XapaKkTepHble TMPHU3HAKA JU33MOpHUOTEHE3a HMMMYHHOW CHCTEMBI, BKIIOUYas
HapyllIEeHue pPa3MEpPOB M TUCTOJOTMYECKOW CTPYKTYphl THUMYyCa, YMEHbILIEHUE
KOJIMYEeCTBAa W M3MEHEHUs pa3mepoB Tenen ['accans. TeM cambiM, onupasich Ha
KJIMHUYECKHE, MOpP(OJOTrHYEeCKHMe ¢ TEeHETUYECKHE JIaHHbIe, BO3MOXKHOCTb
IPOIMYCTUTh MEPBUYHBIN UMMYHOJIEC(PUIIMT CHUXKAETCS, a CBOEBpPEMEHHas
JMAarHOCTHKa OTKPBIBAET OKHO JIJISl TEPANIEBTUYECKOIO0 BMENIATEIBCTBA U CIIACEHUS

KHU3HH.

KualoueBble cji0oBa: KOpb, NEPBUYHBIA HMMMYHOAE(UIIUT, BPOXKICHHBIC
OLIMOKY UMMYHHUTETA, XPOMOCOMHBIE adeppalini, BPOKIECHHbBIE TIOPOKU PA3BUTHS,

TUTI'aHTOKJICTOYHAA ITHCBMOHMUA, TUMYC, MOp(i)OJIOI‘I/IH.
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Abstract

The role of postmortem diagnosis is not only to establish the true cause of
death, but also to provide feedback to the physician, the health care system and the
patient's relatives. Identifying the true cause of death can save sibs, future children,
and sometimes even the patient's parents. According to the 2024 classification, there
are 555 different forms of inborn errors of immunity, and 17 phenocopies, but many
of the patients remain undetected both in life and after death. Inborn errors of
immunity (or primary immunodeficiencies) often mimic and hide under the mask of
other diseases. Infections in patients with inborn errors of immunity may be atypical,
persistently recurrent, and may be life-threatening, leading to death or disability of
the patient. The same is true for measles, which in immunodeficient patients of any
genesis may develop atypically, often with absent or delayed mucosal and cutaneous
rashes, and with typical lung lesions. This article describes a clinical case of
pneumonia with probable combined lesions from measles and SARS-CoV-2 viruses
complicated by bacterial infection. In this case, an equilibrium translocation of long
arm regions between chromosomes 7 and 18 was detected in the patient, his sibs and
mother. Although this chromosomal pathology is not listed in the classification of
inborn errors of immunity, the list of included diagnoses has been continuously
expanding, and the presence of inborn immunodeficiency in this clinical case was
confirmed morphologically. The National Association of Experts in Primary
Immunodeficiencies has developed warning signs of primary immunodeficiencies
that may help in the lifetime diagnosis of these diseases. Neonatal screening for the
TREC and KREC markers of lymphopenia helps to identify conditions accompanied
by defects in T- and B-lymphocyte maturation, and thymus ultrasound is proved to
be an essential diagnostic method that helps to detect changes in thymus (one of the
main organs of the immune system) size and structure during life. Morphological
study, performed either at lifetime during operative thymus resection or postmortem,
allows to reveal characteristic signs of immune system dysembryogenesis, including
disturbance of thymus size and histological structure, decrease in the number and

changes in the size of Hassall's corpuscles. Thus, based on clinical, morphological
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and genetic data it reduces a chance of missing primary immunodeficiency, whereas

timely diagnostics opens a window for therapeutic intervention and life-saving.

Keywords: measles, primary immunodeficiency, inborn errors of immunity,
chromosomal aberrations, congenital malformations, giant cell pneumonia, thymus,

morphology.
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1 BBenenue

Kopsb — omacHoe nH(peKIroHHOe 3a00IeBaHNe, KOTOPOE MOPAKAET HE TOIHKO
neter, HO U B3pocibiX [1], pocT 3abosieBaeMOCTH KOPBIO 3a MOCJICAHUE TOMbI —
BCceMUpHas mpodsiema [2]. DTo 00yCIOBICHO PSAAOM NPUYUH, HO B JAaHHOW CTAaThe
NpuUBEICH pa300p KIMHUYECKOTO Ciydasi, KOTOPBIA SBISCTCS IMOKa3aTeIbHBIM
IpUMEpPOM TOTO, Kak JaHHOE 3a0oJieBaHWE TMPOSBISETCS Y TMAlMEHTOB C
BPOXKJICHHBIMU  OMIMOKAMHM  WMMYHUTETa, TO €CThb C  TICPBUYHBIMH
UMMYHOJCPUIIUTAMHA, KOTOPBIX C KaXIbIM TOJOM BBISBISIETCS Bce OOJble U
PacIpoOCTPaHEHHOCTh KOTOPBIX 3HAYMTENBHO BHIINIE, YeM MPEIIOiaraioch mapy
necsaTriieTuit Hazan [3,4].

[lepBu4HbIE UMMYHOACHUIIMTHl WMEIOT XapaKTEPHBIE HACTOPAKUBAIOIINE
NpU3HAaKH [5], HO BIEpBBIE YCTAHOBICHHBIN JHWArHO3 YK€ IOCIE CMEPTH, K
COXKaJICHUIO, HEe penkoe siBjacHue [6,7]. BoisBieHue peanbHON NMPUYMHBI CMEPTH,
KOT/Ia MalMeHT MOTU0AaeT OT MH(EKIINHU, BCET/Ia CIOKHBIN U CIIOPHBI MOMEHT, HO
BEpHasl IOCTAHOBKA JMArHO3a, JaKe MOCIe CMEPTH MAIMEHTAa, 3TO 3aJI0T TOTO, YTO
ynacTcsi m30eKaTh HOBBIX JICTAJIbHBIX CIy4aeB, a IJIsl CEMbH TAIleHTa CTaHET
M3BECTHBIM HOCHUTEIHCTBO BPOKICHHOUW MATOJOTHU WU MPEIPACIIONIOKEHHOCTH K
OOJIe3HAM, YTO TIOMOXKET HE TOJNBKO TPU IUTAHUPOBAHUH TTOCIEIYIOUINX
OepeMeHHOCTeH, HO W Il JMArHOCTUKH OOJIe3HEW Yy CHOCOB WM JPYTUX
POJCTBEHHUKOB.

[IpencraBnenre 06 MHPEKIUIX MEHSICTCS C Pa3BUTHEM HAYKH U TEHEPb MBI
SICHEE TPEJICTABIsIeM, KaKk B pe3yJbTaTe B3aUMOJCHCTBHS OpraHM3Ma W MaTOreHa,
BKJIFOYAsl JKOJOTHYECKHEe U mpouue (akTopsl, (GopmupyeTrcss WHGEKIHOHHBIN
nporiecc. MHpeKnroHHas MaToNOTHsS SBISETCS JAKMYyCOBOW OyMakKKOW Jyis
BBISIBIICHUS 1e(DeKTOB B MUMMYHHOU CHUCTeMe nanueHTa. MiHaue roBops, Mbl OoJieeM
TEM, K YeMy MpeapacioyiokeHs! [8].

Baknun-accoruupoBannbie  nHMeknuu, Hanpumep, BIDK-ut, odeBumHbIe
IPOSIBJICHUS IEPBUYHBIX UMMYHOIE(UIIUTOB, HO M IIPOCTO ATHITUYHOE POSIBIICHUE,
GyTpMUHAHTHOE, TMOJIMCUCTEMHOE, C TIIyOOKHMM MPOHUKHOBEHHUEM B TKaHH, WU

HA00OpOT, BSUIOTEKYIlee, TOCTOSIHHO PEHUAMBUPYIOIIEe, TOPIUAHOE K TEparuu,
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BBI3BIBAEMOE BITOJIHE OOBLIYHBIMU I/IH(bCKI_II/IOHHBIMI/I B036yI[I/ITCJ'I}IMI/I (I/IJ'II/I JaXKe

YCIIOBHO-TIATOTEHHBIMHU) — TOXE MPHU3HAK HEaJeKBAaTHOM WMMYHHOW peakiuu
nanueHTa, TpeOyromel THIaTeNbHOro aHalu3a. MHKO3 CIM3UCTBIX, a TeM Ooliee
KOXH U TUTyOOKHX TKaHEeH — TaKXkKe SIBHBIN MPHU3HAK UMMYyHOaedummTa [5].

Bbonee Toro, cyiecTByloT Takue BpPOXKICHHbIE OMIMOKM MMMYHHUTETa, MPU
KOTOPBIX JJisi MallMeHTa TMOBBIIIEHA MOJBEP>KEHHOCTh TOJIBKO K OMNpEeICHHOMY
tuny uHpekuui. M peub He CTOIBKO O CEMEWHOI MPpeapacnoa0KEHHOCTH, TPUIHHA
KOTOpOM MOKET OBbITh KaK IOJIMIeHHAas, TaK W BOBCE HAaXOIUTHCS B IIOJIE
AMUTEHETHYECKOU PETYJISINHA, HO K O MOHOTEHHBIX Je(heKTaX MMMYHHOU CHCTEMBI
[9].

Hanpumep, monorennsie aedektsl IL12B unum IL12RB1 sBnstoTcs onHoM U3
MPUYHUH TIOBBIIIICHHOW YYBCTBUTEIHLHOCTH K MHUKOOakTepusM. bosie3Hb OOBIYHO
pa3BUBaeTCA B JIETCTBE, HO C BO3PACTHOM PEOEHOK IepecTaéT 0oJieTh, 0oyee Toro,
nake HaOJIr0aeTCs repeKkpecTHas 3alUuTa OT MUKoOaKkTepraibHbIX HHpekiuit [10].

Mytammmun B IRAK4 unmu MYD88 mpuBoAsT K 4acTo peruauBUPYIOIIAM
MUOTEHHBIM MH(EKIMAM, BKIIOYasi MHBA3UBHbBIE THEBMOKOKKOBbIE MH(DEKIUU (TpU
TOM, CEPOTHUIT MOKET MEHSTHLCS), HO YaCTOTa PEIUIMBOB CHUKACTCS, U, HAYUHAS C
IIOJIPOCTKOBOTO BO3pacTa, HOBBIX MH(MEKIMA MOKeT He HaOmroaarbes [11].

Jlaxke eAMHUYHBIN Ciay4yail B UCTOpUU OO0JIE3HU IETCKOTO IepHeTHYECKOro
sHIE(DATUTa, KOTOPBIA MOXET 3aKOHYUTHCS BBI3IOPOBICHUEM, MOXKET OKa3aThCs
cieacteuem mytanuu B reHax UNC93B1l wmm TLR3. Ilpu atom, B Mupe He
3apETUCTPUPOBAHO CIIy4aeB OoJiee JBYX SMHU30/0B 3TOr0 3a00J€BaHUS Y OJHOTO
MaryeHTa. JTO MPUHIUNHAAIBHOE JI0KAa3aTeIhCTBO TOTO, YTO WH(OEKIMOHHBIC
3a00J€BaHusl JIETCKOTO BO3pAcTa, MOpaKarolIMe TOJILKO OAMH pa3, MOTYT ObITh
CJICJICTBUEM MOHOTCHHBIX BPOXKICHHBIX OIIMOOK MMMyHHTETA [9].

Ho B nmaHHOW cTatbe peub MOWIET O JIETAIBHOM KIMHUYECKOM CIyyae,
BBI3BAHHOM COYe€TaHHeM HOBOM kopoHaBupycHou uHbpekimu (HKBU) u xopu, a
reHeTUYecKas MPUYMHA OKa3ajach HE MOHOTEHHOM, a Pe3yJbTaTOM XPOMOCOMHBIX
abepparuii.

2 MarepuaJjbl 1 METObI
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B kauectBe MaTCpUaJIOB HCIIOJIB30BAJIUCH BBIIIMCKH M UCTOPHHU Oone3Hu U3

CTAalMOHAPOB, IAaTOJOIOAHATOMUYECKOE 3aKI0YeHUEe. MeTolaMu HCClieOBaHUs
SBIJISUTACH peHTreHorpadus, yiabTpa3BykoBoe uccienopanue (Y3M1) Tumyca, o0umii,
OMOXMMHMYECKUNH U TEeMOCTa3HOJOTHUYECKU aHamu3bl mnepudepudeckor KpoBw,
UTOT€HETUYECKHE UCCJIeI0BAHMUSI, MOCTMOpPTaJIbHbIE TUCTOJIOTUYECKUE
UCCJIEI0BAHMS] MUKPOIIPENapaToB.

Kaunuyeckuit ciyyai

[lanpeHT — neBoYka, poauBIIasicss OT 7 OEpPEMEHHOCTH MHOIO pOKaBIIEH
KCHIIHBI, TJ€ MaTh W J1Be cecTphl (0T 1-if u 3-ii OepeMEeHHOCTH) - HOCHTEIH
XPOMOCOMHOW  IMAaTOJIOTMM  MATEPUHCKOTO IMPOHUCXOXKIECHHUS — JEpUBATHOU
XpoMocoMbl 18, 00pa3oBaHHOM B pe3yJibTaTe TPAHCIOKAIMU MEXIY JJIMHHBIMUA
mwiedamu 7 W 18 Xpomocombl. Y Mmatepu aeTed, y AaHHOro pebGenka (oT 7
OepeMEHHOCTH U 3 POJIOB) U IEPBOI JOUEPH B CEMbE — TPAHCIOKALIMS PELUITPOKHAS
(xapuoTur: 46, XX, der(18)t(7;18)(922;9g23)dmat), y nodyepu ot 3-ii OepeMeHHOCTH
u 2 ponoB — HecOanaHcupoBaHHas (ymepna Bo MiaaeHdectBe). Cectpa ot 2
OepeMEeHHOCTH 0€3 MaToJOTuU. Y MaTepH OTATOIICHHbIA aKylIEpCKUNA aHaMHE3 U
pyOerr Ha MaTKe MocJie KecapeBbix ceueHuil. YeTBepTas OepeMeHHOCTh 3aKOHYUIIAChH
MEAMIIMHCKUM a0opTOM, 5 U 6 - caMONpPOU3BOJIbHBIMH BBIKHJIBIIIAMUA B PaHHEM
cpoke recranuu. JlaHHas OEpeMEHHOCTh MpOTEKana MOJ KOHTPOJIEM Bpauen ¢
Y4E€TOM I€HETUYECKUX PUCKOB, C Ta30BBIM IpPEJICKAHUEM, MAJIOBOIUEM, HU3KOU
Maccoil W KapJHOMHUONAaTHEN TI0Ja, THAPONEPUKAPAOM, PACIIMPEHUEM OOJBIION
3aTBUIOYHOM LUCTEPHBI, CHHAPOMOM 33JEPKKH POCTA IJI0/1a TSOKEJION CTENeHU. Y
wiona BbisiBIeHa Rh-orpumarenbHas kpoBb 0e3 THTpa aHTUTEN (MPOBEICHA
npoUIaKTHKA).

Ha cpoke recrauuu 14-15 Henenb MaTh nepeHecaa COTPSCEHHE T'OJIOBHOTO
MO3ra, IIepesioM KOCTel Hoca, B Cpoke recrauuu 19-20 Hemenp — HOBYIO
kopoHaBupycHyto uadekiuo SARS-CoV-2 (HKBI) B nérkoit dhopme.

JleBouka poaunace B 36 Henenb recrauuu ¢ maccoi 1790 r, niuHoit 46 cm. ¢
MHO>XECTBEHHBIMH BPOXIEHHBIMH mopkamu pa3Butusi (BIIP) u crurmamm

TU33MOpHUOTeHe3a.
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Cpenu BIIP nentpanbHoii HepBHOU cucteMbl (LITHC): pacmmpennas 0omblas

3aThUIOYHAs LHUCTEpHA, aTpoduyecku-nuctpoduueckas sHiuedanonatus. B
JanbHENIIeM KIMHUYECKH 3TO MPOSBWIOCH B BHUJE LEHTPAJIBHOTO TETpamapesa,
NTO3a JIEBOIO BEPXHEro BEKa, CXOJAIIErocsl KOCOTJa3usl, IMCeBA00yIbOapHOTro
CUHIpPOMA, MHOTOHHYECKOTO CHHAPOMA, 3aJE€PKKH CTATUKO-MOTOPHOTO U
MICUXOPEYEBOT0 Pa3BUTHUSA, KOHTPAKTYPbI KPYITHBIX CYCTaBOB.

Taxke BbiaBieHsl BIIP  mouenonoBon cucTeMBl -  JIBYCTOPOHHUU
ypeTepoTuipoOHePpo3 U BTOPUUHBIA HEDPOCKIEKPO3 MpaBOil MOYKH, a TaKKe
CpeIuHHAas pacuielinHa MSITKOTo Heoa.

C poxnmeHus cOCTOsiHME peOeHKa ObUIO TSKEIbIM 3a CUET JbIXaTeIhbHOU
HEJI0OCTAaTOYHOCTH, HO T€MOJIMHAMUKA OCTaBajach yCTON4YMBOM. OleHKa M0 IIKaie
Amnrap npu poxzaeHuu - 5/7 6anno. BeisiBieHa aHeMHsI HETOHOIIEHHOTO TSHKEION
crerierau (Hb 71 1/11) 1 pe3UCTEHTHOCTh K MHCYJIUHY.

B nepBbiii ke Mecsll )KU3HU y peOeHKa pa3Buiics HH(GEKIIMOHHBIN MPOLIecC U
npixatenbHass HegoctaTouHocTh (JJH2). beina HazHaueHa cTapToBasi Tepamnus
AMIUIWUIMHOM W aMHUKallMHOM, 4Yepe3 7 CYTOK 3aMeHeHa Ha KOMOWHAIIMIO
BaHKOMMIIMHA U CYJIbTACUHA, YTO KyIIUPOBAJIO MPOLECC.

Hanee - Oonena pa3aMYHbBIMU WHQPEKUUSAMU, YACTHIMU W TOBTOPHBIMH,
HAO0JI0AAsICh B TOCMUTAIBHBIX YCIOBUSIX.

B Bo3pacTe mosytopa et JeBouKa BHOBb 3a00J1€1a OCTPHIM PECTIUPATOPHBIM
3a00J€BaHUEM C Pa3BUTHEM OCTPOW JbIXaTENbHOW HeAOCTaToOYHOCTU. [lpu
NOCTYIJIEHUU BbIsIBIEHA catypauus 75%, nyiasc 91 B munyty, Y1/ 60 B Mmunyrty,
maxopazgka 10 39,5°C. YcraHoBneH auarHos: BHEOOIBHUYHAS, IBYXCTOPOHHSS
MOJIMCeTMEHTapHas MTHEBMOHHU, HeTsKemas dbopma. Ha3nauena
anTuOMoTHKOTEepanus  (cympnuHpamed u  jgekcamerason). C  yderom
COXPaHSIOIIEHCS] TUNEPKAITHUM, BBICOKOM KHCIOPOJI03aBUCUMOCTA — IMPOBEACHO
MOJKJIIOYEHHE K anmnapary BbICOKOIMOTOUYHON OKCUT€HALIMK. AHAIU3 MOJIMMEpPa3HOU
nertHo peakiuu (I11[P) B peansroM Bpemenu BoisiBiit HKBU. B mepudepuueckoit
KpoBU B TedeHue 10 cyTok oTmedanach BblpaxkeHHas sumdonenus (17,1%) u

MoHoUMTO3 (15,2%). Cornacno Y3U, nuHeitHble pa3Mepsl IPaBoil JOJIA NEYEHU U
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CeJIe3E€HKH OOJIbIIIE BO3PACTHON HOPMBI, TMHEIHBIE pa3MepPbI IPABOM MOYKH MEHbIIIE

BO3PACTHOW HOPMBI (BTOPUYHO-CMOpIIEHHAsT moyka). COrjiacHO KOMIbIOTEPHOU
Tomorpaduy, TMOMUMO JBYCTOPDOHHEH MHEBMOHWH, OTMEYEHA YMEpEHHas
muMdoaseHOTIATHSI CPEIOCTEHUS, PACIITUPEHHUE CTBOJIA ¥ BETBEH JISTOYHON apTEPHH,
renaToCIIEHOMET AN, PACIIMPEHUE BOPOTHOW U CEJIE3EHOYHOU BEH, aCLUT.

B cBsi3M ¢ HEKyNUPYIOIIUMCS TSDKENBIM COCTOSIHMEM, TMallMeHTKa Oblia
nepeBeicHa B JAPYrodl cranuMoHap, riae Haxoauinachk 30 KajneHJapHBIX JTHEH.
[IpoBeneHa VHT IS IUOHHAS Teparnus, KHUCJIOPOJIHAS MOAIEPIKKA,
aHTHOAKTEpHANbHASl TEpanmusi — Ha3HAadeH [e(PTPUAKCOH W a3UTPOMHUIIMH, B
JTanbHEHIIeM HadaT MpUeM aHTUOMOTHKA CyJbOaKTaM M TOPMOHAJIbHASI TepaIus
nexkcametazoHoM. [lo penTreHorpaguu kpome HHOUIBTPATUBHBIX U3MEHEHUN ObLI
BBISIBJICH aTEJIEKTa3 BEPXHEU JOJIM CIIpaBa. JIeueHue MpUBENO K MOJI0KUTEIbHOU
JMHAMUKE OOIIETr0 COCTOSIHUSI, HOPMAIM3allMK TEMIIEPATyphl Tella U KyITUPOBAHUIO
JbIXaTENbHOW HEAOCTATOUYHOCTH, OJJHAKO COXPAHSIIACH KHCIOPO103aBUCUMOCTb.

[TanimenTka Obla TepeBeAeHa Ha gojiednBaHue. OqHAKO HA 4 CYyTKHU TOCHE
NepeBo/ia Hayvalcs €XKEIHEBHBbIM MOaBbEM TeMmiiepaTypbl Tena a0 38,5-39°C,
catypanus 0e3 moaIepKKu omyckanach 10 94-95 % (wa 1 n xucnopoma 99%). B
o6mem anammse kposu (OAK) BeIsiBIeH neiikonutos 10 17,3*%10%n, neitrpodumnes,
remoriioOuH 103 r/m.  Jlns jedeHus NPUMEHSIIM HHTASALUUUA C MYJIbMUKOPTOM,
OepoayanaoMm, KHCIOPOAOTEpanuio, cyiblepaned, a TakKe BHYTPUBCHHBIC
AHTUOMOTUKM 1eenuM M AaMOKCHUKJIAB, HO O3TO HE CHHU3WIO BBIPAKEHHOCTh
JUXOPAJIKH.

Kpome Toro, B craijmoHape mpou30IlIe]l KOHTAKT MO KOPHU, B CBS3U C YEM
pebeHOK mepeBe/ieH B MHPEKIMOHHOE OTACJICHUE C HAIIPABUTEIbHBIM JUATHO30M:
oCcTpas pecnuparopHas BUPYCHO-OakTepuwanbHas uH(pexknus. M tam mpu TP
UCCJIEIOBAHUM Kajla Ha KUIICUHYIO TPYIIy OOHApy€Hbl MUKPOOPraHU3MbI poja
Salmonella, mpu 6akTeproIOrHUECKOM MTOCEBE MOYH Ha CTEPUIIBHOCTH — OOMJIBHBIM
poct Proteus mirabilis u Klebsiella pneumonia.

Torna sxe mo Y3U Oblna BeIsiBIICeHA TUmoniazus tTumyca, a mpu KT rojgosHoro

Mo3ra - cuHapoM JleHnu-Yokepa (rMmoruiasusi 4epBs MO3KEUKA, YBEJIMYEHUE
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BaI[HCﬁ IICpCl’[HOI\/JI AMKH, PpaCHIMPEHHC XKCIYJOYKOB, THUIIOIINIA3UA MO3O0JHUCTOIO

Tena).

B Bogpactre 1 rom 10 MecsueB mamnueHTtka ymepraa. Ilpu
NaTOJIOTOAHATOMUYECKOM  HUCCIIEJOBAHMM HAa  KOHEYHOCTSIX U OOKOBBIX
MOBEPXHOCTSAX TeJla BBISBICHA MEJKOISITHUCTAas TeMOpparnyeckasl —Chlllb,
BBICBHIMIAHUS HAa BHYTPEHHUX IMMOBEPXHOCTAX IIEK OeecoBaTOro IBETa C KpPACHOU
KariMoit. Jlonu nerkux ¢ 2x ctopoH Au¢Gy3HO YIIIOTHEHBI, TEYCHOYHON MJIOTHOCTH,
OOpAOBOro 1BETa, MAaloBO3AYIIHBL. budypkanuonnsie auMQOy3abl  cepbie
oaHopoaneie g0 lcm. Tumyc pasmepom 2 Ha 1,5¢cM € MacCUBHBIMU
KPOBOM3IUSHUSAMH B KaIICyJIe U OKPY’KarOIIEeH )KUPOBOU KIIETUATKE.

[Ipy  THUCTOJOrMYECKOM  MCCIENOBAaHMM  HaOdrofanach  KapTHHA
AUMQPOKIETOYHOTO OIMyCTOLIeHUsT JTUM(}OYy3/10B U cene3eHku (pucyHok 1.). B
TUMYCE - THUINOIUIACTHYECKAs IUCILIA3Usl C OTCYTCTBUEM KOPTUKO-MENYJUISIPHOM
muddepeHuupoBkr U Tenel ['accans, ydyacTkaMd HECBOEBPEMEHHOTO KHUPOBOIO
naToMopdo3a, MACCUBHBIMH KpPOBOM3IMUSHUAMHU B KalCyle W OKpYy)Karolen
KJIeTyaTKe (PUCYHOK 2).

B nerkux - AByCTOPOHHSIS TOTaJbHAs PELMIUBUPYIOILIAs HHTEPCTUIMAIbHAS,
TUTaHTOKJIETOYHAs MHEBMOHUS (PUCYHOK 3), THOMHBIA OpPOHXHUT, OpPOHXHUOIUT,
IrMaJIMHOBAsi ITHEBMOMNATUSI C MHOKECTBEHHBIMH OOTYpHUPYIOUIUMU MeMOpaHaMHU.
Cepaue ¢ 6enkoBoi AUCTpOQHEil, MOTHOKPOBHEM COCYIOB, OTEKOM MEXYTOYHOMN
CTPOMBI, CEpPO3HOM BOCHANMTENIIbHOW HMHPUIbTpalUe WHTepcTUlMs. BrisiBieHa
JETUNOUIN3ALMS THIIOIIIa3UPOBAHHBIX HAATIOUYEYHUKOB.

Onupascb Ha MaKpOCKONHMYECKHE W MHUKPOCKONWYECKUE MAaHHBIE, ObLI
chopMyIupOBaH MaTOJIOr0aHATOMHYECKHUI IMarHO3 C OCHOBHBIM 3a00JIEBAaHUEM —
NEPBUYHBIM  MMMYHOAE(DULIUT, XPOMOCOMHAs MATOJNOTHs: JaepuBaTHas 18
xpoMmocoMa ¢ kapuoturnom 46, XX, der(18)(7:18)(q22,q23)mat, 1 ocI0)XHEHHUEM B
BUJC JBYCTOPOHHEW TOTAIBHOW PEUMAUBUPYIOIIEH HWHTEPCTULUHUAIBHOU U
rurantoknerounoit mueBMounu (PHK SARS-CoV-2); IgM u IgG k Bupycy kopu B
KpPOBU; THOMHBIA OPOHXUT, OPOHXHUOJIUT.

3 O0cy:xneHue U pe3ybTaThbl
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dakTUYECKU y TAlUEHTKH C TaKOW KOMIUIEKCHOM TaToJorue Jirobdoe

uH(pEKINOHHOE 3a00JieBaHNE MPOTEKANO ObI C BHICOKUM PUCKOM OCJIOKHEHHUH U
pUCKOM JieTasibHOTO ucxona. Ho cgokycupoBarh BHUMaHUE XOTENOCh Obl HA TOM,
YTO MEPBUYHON MPUYMHON MHPEKIMOHHOMN MaTOJIOTUH ObUIO UMMYHOIe(DUIIUTHOE
cocrossHue. W nonoOHble «(pOHOBBIE» COCTOSHUS Ha Jele  SBISAIOTCA
ONPEIECIAIOIMMY, NEPBUYHBIMUA, U MX CBOEBPEMEHHAs IUArHOCTHUKA I103BOJISET
BOBpEMSI CKOPPEKTUPOBATH TEPAITHUIO.

Yo nmpu KU3HU IOMOTJIO OBl 3a110A03pUTh BPOKIACHHBIN Je(EeKT UMMYHHOU
cucreMbl? B nepByro ouepens Y3U tumyca.

Pentrenorpaguyeckoe uccieaoBaHue HE MO3BOJIAET OOBEKTUBHO OLICHUTH
pasMepbl 3TOr0 LEHTPAJIbHOTO OpraHa MMMYHHOM CHCTEMBI, ITOCKOJIBKY THMYC
pacnoyiaraeTcsi 3a KOCTHOM TKaHbIO TIpyIduHbl, a BOT Y3U sBiseTrcs IaBHO
JOKa3aHHBIM METOJIOM OLIEHKH pa3MepoB M CTPYKTyphl oprana [12], mo3Bosser
OPWKU3HEHHO BBISBIIATH TMIOIJIA3uM TUMyca (Tabmuua 1), KOTOpBIH K KOHILY
nepBoro TpumecTpa 6epemeHHocTd (12-16 Henenst) yxe A0MKEH ObITh MOJHOCTHIO
chopmuposan [13].

Bo-BTOpBRIX,  Cpemu  HacTOpaxHBAIOMIMX  (PAKTOPOB  MEPBUYHBIX
UMMYHOAEPHUIUTOB [5] MOTYT OBITh YNMOPHO MNPOTEKAIOLINE pa3jINYHbIe, B TOM
YlCJie YCIIOBHO-TIATOT€HHbIE MH(EKIMU, U, KOHEYHO K€, BCE IPU3HAKH,
YKa3blBAIOIIME HAa TEHETUYECKYI0 NAaTOJIOTMK0 — JUIMTEIbHBIE MEPUOAbI
HEBBIHAIIMBAHUSA, MEPTBOPOXKIAEHUSA, MJAJACHYECKas CMEpPTHOCTb, Camble
pa3iuyHble BPOXKJIEHHBIE TMOPOKM PA3BUTHUS M CTUTMBI JOu3dMOpuoreHesa. B
YaCTHOCTH, Y JAHHOTO MalMeHTa, IOMUMO Bpox1eHHbIX TopokoB LIHC u MoueBoii
CUCTEMBI, OblJIa BbISIBICHA JOOABOYHAs J0JIbKA CEJIE3EHKU, CPEANHHAS PACILEINHA
MSTKOTO Heba W THUNOIJIa3us HAJAMOYEYHUKOB, YCKOPHUBIIAs MNPHOIMKEHNE
JIETAIBHOTO UCXOAA.

CumntoMbl Kopu 00bIYHO HaurHarOTCs uepe3 10-14 nHeit mocie 3apakeHus
BupycoMm. Hanbosiee 3aMeTHBIM CUMIITOMOM SIBIISIETCS BBIPA)KEHHAs ChINb, KOTOpast
HA4YMHAETCS MOCJE MPOAPOMAIBHOIO Ieproia uepes 7-18 qHel nocie 3apakeHus,

o0blyHO Ha Jymne W BepxHei wactu tmen [14]. Cpemam pacmpocTpaHEHHBIX
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OCJIO)KHEHUH - BTOpUYHbIE HMHQEKIHH, CBA3aHHBIE C HMMYHOCYIPECCUEH,

BBI3BAHHOI KOPBIO, AHapesi, KEPaTOKOHBIOHKTUBUT (C PUCKOM CIJIETIOTHI, 0COOEHHO
y JOJCH ¢ aedUIMTOM BUTaMUHA A), CPEIHHI OTHT, KOPEBOH SHIEPAIUT U
THEBMOHWUS, KOTOPas SBISICTCSI OCHOBHOW MPUYMHOMN cMepTHOCTH OT Kopwu [15,16].

VY npereil ¢ UMMYHOAEHUIMTOM BCJIEACTBUE MEPBUYHBIX WM BTOPUYHBIX
OPUYUH BEPOSITHOCTh PA3BUTUSA OCJIOKHEHHMM W aTUNHUYHOM KIMHUYECKOU
CUMITOMATUKH Bcerna Beime [17]. B Takux cirydasx Kopb HPOTEKAeT OCOOSHHO
TSKEJI0, BBI3bIBAs TUTAHTOKJIETOYHYHO MHEBMOHHUIO, MPUYEM MPU OTCYTCTBUU
BBIPQXEHHOW CBIMHU, YTO 3aTPYAHSIET MOCTAHOBKY AuarHo3a. ['MrantokierodHas
ITHEBMOHUS WJIH TTHEBMOHUS [ eXTa SIBISETCS KIIACCHYECKUM OCJIOKHEHUEM KOPEBOU
UH(DEKIUHU, MPOTEKAIOIIAs C AbIXaTEIbHOM HEJOCTATOYHOCTHIO U B MOCIEAYIOIIEM
rubenpio mammenta [18]. Ilpw THCTONIOTHMYECKOM HCCIICIOBAaHUM Yallle BCETo
BBISIBJISIFOTCS. HEMHOT'OYMCJIEHHbIE TUTaHTCKHE KIETKH (KiIeTku YopTuHa). B
JTAHHOM clly4ae HabJro/1aeTcs 0COOCHHO BBIPAKEHHOE CKOIJIEHUE KIIETOK Y OpTHHA
B MEXXaJIbBEOJISIPHBIX MIEPETOPOIKAX U IEPUOPOHXHATBEHOM CTpOME (PUCYHOK 3), UTO
OTJIMYAET OIUCHIBAEMBIN CIIydail.

VYMeHblIeHHE TUMYCA B pa3Mepax, 3aMeleHre OOoJbIIe YacTh mapeHXUMbI
TUMYCa XKUPOBOM TKaHbIO, OTCYTCTBUE Tenel ['accans — matoMopdosoruueckue
CBUJIETEN BPOXKIACHHOTO HAPYIICHUS MMMYHUTETA, MOCKOJbKY MIpPH IUCILIa3UU
TUMyca HapylIaloTCs aJeKBaTHOE co3peBaHue u AuddepeHuuposka T-
JUMQOIIUTOB.

B nanHOM ciiydae MBI HE MOXXEM COCIAThCSl HAa HAJIWYUE BBISBICHHOU
XPOMOCOMHOM MaTOJOTHUH B KJIACCU(PUKATOPE BPOXKIECHHBIX OIMIMOOK MMMYHUTETA,
IOCKOJIbKY TMOAO0OHBIA mHpuMep B kiaccubukanuu otcyrctByer [19]. Ho, Bo-
NEPBBIX, KIACCU(PUKAILMS MOCTOSHHO PACHIMPAETCS, MEPECMATPUBAACHh KaXKIble 2
rojia, a BO-BTOPBIX, HAYUHBIH MOMCK — 3TO OECKOHEYHBIN Mpollecc, TPEOYOMunii
HAKOIUJIEHUS JaHHBIX W OMNHUCAaHUS PEeAKUX (PEHOTUIHYECKUX peaau3auui

Tr€HETUYECKOU MATOJIOTHUH.
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ITycTh HaM M3BECTEH XPOMOCOMHBIH JIe(PEeKT — B3aUMHBIN OOMEH JIOKYCOB (|22

XpOMOCOMBI 7 ¥ (23 XpOMOCOMBI 18, HO KOHKPETHBIE POJIM T€HOB JAHHBIX YYAaCTKOB
COBCEM He 0043aTeNIbHO CBSI3aHbI C PAKTUYECKUM BO3CHCTBHEM Ha YeIOBEKa.

Tpanciokanus MOXET HapyIHIMTh pabOTy OMpEAENIEHHBIX I'€HOB B TOUYKax
pa3pbiBa, MOXKET W3MEHUTh KOJMYECTBO KOIMUM T'€Ha, HO Jaxke 0e3 MOBPEKICHHUS
I€HOB TPAHCIOKALUS MOKET IOMECTUTB I'€H B HOBOE PETYJISITOPHOE OKPYKEHHE, UTO
CIIOCOOHO TMOBIUATH Ha €T0 SKCIPECCHIO.

Kpome Toro, xpomocomHble abeppaldd, B T.4. TPAHCIOKALUU MOTYT
U3MEHUTh JaHAMA(PT XpOMaTHHA, MOBJIHMSIB Ha €ro JIEKOMIPECCHUI0O U Jpyrue
(baKTOpBI SMUTEHETUICCKON PETYNSAINU. ITO MOXKET MPUBECTH K M3MCHCHUSM B
HKCIIPECCUU OTAAJIICHHBIX OT TPAHCJIOKAI[MU T'€HOB, BBI3BATh KackKaJHble 3((EKThI
Ha PETryJISITOPHBIE KIIETOYHBIE CETH, OKa3aTh BIIMSHUE HA PA3BUTHUE Pa3TIUUYHBIX
OpraHoB M TKaHEW (Hampumep, HEPBHOM), KOTOpbIE, B CBOIO OuYepelb, MOIJIU
MOBJIMUATH HA BOCIPUUMYUBOCTD K HH(PEKIIUH.

JIJ1st KITMHWYECKON MPAaKTUKY BakKeH (DAKT HATMIHs OOBEKTUBHO JIOKa3aHHOTO
nedexra pa3BUTHS HMMYHHOM CHCTEMBI, KOTOPBIA CTajl MPUYUMHON TSIKEIOU
KOpPEBOM ITHEBMOHHMHM, BO3MOXHO, B coueranuu ¢ HKBUW wu BropuunOii
OaxkTepuatbHON MH(PEKINEH.

J171s1 BBISICHEHUS! KOHKPETHBIX MOCIEACTBUM 3TOM TPAHCIOKALMHU B KOHTEKCTE
3JI0POBBS MAI[MEHTa HEOOXOIMMBI JaTbHEUITNE (PYHKIIMOHATbHBIE UCCIICIOBAHUS U
aHaJIU3 TeHO-(EHOTUTUYECKUX KOPPESAIU.

4 3akn04enune

Taxum 06pa3zom, 10Ka3aTeIbLCTBOM MPU 0OOCHOBAHUM TUATHO3a BPOXKIEHHBIX
OIMUOOK HMMMYHHMTETa WIM TEPBUYHBIX HMMYHOAC(PHUIUTOB MOTYT CIIYKHUTh:
nanasle Y3W o runomnasud THMYyca, MNAaTOMOPQOJOTUYECKUE H3MEHEHHS
pa3IMYHBIX OpPraHOB M TKaHEW, U B MEPBYI OYEpEIb HMMMYHHOW CHCTEMBI,
IUTONIEHUH, 4YacTble W/WiK creudduueckue 3a00JieBaHMs, C BbIPAXKEHHBIMU
OCJIO’)KHEHHSIMH, HAJTMYUE TEHETUYECKON AaTOJIOTHH.

K Tomy e, y ManuMeHTOB C HMMMYHOAE(PUIUTAMU KOpPb, KaK WU ApPyrue

UHPEKIUM, MOXET MPOoTeKaTb AaTUIWYHO, a TMpH NATOMOP(OIOTHIECKOM
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270 HaAMU ciydae ObLI0 B OoJsiee BeIpakeHHOU (popme.
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TABJINLbBI

Taﬁ.lmua 1. Macca THUMyCa B 3aBUCHMMOCTH OT MaACChbl TCJla IJIoga H
HOBOpOXkAeHHOTO (Tabmuma IloTrrepa mist pacdyera mMacchl TUMyca B rpaMMax ¢
UCIojb30BanueM (Gopmyssl BoeBoanHa).

Table 1. Thymus mass as a function of fetal and neonatal body weight (Potter's table

for calculating thymus mass in grams using the VVoevodin formula).

Macca tena minoa/HOBOpOKIeHHOTO B | Macca TuMyca B rpamMmmax
rpaMMmax Thymus weight in grams
Fetal/newborn body weight in grams

250-750 14
750-1250 3,1
1250-1750 5,1
1750-2250 8,5
2250-2750 9,3
2750-3250 9,9
3250-3750 10,8

3750 n > 15,3




BOU U KOPb. KJIMHUYECKUN CJOYUYA
IEI AND MEASLES. CLINICAL CASE 10.15789/2220-7619-1E0-17861

PUCYHKHU

Pucynok 1. B cenesenke omnpenensercas CcyOTOTaibHOE JIUM(OKIECTOUHOE
OTYCTOIIICHNE OO IMyJbIbI, MPEUMYIIECTBEHHO B TEPMHUHATHBHBIX IIEHTPAX
(OKpacka reMaTOKCHJIMHOM-303WHOM; YBeJIMUeHHe - ciieBa x50, cipasa x200).

Figure 1. The spleen shows subtotal lymphocellular devastation of the white pulp,

mainly in the germinative centers (hematoxylin-eosin staining; magnification - left
x50, right x200).
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Pucynok 2. I'unomacthueckas AUCIUIa3UMs TUMyCa C Y4YacTKaMHu >KHUPOBOIO
naToMopdo3a, OTCYTCTBUEM  KOPTHKO-MEAyJsipHOW  nud(depeHIUpOBKU U
YMEHBIICHNEM JOJICK 3a CUCT YBCIIMYCHUSA CTPOMAJIBHO-COCYAUCTOIO KOMIIOHCHTA.
Taxoke mpuCyTCTBYET JIMM(POKIETOUYHOE OMMyCTOIEHNE B TEPMUHATHBHBIX I[EHTPAX.
I[OJIBKI/I MCJIKHEC, 3a CUCT IIHPOKUX MCKIOJBKOBBIX IICPETOPOIAOK. B mMo3rosom
BEILIECTBE OTCYTCTBYIOT Tejblla ['accams (okpacka reMaTOKCHIIMHOM-303WHOM;
yBenuueHue - ciena x50, cipasa x100).

Figure 2. Hypoplastic dysplasia of thymus with areas of fatty pathomorphosis,
absence of cortico-medullary differentiation and reduction of lobules due to increase

of stromal-vascular component. Lymphocellular desolation in germinative centers is

also present. The lobules are small, due to wide interlobular septa.
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Pucynok 3. B sierkoM oOHapy>KHUBarOTCs TUM(POTUCTUOIMTAPHBIE UHPUIBTPATHI B
CTCHKAax aJbBCOJ H 6pOHXI/IOJ'I, B MMPOCBCTAX THIdaHTCKHUC MHOTI'OAACPHBIC KIICTKH
(Knetku Yoprtuna-®uHKenblies) ¢ 04aroBblM OTEKOM U TMOJHOKPOBUEM B YaCTH
a’abBeos (OKpacka reMaTOKCHWJIMHOM-303MHOM; yBelnueHue - cieBa x50, cnpasa
x400).

Figure 3. In the lung lymphobhistiocytic infiltrates are found in the walls of alveoli

and bronchioles, in the lumen giant multinucleated cells (Warthin-Finkeldey cells)

with focal oedema and hemorrhage in part of the alveoli (hematoxylin-eosin

Russian Journal of Infection and Immunity ISSN 2220-7619 (Print)
ISSN 2313-7398 (Online)
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