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Pestome. Posib mocMepTHOroO [rarHo3a 3akJiro4aeTcsl He TOJbKO B YCTAHOBKE UCTUHHOW MPUYKMHBI CMEPTH, HO U B 00-
pPaTHOIA CBA3U C BpauoOM, CICTEMOIi 3[pAaBOOXPAHEHUS U POACTBEHHUKAMU MallMEHTA. BhIsIBIeHUE UCTUHHOW MPUYU-
HbI CMEPTU TO3BOJISIET CMIACTU CUOCOB, OYAYIIUX eTei, a Topoit u poauTeneit manuenTa. [lo knaccudukanmu 2024 r.
HAaCUYUTHIBAETCS 555 pa3iuvyHbIX (HOPM BPOXIEHHBIX OIIMOOK UMMYHUTETA U 17 (heHOKOMNMUi, HO MHOTHE U3 MAllUeH-
TOB OCTAlOTCS HE BBISIBJIEHHBIMU KaK MPU XU3HU, TaK U TOce cMepTU. BpoxXaeHHbIe OIIMOKY UMMYHUTETA (MU
MEePBUYHBIE UMMYHOIEMUIUATHI) YaCTO MUMUKPUPYIOT U CKPBIBAIOTCS MO MACKOU Npyrux 3aboneBanuii. Uubekumnu
y MallMEHTOB C BPOXAEHHBIMU OIIMOKAMY UMMYHUTETA MOTYT MMPOTEKATh ATUMTUYHO, YIIOPHO PELUANBUPYIOT U MOTYT
MIPUHUMATh XU3HEYTPOXKAIOUINIA XapaKTep, MPUBOAS K CMEPTU IV UHBAIUIU3AUY TAUEHTA. DTO Xe CIIPaBeIIUBO
U TSI KOPU, KOTOpas y MAallEHTOB C UMMYHOAE(UIIMTOM JII0O0Tr0 TeHe3a MOXKET Pa3BUBAThCS ATUTTUMYHO, YacTO C OT-
CYTCTBHMEM WJIM 3a[IePKKOI BHICBITIAHUI HA CIU3UCTON U KOXE, U C XapaKTEPHBIM MOpaxkeHueM Jierkux. B ctatee onu-
CaH KJIMHWYECKUH ciydyaill MTHEBMOHUU C BEPOSITHBIM KOMOMHUPOBAHHBIM MOpPakeHueM OoT BUPYcoB kKopu u SARS-
CoV-2, ocnoxHuBLIelicd OakTeprualbHOi nHpekuue. [Ipy 3ToM y manueHTa, ero cuOCoB U MaTepu ObLIa BbISIBJIEHA
TPAHCJIOKAUS YYACTKOB JUIMHHOTO Tjieya Mexay 7 u 18 xpomocomamu. HecMoTpst Ha TO UTO 1aHHAsi XPOMOCOMHas
MaTOJIOTUS HE 3HAUUTCH B KJIacCU(UKALIMU BPOXKACHHBIX OIIMOOK MMMYHUTETA, CIUCOK BKJIIOUEHHBIX TUAarHO30B
MMOCTOSTHHO PACIIUPSETCs, U HAJUYKE BPOXJEHHOTO UMMYHOIE(hUIMTA B TAHHOM KJIUHUYECKOM Clyyae ObLIO Mo-
TBEPXIEHO MOP(HOIOTUYECKU. B MPpUXU3HEHHO AUATHOCTAKE MEPBUYHBIX UMMYHOIE(OUIIUTOB MOTYT IOMOYb XapakK-
TEepHbIe HACTOPaXUBAIOIIKE MPU3HAKY, KOTOPbIE Pa3pabOTaHbl HALIMOHAIBHOW accolMalluell SKCIEepTOB B 00IacTh
MepBUYHBIX UMMYHoneduuToB. HeoHartanbHblii ckpuHUHT Ha Mapkepsl tuMdornenuiit TREC u KREC nmomoraer
BBISIBUTb COCTOSIHUS, COMPOBOX Natonuecs aedekrom cozpeBanus T- u B-numdonurtos, a Y3U TuMmyca okasbiBaeT-
Cs BaXHBIM JUATHOCTUYECKUM METONOM, KOTOPBII MOMOTraeT MpU KU3HU BBISIBUTh U3MEHEHUS Pa3MEPOB U CTPYK-
TYpbl TUMYCA — OJHOTO U3 INIABHBIX OPTaHOB UMMYHHOW cUCTeMbl. MopdoJiornyeckoe ucciaeqoBaHue, TPOBOAMMOE
00 MPUXKUZHEHHO MPU OMEPATUBHON Pe3eKIUU TUMYCA, JIMOO MOCTMOPTAIbHO, TO3BOJISIET BHISIBUTD XapaKTEePHbIE
MPU3HAKU OU33MOpUOreHe3a UMMYHHON CUCTEMBbI, BKJIIOUAs HApYIIEHUE Pa3MEPOB U TUCTOJOTUYECKON CTPYKTYPbI
TUMYCa, YMEHBIIEHUE KOJIMYECTBA U U3MEHEHUS pa3MepoB Tesel [accans. Tem caMbiM, onupasich Ha KTUHUYECKUE,
Mop@oJornyeckrie U reHeTUYeCKre JaHHbIE, BOBMOXHOCTD MPOMYCTUTh MEPBUYHBI UMMYHONEMDUIIAT CHUXKAETCH,
4 CBOEBPEMEHHAasl IUarHOCTUKA OTKPBIBAET OKHO /151 TEPaNeBTUYECKOTO BMEIIATEIbCTBA U CITACEHU ST XKU3HU.
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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 and genetic data it reduces a chance of missing primary immunodeficiency, whereas timely
diagnostics opens a window for therapeutic intervention and life-saving.

Key words: measles, primary immunodeficiency, inborn errors of immunity, chromosomal aberrations, congenital malformations, giant cell
pneumonia, thymus, morphology.

BeepneHne

Kopb — onmacHoe nHpek1IMoHHOe 3a00JIeBaHUe,
KOTOpOe MmopazkaeT He TOJbKO IeTeit, HO U B3POC-
JBIX [2], pocT 3a00JieBa€MOCTH KOPbIO 3a ITOCJIEAHIE
roJbl — BceMUpHas npobiema [3]. DTo obOycioBie-
HO PSIAOM MPUUYMH, HO B JAaHHOU CTaTbe MPUBEICH
pa30op KIMHUYECKOTO ClIydasi, KOTOPBIH SIBISCTCS
noKa3aTeJIbHBIM MPUMEPOM TOro, Kak JaHHOE 3a-
OoJieBaHUeE TIPOSIBIISISTCS y ITAIITMEHTOB C BPOXKICH-
HBIMU OIITMOKAaMU UMMYHUTETA, TO €CTh C IIEPBUY-
HBIMU UMMYHOASeDUIIUTAMU, KOTOPHIX C KaXKIBIM
TOJIOM BBISIBJISICTCS BCe OOJIbIIIE U pacIIpOCTpaHEH-
HOCTh KOTOPBIX 3HAYUTEIBHO BBIIIE, YeM MPEAIIO-
narajaoch napy aecatuiaeTuii Hasan [1, 4].

I[lepBuuHble UMMYHOACGHUIIMTHI MMEIOT Xa-
pakTepHble HacTOopakMBawllue Ipu3HakKu [5],
HO BIIEPBBIC YCTAHOBJICHHBIN OIMAarHO3 YyXe I10cJie
CMEpPTH, K COXaJIEHUIO, He peakoe saBiieHue [6, 7].
BrisiBnieHue pealbHOW NPUYUHBI CMEPTH, KOTraa
NalueHT IMorudaeT OoT MH@EKIUU, BCeraa CIIOXK-
HBIM Y CIOPHBIA MOMEHT, HO BEpHas MOCTaHOBKAa
IuarHo3a, naxke Iocjie CMEpTHU TallMeHTa, 3TO 3a-
JIOT TOTO, UTO yIACTCS M30eXKaTh HOBBIX JIETATbHBIX
ciy4yaeB, a OJISI CEMbM MallMeHTa CTaHET M3BECT-
HBIM HOCHUTEJIBCTBO BPOXJAEHHOW MAaTOJIOTUU WU

IPEeapPaCHOIOKEHHOCTH K 00JIe3HSIM, YTO ITOMOKET
HE TOJILKO IIPU IIJTAHUPOBAHUM TTOCIIEAYIOIMNX O¢-
pPEeMEHHOCTE, HO U AJISI TUAaTHOCTUKU OOJIe3Hel
Y CHOCOB MJIM APYTUX POACTBEHHUKOB.
INpencraBmenre 00 WHMEKIUSIX MEHSICTCS
C pa3BUTHEM HayKU, U TEIICPh MBI sICHEE IIPEICTaB-
JIsieM, KaK B pe3yJIbTaTe B3auMOICHCTBU S OpraHm3-
Ma 1 ITaTOT¢Ha, BKJII0Yask 9KOJIOTUICCKIE U IIPOUe
daxkTopsl, (GopMupyeTcsd MHMPEKLUMOHHBIK MNpo-
necc. MHGEKIIMOHHAS TTaTOJIOTUST SIBISICTCS JIaK-
MYCOBOII OyMaskKOil IJIsI BBISIBJICHHUSI IC(HEKTOB
B UMMYHHOI cHcTeMe malMeHTa. MHade roBops,
MBI OOJICeM TeM, K YeMY IIpeapacItoIOXeHHI [8].
BakimmHoacconmmpoBaHHbIle WHQEKINHW, Ha-
npumep, BLI2KuT, oueBuaHbIC TPOSIBACHU SI IEPBU Y-
HBIX UMMYHOIE(PUIINTOB, HO 1 IIPOCTO aTUITUYHOE
OposIBJICHUE, (PYIbMHUHAHTHOE, ITOJMCHUCTEMHOE,
C TTyOOKHMM IIPOHUKHOBEHUWEM B TKaHU, UM Ha-
000pOT, BJIOTEKYIIEE, TOCTOSIHHO PEUIANBUAPYIO-
1iee, TOpNuaHOE K Tepalnuu, BbI3bIBAEMOE BIIOJIHE
OOBIYHBIMH WHMEKIIMOHHBIMI  BO30yIUTEIIIMHA
(nm maske yCIOBHO-IATOTCHHBIMU) — TOXKE ITPU-
3HAK HeaJIeKBaTHOW MMMYHHOI peaKIINU TTalueH-
Ta, TpeOYIOIICH TIIAaTSILHOT'O aHaIn3a. MUKO3 CIT1-
3UCTHIX, a TEM 00Jice KOXHU U TITyOOKMX TKaHCUH —
TaK>Xe SIBHbIN MpU3HAK UMMYyHoaeduuuTa [5].
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bosiee Toro, cylliecTBYIOT TaKu€ BPOXKIEHHBIE
OILIMOKU UMMYHUTETA, IMTPU KOTOPBIX AJI51 MallMeHTa
MOBBIIIIEHA MOABEPKEHHOCTh TOJBKO K ONpeaesieH-
HOMY TUIly uH(MeKuit. 1 pedb He TOJIbKO O CEMEN-
HOW MpenpacnooKeHHOCTH, TPpUYMHA KOTOPOI MO-
JKET ObITh KaK MOJIMTe€HHAasl, TaK U BOBCE HAXOAUThCS
B MOJIe SIUTeHETUYECKOI peryasiiuu, HO 1 O MOHO-
TeHHBIX AedheKTax UMMYHHOI CUCTeMBI [9].

Hanpumep, MoHoreHHbie aedekTbl ILI12B unu
ILI2RBI SBASIOTCS OJHOM W3 MNPUYUH TIOBbI-
IIIEHHOW 4YYBCTBUTEIBHOCTU K MUKOOAKTEPUSIM.
bose3Hb 00bIYHO pa3BUBaETCs B IE€TCTBE, HO C BO3-
pacTHOM pebeHOK mepecTaeT 00jJeTh, 0OJiee TOro,
Jaxke HaOJromaeTcs MepeKpecTHas 3aluTa OT MU-
KobakTepuaabHbIX MHMp ek uii [10].

MyTtauuu B IRAK4vunu MYDSS nipuBoAsT K ya-
CTO PeUMAUBUPYIOIIUM MUOTEHHBIM WHOEKIIUSIM,
BKJII0Yasi MHBAa3MBHbIE MHEBMOKOKKOBbIE MHMEK-
HUU (MIPUTOM, CEPOTUI MOXET MEHSThCS), HO 4Ya-
CTOTa pEelUAUBOB CHUXKAETCS, U, HAUMHasl C MOM-
POCTKOBOTO BO3pacTa, HOBBIX MHMEKIIUNA MOXET
He HaOJoaarbes [11].

Jlaxe eTUHUYHBIN cliyyail B UCTOPUU OOJIE3HU
JIETCKOTO TepreTUYecKoro aHuedaanuTa, KOTopbli
MOXET 3aKOHUYMTbCS BBI3AOPOBJICHUEM, MOXET
oKaszaThbcs ciaeacTBueM mytauuu B reHax UNC93B1
uau TLR3. Tlpu aToM B MUpE He 3aperucTpupoBa-
HO cjy4aeB 0oJiee NBYX 3MU30A0B 3TOro 3aboJieBa-
HUSI Y OJHOTO MalueHTa. DTO MPUHLUITUAIbHOE
JI0Ka3aTeJIbCTBO TOro, YTO MHMEKIIMOHHbIE 3200-
JIeBaHU S J€TCKOTO BO3pacTa, Mopakarolue TOJbKO
OIUWH pa3, MOTYT OBbITh CJIEICTBUEM MOHOTIEHHBIX
BPOXJIEHHBIX OLIMOOK UMMYyHUTETA [9].

Ho B gaHHOI cTaThe peub MOUAET O JeTaJbHOM
KJIMHUYECKOM CJlyyae, BbBI3BAHHOM COYETaHUEM HO-
Boli kopoHaBupycHoit uHpeknu (HKBW) u xopu,
a reHeTuyeckas MpuYMHA oKa3ajlacb He MOHOTIEH-
HOI, a pe3yJIbTaTOM XPOMOCOMHBIX abeppaiuii.

Matepuainbl 1 METOLbI

B kayecTBe MaTepuasioB MCIOJb30BAJIMCh BbI-
MUCKU U UICTOPUHU OOJIE3HU U3 CTALIMOHAPOB, IMATO-
JIOrOaHATOMMYECKOE 3aKJlloueHue. MetogaMu uc-
CJIEIOBAaHUS SBJISLAIUCH PEeHTreHorpadusi, yibTpa-
3ByKoBoe ucciaeaopanue (Y3M) tumyca, oOIImMii,
OMOXMMMYECKMI U IFeMOCTa3UOJOTMYEeCKUI aHa-
u3bl nepudeprudeckKoii KpPOBHM, LIUTOMEHETUYEC-
K€ MCCIeNOBaHusI, IOCTMOPTAJbHbIE TUCTOJOTU-
YyeCKue UCCIIeIOBaHMSI MUKPOIIPEIapaToB.

KnuHunyeckuin cnyyam

TTauueHT — AeBouYkKa, poauBluasicsa oT 7 Gepe-
MEHHOCTY MHOTO POXaBIIeH XEeHIMUHBI, TIe MaTh
U aBe cecTphl (0T 1-i1 u 3-if 6epeMeHHOCTU) — HO-
CUTEIM XPOMOCOMHOI MaTOJOTrMU MaTepPUHCKO-
ro MPOMCXOXJIEHUSI — JAepUBATHOU XPOMOCOMBI
18, oOpaszoBaHHOIi B pe3yJibTaTe TpaHCIOKallUuUu
MeXIy NJMHHBIMU TIedyaMu 7 U 18 XpoOMOCOMBI.

VY marepu aeteii, y JaHHOro pebdeHka (ot 7 6epe-
MEHHOCTH M 3 POJOB) U MEPBOIi TOYEPU B CEMbE —
TpaHCIOKALIMSI peluIpoKHast (KapuoTuir: 46, XX,
der(18)t(7;18)(q22;g23)dmat), y nouepu ot 3-ii Oe-
PEMEHHOCTU M 2 poIoB — HecOajlaHCUPOBaHHAS
(ymepia Bo miaaeHuyecTBe). CecTpa oT 2 OepeMeH-
HOCTU 0e3 IMaToJIoTMKU. Y MaTepu OTSATOIIeHHBIN
aKylIepCKUii aHaMHe3 W pyOell Ha MaTKe Iocje
KecapeBbIX ceueHU 1. YeTBepTast 06 peMeHHOCTb 3a-
KOHYMJIACh MEAULIMHCKUM a00OpTOM, 5 1 6 — caMo-
NPOU3BOJBHBIMHA BBIKUABIIIAMU B paHHEM CPOKE
recrauuu. JJlaHHass 0epeMEeHHOCTb MpoTeKaja Mmoma
KOHTPOJIEM Bpayeil C y4eTOM TeHETUYECKMX PH-
CKOB, C Ta30BBbIM MpeljiekaHueM, MaJOBOIUEM,
HMU3KOM Maccou M KapauOMMOIIaTue 1jioga, TU/I-
pornepMKapaoM, pacliMpeHueM OOJIBIION 3aThI-
JIOUHOM IIMCTEPHBI, CHHAPOMOM 3aJEPKKHU pocTa
mJiofa TsXKeJol cTeneHu. Y mjoaa BoisgBieHa Rh-
oTpullaTe/bHasl KpOBb 0€3 TUTpa aHTUTEN (ITPOBE-
JieHa npoduakTHuKa).

Ha cpoke recrauuu 14—15 Henenb mMarhb Iepe-
HecJla COTPsICEHME TOJJOBHOI'O MO3ra, nmepejioM Ko-
cTeli Hoca, B cpoke rectauuu 19—20 Henesb — HO-
Byl0o KopoHaBUpycHYI0 HHpexkuuio SARS-CoV-2
(HKBW) B nerkoii ¢popme.

HeBouka poauach B 36 HeJe b TeCTallMU C Mac-
coii 1790 r, numuHOK 46 ¢cM ¢ MHOXECTBEHHBLIMU
BPOXJIEeHHbIMU opKamMu pa3Butus (BITP) u ctur-
MaMu Au33MOpUoreHesa.

Cpenu BITP ueHTpaibHOU HEpPBHOI CHUCTEMBI
(IHHC): pacumiupeHHast 0oJibliiasi 3aTblJIOYHAsT 11U~
cTepHa, aTpoduuyecKku-gucTpoduyeckasl aHueda-
Jonatusi. B manpHeiIeM KJIWHUYECKU 3TO IIPO-
SIBUJIOCH B BUJIE LIEHTPAJIbHOrO TeTpanapesa, nro3a
JIEBOTO BEPXHEro BeKa, CXOMSIIErocsi Kocorjiasusl,
nceBao0yIb0apHOro CUHAPOMA, MUOTOHUYECKOTO
CUHIpOMA, 3aJIepPXKKU CTAaTUKO-MOTOPHOTO M TICH-
XOPEUEeBOTO Pa3BUTHUS, KOHTPAKTYPHI KPYITHBIX
CYCTaBOB.

Taxkxe BbisgBiaeHbl BITP MouemnosnoBoii cucte-
MBI — JIBYCTOPOHHUI ypeTeporuapoHedpo3 1 BTO-
PUYHBINA HE(DPOCKIEKPO3 MPaBOil TIOUYKH, a TaKKe
CpeauHHas paciieMHa MITrKoro Heoa.

C poXIeHUS COCTOsSIHUE pedeHKa ObLIO Ts-
JKeJIBIM 32 CYeT JbIXaTeJbHOW HEeI0CTaTOYHO-
CTH, HO TEMOJMHAMMWKa OCTaBajach YCTOMYUBOI.
O1ileHka 1o mkKajae Amnrap npu poxiaeHuu — 5/7
OasuioB. BrhIsiBIeHa aHEeMUS HEOOHOIIEHHOIO Ts-
xenoit crenenn (Hb 71 1/1) M pe3ucTEeHTHOCTh
K UHCYJINHY.

B nepBbIii ke Mecs1 )KU3HU Yy peOeHKa pa3BUJICS
MHOEKIIMOHHBIN ITPOLIECC M JbIXaTeJIbHAsI HEI0-
crtatouHocTh (IH?2). Bbina HazHayeHa cTapToBas
Tepanus aMIIUIMJIJIMHOM W aMUKallMHOM, 4Yepe3
7 cyTOK 3aMeHeHa Ha KOMOMHAIIMIO0 BAHKOMUIIMHA
U CyJbTaCUHa, YTO KYITMPOBAJO MpoIecC.

Jlanee — OoJiesa pa3IMUHBIMU UHQPEKLIUSIMU,
YacThIMU M MOBTOPHBIMM, HAOJIIOIAsICh B TOCIH-
TaJIbHBIX YCIIOBU SIX.
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B Bo3pacTe mosyTtopa JeT AeBOYKa BHOBb 3a-
OoJsies1a OCTPBIM pecHUpaTOPHBIM 3abo0JeBaHUEM
C Pa3BUTHUEM OCTPOI JbIXaTeIbHON HETOCTATOYHO-
ctu. [Ipu mocTyTJIeHU U BeISIBJIeHA caTypauust 75%,
nyabc 91 B Munyty, YA/ 60 B MUHYTY, TMXOpaaKa
1o 39,5°C. YcTaHOBJIeH AMarHo3: BHEOOJIbHUYHAS,
JIBYXCTOPOHHSISI TIOJIMCETMEHTapHasi ITHeBMOHMUS,
HeTskenas ¢dopma. HazHaueHa aHTuOMOTUKOTEpa-
nus (cyabnuHpaued u aekcameta3oH). C yueTom
COXpaHSIoIIeics TUMIEPKAITHUM, BBICOKOI KHUCJIO-
POI03aBUCUMOCTH ITPOBEAEHO MOAKJIIOUeHE K ar-
rmapaTry BBICOKOTIOTOYHOM OKCHUTeHAalMM. AHaIu3
nojiuMmepasHoit uenHoit peakuuu (ITIP) B peanb-
HoM BpeMeHU BbisgBusl HKBW. B nepudepuyeckoit
KpoBM B TedyeHue 10 cyTOK oTMedaliach BbhIpakeH-
Hasg auMdbonenust (17,1%) n mounouutos (15,2%).
CornacHo Y3MU, nuHeiiHbIe pa3Mepbl ITpaBoil 101
MeYeHU U cesie3eHKU OO0JIbIlle BO3PACTHO HOPMHBI,
JIMHEHBIE pa3Mephl ITPaBOil MOYKU MEHBIIE BO3-
pacTHOI HOPMBbI (BTOPMYHO-CMOPIIIEHHAsI TTOYKa).
CorjacHo KOMITbIOTEpPHO# ToMorpaduu, MOMUMO
JIBYCTOPOHHE! ITHEBMOHWM, OTMe4YeHa YMepeHHast
nmuMdboaleHONaTusI CPEeIOCTeHUSI, paclIiupeHue
CTBOJIA U BETBEW JIETOYHOI apTepuu, TeraToCIlie-
HOMeTaJus, paclIiipeHre BOPOTHOM U Cele3eHOY-
HOM BEH, aCIIUT.

B c¢BsI3U ¢ HEKYNUPYIOIIMMCS TSIXKEIBIM CO-
CTOSTHMEM, TTallMeHTKa Obljla mepeBeleHa B JIPY-
roil craiMoHap, rae Haxonujaach 30 KajJeHAapHBIX
nHeit. [TpoBeneHa MHTAISIIIMOHHAS TepaItusl, KUC-
JIopoJiHasl ToAIepKKa, aHTHUOaKTepraabHasl Tepa-
nusi — Ha3HadyeH 1edTPUaKCOH U a3UTPOMUIIMH,
B JajbHeiIIeM HadyaT IpUeM aHTUOMOTHKA CYJIb-
0akTaM M TOpMOHaJIbHasl Teparus JeKcaMeTas3o-
HoM. [To peHTreHorpaduu kpomMe UHOUIBTPATUB-
HBIX U3MEHEHM I OBbIJT BBISIBJICH aTeeKTa3 BepXHei
noJiv cripaBa. JleueHue MPUBEIO K TMOJOXKUTEIb-
HOIl TWHaMMKe OOIINEro COCTOSTHWSI, HOpMaJu3a-
UK TeMIlepaTypbl Teja W KYIUPOBAHUIO IbIXa-
TEJIBHON HEIOCTAaTOYHOCTHU, OJHAKO COXpaHsiach
KHCJIOPOA03aBUCUMOCTb.

IMTanivenTKa Obla MepeBeaeHa Ha IoJIeUMBaHUE.
OnHako Ha 4 CyTKM MOCJe MepeBoaa HaJacsl exe-
JHEBHBIN moaAbeM TeMmnepaTypbl Tejia 10 38,5—39°C,
carypauus 6e3 MoAAep:KKH oIycKajach 10 94—95%
(Ha 1 1 xuciaopona 99%). B obiiem aHaim3e KpoBU
(OAK) BbIsIBIEH JIeKOLMTO3 10 17,3 x 10°/1, Heii-
Tpoduiies, remorioouH 103 r/n. s jeyeHus mpu-
MEH ST MHTAJISIIIM U C ITYJIbMUKOPTOM, O€poIyasioM,
KHCJI0OpoaoTepanuio, cyiabnepaied, a Takxke BHY-
TPUBEHHbBIC aHTUOMOTUKY 1iehenTM 1 aMOKCHKJIaB,
HO 3TO HE CHU3UJIO BBIPAXKEHHOCTD JIMXOPAIKHU.

Kpowme Toro, B cralimoHape mpou301iie] KOHTaKT
10 KOPH, B CBSI3M C UeM peOEHOK MepeBeieH B UH(eK-
IIMOHHOE OTAEJEHUE C HaIllpaBUTEJIbHBIM JUArHO-
30M: «OcTpast pecnupaTtopHasi BUPYCHO-0aKTepu-
anbHasg uHdekuus». Tam nipu TTLP uccnenosanumn
KaJla Ha KUIIEYHYIO TPYIITY 0OHApYy>XKeHbI MUKPO-
opraHusMbl poaa Salmonella, npu 6akTepruogsornye-

CKOM MOCEBE MOYM Ha CTEPUTBHOCTh — OOMJIbHBIN
poct Proteus mirabilis v Klebsiella pneumoniae.

Torna xe no Y3U Oblna BeIsIBJIEHA TUITONJIA3U S
Tumyca, a ipu KT rojoBHoOro mMmosra — CUHAPOM
Hennu—Yokepa (rurnorjasusi 4epBsl MoO3Xeuka,
yBeJIMUYEHUE 3aJHEl YepermHOi IMKH, paclliIMpeHue
>KeJyA04YKOB, TUIIONJIa3u sl MO30JUCTOrO TeJia).

B Bospacte 1 roa 10 mecsilieB nmaureHTKa yMep-
Ja. IIpu matrosoroaHaTOMUYECKOM MCCeNOBaAaHUU
Ha KOHEYHOCTSIX U OOKOBBIX IMOBEPXHOCTSIX TeJa
BBISIBJIEHA MEJIKOMSITHUCTAsi TreMopparumyeckas
CBITTb, BBICHITIAHUW ST HA BHYTPEHHUX ITOBEPXHOCTSIX
1IeK OejiecoBaToro BeTa ¢ KpacHoi KariMoit. Jlonu
JIETKUX C ABYX CTOPOH AU dY3HO YIIJIOTHEHBI, e~
YEHOYHOU MJOTHOCTU, OOpIOBOro IiBETa, Majo-
BO3AYIIHBI. BudypkannoHHbie TMM@OY3JIbI cepbie
oaHopoaHbie 10 1 cM. Tumyc pasamepom 2 Ha 1,5 cm
C MAacCCUMBHBIMU KPOBOUBJIUSHUSIMHU B KamcyJse
U OKPYKAIOIIEN XKMPOBOM KJIETYATKE.

Ilpu rucTosornyeckomM HcCciaeAOBaHUU HaOJIIO-
Jlajlach KapTUHA JUMGOKJIETOUHOTO OIMYCTOLIEHU S
JUM®dOyY3J0B U cene3eHku (puc. 1). B Tumyce — ru-
MoIJlacTUYecKasl IUCIIa3usi ¢ OTCYTCTBUEM KOP-
TUKO-MeNyJasipHON nuddGepeHIUPOBKU U Teell
Taccans, yyacTkaMM HECBOEBPEMEHHOI'O KUPOBO-
ro naroMopdo3a, MaCCUBHbIMU KPOBOU3IUSHUS -
MU B KarlCyJie U OKpy3Kalolllell KaeTyarke (puc. 2).

B nerkux — ABYCTOPOHHSS TOTajlbHAs pelu-
IVBUPYIOIIAass WHTEPCTULIMAJIbHAs, TUTAaHTOKJEe-
TOYHas MHEBMOHUS (puc. 3), THOWHBIA OPOHXMUT,
OpPOHXHWOJUT, TMAJIMHOBASI MHEBMOIIATUSI C MHO-
J)KECTBEHHBIMU OOTYPUPYIOLIUMU MeMOpaHaMU.
Cepnaue ¢ 6eJKoBOIi TUCTpOodUeEii, TTOTHOKPOBUEM
COCYJIOB, OTEKOM MEXYTOYHOW CTPOMBI, CEPO3HOM
BOCIAJUTEIbHONU UHMUIbTPALIMed UHTEPCTULIS.
BrisiBneHa penunouausalivs TUOOMJIa3UPOBaH-
HBIX HAAMOYEUHUKOB.

Onupasicb Ha MaKpPOCKOIMUYECKHE U MUKPO-
CKOIMMYEeCKHe NaHHbIe, ObILIT chopMyJIupoOBaH Ta-
TOJIOrOAHATOMUYECKUI TUAarHO3 ¢ OCHOBHBIM 3a-
6osieBaHMEeM «IIepBUYHBIN UMMYHOIE(GUIIUT, XPO-
MOCOMHas IaToJorus: aepuBaTHas 18 xpomocoma
¢ kapuotunoM 46, XX, der(18)(7:18)(q22,q23)mat»,
U OCJIOKHEHMEM B BUJE IBYCTOPOHHEN TOTalbHON
peLUAUBUPYIOLIEH MHTEPCTULIMAJIBHOW U TUTaH-
TokygeToyHo mHeBMOHUU (PHK SARS-CoV-2);
IgM u IgG K BuUpycy KOpuU B KPOBHU; THOMHOTrO
OpOoHXHTa, OPOHXMOJIUTA.

PesynbraThl 1 06CYyXaeHne

@dakTUYeCcK y MAIlUEHTKH C TAKONM KOMIIJIEKC-
HOI maToJjioruein jJbdoe MHPEKIMOHHOE 3a00Jie-
BaHUE MPOTEKAI0 Obl C BLICOKUM PUCKOM OCJIOX-
HEHUI M PUCKOM JeTaJbHOro mcxoma. Ho coo-
KYyCUPOBaTh BHMUMAHME XOTEJOCh Obl HA TOM, UTO
MEePBUYHOM MPUUYUHON MHEPPEKIIMOHHOW IaTOoJIO-
ruu 66110 UMMYHOJAedULIUTHOE cocTosiHUEe. U mo-
IMOOHBIE «(POHOBBIE» COCTOSITHUS Ha AeJIe SIBIASIOTCS
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PucyHok 1. B ceneseHke onpepensiercs cyoTotanbHoe numdokneToyHoe onyctolieHue 6enoii nynbnbl,
npeummMmyuieCTBeHHO B repMUHATUBHbIX LLeHTpaXx (oxpacKa reMaToKCUJIMHOM-303UHOM; YBeJIN4EeHUe —
cneBa x50, cnpaBa x200)

Figure 1. The spleen shows subtotal lymphocellular devastation of the white pulp, mainly in the germinative centers
(hematoxylin-eosin staining; magnification — on the left x50, on the right x200)

PucyHok 2. Tunonnactuyeckas gucnnasug TMuMyca ¢ y4acTkamu XXMPOBOro natomopgo3a, 0TCyTCTBUEM
KOPTUKO-MeAaynsapHoi andepeHUUPOBKU U YMEHbLLEHNEM [,0NEK 3a CHET YBeNIMYEeHUs CTPOMaJIbHO-
COCYAMUCTOro KOMMNoHeHTa. TakXe NpuUcyTCcTBYeT IMM@OKIETO4YHOE ONYCTOLIEHNE B repMUHATUBHBIX
ueHTpax. [loNbku Menkue, 3a CHeT LUMPOKUX MEXA,0JIbKOBbIX Neperoponok. B Mosroeom BewecTee
OTCYTCTBYIOT Tenbua Maccans (okpacka reMaToKCUNMHOM-303UHOM; yBenndeHue — cnesa x50, cnpaea 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. Hassall's corpuscles are
absent in the medulla (hematoxylin-eosin staining; magnification: on the left x50, on the right x100)

PucyHok 3. B nerkom o6HapyxuBatoTcs iMmdorucTuouuTapHbie MHGUNbTpaThl B CTEHKAX afibBEOJ1

1 OpoHXMON, B NPOCBETAX FTMraHTCKMe MHOTrosAepHbie KNeTku (kneTku YopTuHa—PuHkenbaes) ¢ o4aroebiMm
OTEKOM U NOJIHOKPOBUEM B 4aCTU afibBeoJ (OKpacka reMaTOKCUIMHOM-303UHOM; YBeJIM4eHne —

cneBa x50, cnpaea x400)

Figure 3. In the lung lymphohistiocytic 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 staining; magnification — on the left x50, on the right x400)
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BOW 1 kopb. KnuHmnyeckuin cnyyai

onpeaes oMU, MEPBUYHBIMU, U UX CBOEBpE-
MEHHasl TUarHOCTUKa I03BOJISIET BOBpPEeMSsI CKOP-
PEKTUPOBATh TEPAIHUIO.

Yto mpu KU3HU TIOMOIJO OBl 3aIroa03pUTh
BPOXJAEHHBIN 1eeKT uMMYHHOI cucTeMbl? B miep-
Byl1o ouepenb Y3U Tumyca.

Pentrenorpadguyeckoe wuccieqoBaHUE HeE MO-
3BOJISIET OOBEKTUMBHO OLEHUTh pa3Mepbl 3TOTO
LIEHTPaJbHOI0 OpraHa UMMYHHOW CHUCTEMBbI, IO-
CKOJIbKY TUMYC pacrnoJjiaraetcs 3a KOCTHOU TKaHbIO
rpyauHbl, a BOT ¥Y3U sBsieTcsl JaBHO JOKa3aHHBIM
METOAOM OLIEHKU Pa3MEPOB M CTPYKTYpPbl Opra-
Ha [12], mo3BoJIsIeT MPUXKU3HEHHO BBISIBJSTH TMIIO-
maasuu Tumyca (tadi. 1), KoTopblil K KOHILY TTEpBO-
ro Tpumectpa 6epeMeHHOCTH (12—16 Hemes) yxke
JOJIXKEH ObITh MOJTHOCThIO chopMupoBaH [13].

Bo-BTOpBIX, Ccpenyd HacTopaxXxuBaloolInux @ak-
TOPOB MEPBUYHBIX UMMYHOIEMUIUTOB [5] MOryT
OBITh YIIOPHO MNPOTEKAIOIIWEe pa3IUuYHbIe, B TOM
Yyce YCJIOBHO-TIATOT€HHble WHMEKIMU, U, KO-
HEYHO Xe, BCe IMpU3HAKM, YKa3blBalolllMe Ha Tre-
HETUYECKYIO MaTOJIOTUI0 — AJUTEIbHbIE MEePUObI
HEeBbIHAIIIMBAHW S, MEPTBOPOXIECHUS, MJaJeHYe-
CKasi CMEPTHOCTb, CaMble pa3JMYHbIE BPOXICH-
Hbl€ MOPOKU Pa3BUTHUSI U CTUTMbI AU3IMOpHUOTE-
He3a. B yacTHOCTHU, y JTaHHOTO MalueHTa, TIOMUMO
BpoxaeHHbIX mopokoB LITHC u MoueBoil cucTeMsl,
Obl1a BBISIBJIEHA NOOaBOYHAs JI0JIbKa CEJIE3€HKMU,
CpeauHHas paclleJuHa MITKOro Heba u ruroria-
3UsI HAJAIIOYEYHUKOB, YCKOPUBIIIAsl MPUOIMKEeHUE
JIETAJIbHOTO UCXO/A.

CuMOTOMBI KOPU OOBIYHO HAUMHAIOTCS 4epes
10—14 nHeii mocne 3apakeHus1 BupycoM. Haubosee
3aMETHBIM CUMIITOMOM SIBJISIETCSl BBbIpa’K€HHasi
ChIllb, KOTOPasi HaUMHAETCSl MOCJe MPOoaApOMasb-
HOToO nepuojaa yepes 7—18 aHel mociie 3apakKeHus,
OOBIYHO Ha JIULIe U BepxHel yacTu weu [14]. Cpenu
pacnpoCTPaHEHHBIX OCJIOXHEHUUU — BTOPUUYHBIE
WMH(MEeKUNU, CBI3aHHbIE C HWMMYHOCYNPECCUEH,
BbI3BAHHOI KOpbIO, nuapesi, KepaTOKOHBIOHKTU-
BUT (C PUCKOM CJIETIOThI, OCOOEHHO Yy JIoAeH C ne-
GbuULMTOM BUTAMUHA A), CPEIHUN OTUT, KOPEBOU
9HIIe(aJUT U MTHEBMOHUS, KOTOpas SIBJSIETCS OC-
HOBHOM NPUYMHON CMEPTHOCTH OT Kopu [15, 16].

V nereii c uMMYyHOAeDUIIMUTOM BCIEACTBUE MEP-
BUYHBIX WJIM BTOPUYHBIX MPUYMH BEPOSITHOCTh
Pa3BUTHUSI OCJIOXHEHUN U aTUMMUYHON KJIMHUYEC-
KOl cuMmnTOMaTuku Bcerma Bbilie [17]. B takux
ciaydyasiX KOpb MPOTEKaeT OCOOEHHO TSXKEJO, BbI-
3bIBasl TUTAaHTOKJIETOUHYIO ITHEBMOHUIO, MPUYEM
MPU OTCYTCTBUM BBIPAXKEHHOW CBHINIU, YTO 3aTPYI-
HSIET MOCTAHOBKY AuarHo3a. ['MraHTOKJIETOYHAas
NMHEBMOHUS WM TMHEeBMOHMS Iexta sBisieTcs
KJTaCCUYECKUM OCJOXHEHHWEM KOpeBOi WHdeK-
MU, IpoTeKalollasi ¢ AblXaTeJbHOW HEOOCTAaTOU-
HOCTBIO U B MOCJIeAyoleM ruoebio manueHTa [18].
IIpu rucTonornyeckKoM UcCaeToBaHUU Yallle BCEero
BBISIBJSIIOTCSI HEMHOTOUYMCJIEHHbIE TMIaHTCKUE
KJeTKu (KJeTKU YopTuHa). B taHHOM ciiyyae Ha-

Ta6auua. Macca Tumyca B 3aBUCUMOCTM OT Macchbl
Tena nnoaa v HOBOpPOXAeHHoro (Tabnuua
NoTTepa pns pacyeta maccbl TUMycCa B rpamMmmax

¢ ucnosnb3oBaHuem ¢opmynbl BoeBoguHa)

Table. Thymus mass as a function of fetal and neonatal
body weight (Potter’s table for calculating thymus mass
in grams using the Voevodin formula)

vonopenemmorssopouas | MaccaTmuyos
Fetal/nevyborn body weight Thymus weight in grams

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 m > 15,3

OJrogaeTcsi OCOOEHHO BbIPAa’KEHHOE CKOITJIEHUE
KJIeTOK YOpTUHA B MeXaJIbBEOISIPHbBIX MEPETOPO/I-
Kax ¥ NMepudpoHXuraibHOU cTpome (puc. 3), 4TO OT-
JINYAET OMUChIBAEMbI Cy4Yai.

YMeHblIeHe TUMYyca B pa3Mepax, 3aMelleHue
OoJIbIIIe YacTy MapeHXUMbl TUMYCA XU POBOI TKa-
HblO, OTCYTCTBHUE Tejel 'accanss — naromopdoo-
TMYeCcKUe CBUIETENU BPOXIAEHHOTO HapylIECHUS
WUMMYHUTETA, MOCKOJbKY MPU AUCIIIa3UU TUMYCaA
HapylialoTcs ageKBaTHOe co3peBaHue U nudode-
peHuupoBka T-mTuMdoLUTOB.

B nmaHHOM ciyyae Mbl HE MOXEM COCJIaThCs
Ha HaJIM4Yue BbISIBJIEHHO XpOMOCOMHOI MTaTOJI0r U1
B KJaccudukaTope BPOXKIEHHBIX OLIMOOK MMMY-
HUTETa, MOCKOJbKY TMOAOOHBIN MPUMEP B KJacCu-
dukanuu orcyrcrByet [19]. Ho, Bo-nepBbIX, Kjac-
cudukalus MOCTOSSHHO pacliupsieTcs, rnepecMa-
TpUBasICh KaXKable 2 Toja, a BO-BTOPbIX, HAYUHBII
MOMCK — 2TO OECKOHEUHBIN Tpoliecc, TPeOy o i
HaKOIUJICHU S TaHHBIX U OMMUCAHUS penKuX GeHOTU-
MUYECKUX peasn3aluii reHeTUYECKOM MaTOoJOTUH.

ITycTh HaM U3BECTEH XPOMOCOMHBIN aeeKT —
B3aMMHBII 0OMEH JIOKYCOB 22 XpoMOCOMBI 7 U 23
XPOMOCOMBI 18, HO KOHKpETHbIE POJIU I'€HOB aH-
HbIX YYaCTKOB COBCEM He€ 00s3aTeJibHO CBSI3aHbI
¢ haKTUUYECKUM BO3AEUCTBUEM Ha YeJIoBeKa.

TpaHcaokanus MOXeT HAPYILIUTh paboTy orpe-
JNIEJIEHHBIX TE€HOB B TOUYKax pa3pbiBa, MOXET WU3-
MEHUTh KOJMUYECTBO KOMMUU TeHa, HO Jaxe 0e3
MOBPEXJAEHUSI TEHOB TPAHCIOKAIMSI MOXET IMoMe-
CTUTHb T'€H B HOBOE PEryJsiTOPHOE OKPYXKEHUE, UYTO
CIOCOOHO MOBJUSTH Ha €r0 9KCIPECCUIO.

Kpome Toro, xpoMmocoMHbIe abeppaliiu, B TOM
yucje TPaHCJIOKAallu MOTYT U3MEHUTD JaHAIadT
XpOMaTHUHa, MOBJIMSB Ha €ro AeKOMIIPECCUIO U APY-
rue (akTopbl SMUTEHETUYECKON peryasinuu. DTo
MOXET MPUBECTU K UBMEHEHUSIM B KCITPECCUU OT-
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JMaJIEHHBIX OT TPaHCJOKAallMd Te€HOB, BbI3BaTh Ka-
cKkagHble 2(PGhEKTHl Ha PeryJIITOPHbIE KJIETOUHbIE
CeTH, OKa3aThb BIAUSIHUE Ha Pa3BUTHUE PA3JIUUYHBIX
OpraHoOB U TKaHel (Hanmpumep, HEPBHOMI), KOTOPHIE,
B CBOIO OoYepelb, MOIJIU MOBJAMSATH HAa BOCIPUUM-
YUBOCTb K MUH(EKIIWU.

J 151 KTMHUYECKOU MPpakKTUKU BaxkKeH (hakKT Ha-
JU4Yusi OOBEKTUBHO NOKa3zaHHOTo nedekra pas-
BUTUSI UMMYHHOW CHUCTEMBbI, KOTOPBI CTaJ Mpu-
YUHOM TIXKEJIOU KOPEBOU MTHEBMOHMW U, BO3MOXHO,
B couetanuu ¢ HKBHW u BTropruyHO# OakTepuaib-
HOU MHMeEKIne.

Js1 BbIICHEHUSI KOHKPETHBIX ITOCIEICTBUI
9TOI TpaHCJOKAIIUU B KOHTEKCTE 3[M0POBbS Mallu-
€HTa HeoOXOmMMBbl AajbHellnne (yHKIIMOHATb-
HbIE CCIeAOBaHM S U aHAJIU3 TeHO-(hEeHOTUInYec-
KUX KOPPEISLIUA.

3akJito4eHme

Takum oOGpa3oM, 10Ka3aTEIbCTBOM MpU 000-
CHOBaAHUM JMarHO3a BPOXJAEHHBIX OLIMOOK UMMY-
HUTETa UJU MEPBUYHBIX UMMYHOIE(DUIIMTOB MOTYT
CNYyXUThb: faHHbIe Y3U o runornaa3uu TuMmyca, na-
TOMOP(GOIOrnYecKre U3MEHEeHU ST Pa3JIMUHbIX Op-
raHOB U TKaHEl, B IepPBYI0 ouepelb UMMYHHOI CU-
CTEeMBI; IMTONCHNUM, YacThle U/UIN cIlelnduiec-
KHe 3a007eBaHUSI C BhIPaXK€HHBIMU OCJIOXKHEHMU 51—
MU, HaJlMuue reHeTUYECKOMN MaTOJOTU M.

K TomMy ke y mnalilueHTOB ¢ UMMYHoAepULUTAaMU
KOpb, KaK U ApYyTrue MHGEKIIMU, MOXET NPOTEKATh
aTUMWYHO, a MPpU NaToMOP(OJTOTUYECKOM HCCe-
JIOBAHUM — MMETb XapaKTepHble TpHU3HAKU 0O-
JIE3HU, YTO B MPEACTABJIEHHOM HaMU cjiay4dae ObLJIO
B 60J1€€e BhIpaXXeHHOU popme.
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