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AHHOTALIS

T'eTepoTakcust — 3TO CJIOXHBIN CUHIPOMOKOMITIEKC, IIPU KOTOPOM PACITOJIOKEHNE OCHOBHBIX BHYTPEHHUX OPraHOB OT-
JIMYaeTcsi OT MX HOPMAaJbHOTIO M TIOJIHOTO 3epKajbHOro otodpaxkeHust. CuHapom MBemapka — coyeTaHue areHe3uu
CeJIe3EHKHU C BPOXKIEHHBIM ITOPOKOM CEPIILIA M AHOMAIMSIMU PACTIOJOXKEHUST OPraHOB OPIOLIHOM MoJIoCTU. TouHas mpuunHa
HeM3BeCTHA. B OonbIIMHCTBE — criopammueckue ciydan. OOCyKIaroTcsl TeHeTUIeCKNe U MH(EKIIMOHHO-TOKCHUECKIE
(akTophI, MoBpexaaoye 1@ hepeHIIMPOBKY TKaHEH SMOPHUOHA B TPOMEKYTOK MexKy 31-M 1 36-M JHSIMU SMOpHOreHe3a.
[IpencraBieHo KIMHUYECKOE HaOMIOMeHUE OOJIBHOTO C CMHIPOMOM VBemapka, WLTIOCTpUpYIOIIee TPYIHOCTU auar-
HOCTHKH BPOXKIEHHBIX TTOPOKOB pa3BUTHs. OCOOEHHOCTh JaHHOTO KIIMHWYECKOTO CIydasl ONpeAesisiach COueTaHUEeM
CUHIpOMa C MEPBUYHBIM UMMYHOAEHDUIIUTOM U COCyAMCTON Manbhopmauueit 1érkux. Cuapom MBeMapka OTHOCUTCS
K PeIKUM 3a00JIeBaHUSIM, TIO9TOMY OCBEIOMJIEHHOCTD Bpayeil MepBUYHOIO 3B€HA B OTHOIIICHWH 3TOM MAaTOJIOTMY HU3Kasl.
PanHsgsT mrarHocTHKa MEepBUYHOTO MMMYHOIEMUIIMTA IO TOTO, KaK y peOEHKa BOZHUKHET BEPOSITHOCTh MH(EKIINH,
ype3BbIYaiiHa BaxkHa. [IpoaeMOHCTpUPOBaH MpUMeP MEANKAMEHTO3HOM KOPPEKLIMN UMMYHOISMUIINTA, LIeTh KOTOPOi —
MpeAOTBpAIeHUE TSKEIBIX CENTUYECKUX OCIOKHEHU, TIPOUICHUE KU3HU TTallMeHTa.

JaHHBI KIMHAYECKUI caydail ImyoauKyeTrcsl B «PoccHiiCKOM ajieproIorM4ecKoM KypHajie» IS O3HAKOMIICHUS
YUTATEILCKON ayIUTOPUM C KpallHe pPeIKWM 3a00JeBaHUEM, C KOTOPBIM, TTO BCEl BEpOSITHOCTH, YMTATENIN XypHa-
Jla MOTYT OBITh HE 3HAKOMBI WJIM 3HAKOMBI HemocTaTouHo. OaHako cuHapoM MBemapka B coueTaHMU C TIEPBUYHBIM
NMMYHOIEe(UIIUTHBIM COCTOSTHHEM, HEKOTOPBIE CBUIETEIBCTBA KOTOPOTO TIPUBEICHBI B CTaThe, MOXKET BCTPETUTHCS
B IIpaKTUYECKOI paboTe Bpaya ajljieprojiora-uMMyHOJIOTa.

Karueevte caosa: cunapom MBemapka; retepoTakcusi; BpOXKIAEHHBIM MOPOK cepala; MepBUYHBIA UMMYHONE(MULIUT;
JIETU; KIIMHUYECKUN cllydan
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ABSTRACT

Heterotaxy is a complicated symptom complex in which the location of the main internal organs differs from their normal
and complete mirror reflection. Ivemark syndrome is a combination of spleen agenesis with congenital heart disease and
abnormalities in the location of the abdominal organs. The exact reason is unknown, with mostly sporadic cases. This
paper discusses the genetic, infectious, and toxic factors that damage the differentiation of embryonic tissues between days
31 and 36 of embryogenesis.

The article presents a clinical observation of a patient with Ivemark syndrome, illustrating the difficulties of diagnosing con-
genital malformations. The peculiarity of this clinical case was determined by the combination of the syndrome with primary
immunodeficiency and vascular malformation. Ivemark syndrome is a rare disease; therefore, the awareness of primary care
physicians in relation to this pathology is low. Early diagnosis of primary immunodeficiency before a child is at risk of infec-
tion is extremely important. A sample case of pharmacological correction, which prolonged the patient’s life, was presented.
This clinical case is published in the Russian Journal of Allergy to acquaint the readership with an extremely rare disease,
with which, in all likelihood, the readers of the journal may not be familiar or not familiar enough. However, Ivemark
syndrome in combination with a primary immunodeficiency, some evidence of which is given in the article, can be en-
countered in the practical work of an allergist-immunologist.
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Beenenue

T'eTepoTrakcuss — 3TO CIOXHBIM CUHIPOMOKOM-
MJIeKC, TP KOTOPOM PACIOJOXKEHNE OCHOBHBIX BHY-
TPEHHUX OPraHOB OTJIMYAETCS OT UX HOPMAaJIbHOTO
U TIOJIHOTO 3epKaJbHOro otobpaxeHus. ['eTeporak-
CHYECKME CMHAPOMEI SIBJISIIOTCS PEIKON BPOXIEHHOM
MaTOJIOTUEl U COCTABJISIIOT COBOKYITHOCTh CEPACUHBIX,
COCYIMCTBIX U BUCLIEpaJIbHBIX aHOManuii [1, 2].

JocToBepHBIX JaHHBIX O MMPUYUHAX PA3BUTHUS
JaHHOTO 3a00JieBaHUS HeT. B OONBIIMHCTBE 3TO CIIO-
pamuueckue ciydau. OOCyXIalOTCsI TEHETUYECKUE
1 MH(PEKLIMOHHO-TOKCUUECKUE (haKTOPhI, TTOBPEXKIa-
omue aucdepeHIUPOBKY TKaHeil sMOproHa B MpPo-
MEXYyTOK Mexxmy 31-M 1 36-M THAMU 5MOpHoOTeHe3a
[3, 4]. Ha MoJieKyIsspHOM YpPOBHE CYILIIECTBYIOT TCOPUU,
CBSI3bIBAIOIIIME PA3BUTHE TETEPOTAKCUU C AHOMAJIUSIMU
LIVUIMApHBIX OeJIKOB [5, 6].

Ha ceromHsiliHU# OeHb MPUHSITO BBIACJSTH ABa
MOJTHUIIA TeTEPOTAKCUN — JIEBOIIPEICEPAHBII U IPaBO-
npeacepaHblii u3oMepusM. CekTp BpOKAEHHBIX TOPO-
KOB CEpICYHO-COCYIUCTOMN CUCTEMBI 1 a0JOMUHAILHBIX
OPraHoOB, BXOJSIIIMX B COCTAB 3TUX CUHAPOMOB, OUCHb
mupok. [lepBas my6aMKaIysl, OIMMCHIBAIOIAS TIPABO-
MpeacepaHblil n3oMepu3M, Jatupyercs 1955 r. u ipu-
HAIJICKUT IIBEICKOMY MeIUaTpy U MaTOJIOr0aHATOMY
bropny MBeMapky (Bjorn Isaac Isaacson Ivemark) [1].
BrniociencTBUM 3TOT CUHAPOM IOJYYUIT €TO UMSI —
cunapom MBemapka. Ilpu npaBoMm TUIle U30MEPUU
OTMEUAaIOTC Pa3BUTHE MO MPABOMY THUITY Y ITATOJIOrYE-
cKas JlaTepaaun3alys TOpakoadJOMUHATBHBIX OPTaHOB.
Hnst cunapoma MBemapka xapaKTepHbI TSKETbIE BPOXK-
JNEHHBIE MTOPOKMU CepAla, NaToJ0ThYecKasl 3aKkianka
MarucTpalbHBIX COCYI0B 1 COCYI0B MUKPOCOCYAUCTOTO
pycna [7, 8]. K uucity OCHOBHBIX 3KCTpaKapauaadbHbBIX
MPOSIBJICHUI OTHOCSITCSI TIOPOKU Pa3BUTHUS JIETKUX,
areHe3us (aria3usi) NoIKeaya0uHOM Kese3bl, oaHas
ob1as 6peiKeiika ¢ MaJbpoTalieil KUIeYHUKa, aHO-
MaJl¥ CTPOEHUS, TTIO3ULINY TIeYEHU, XKEJTyIKa U MHOTOe
napyroe. OTHUM U3 OCHOBHBIX IMarHOCTUYECKUX KPUTE-
pHUEB [JIsT TOCTAHOBKM IMPABOrO U30MEpU3Ma SIBJISIETCSI
acruieHus (MJv BbIpaxkeHHas runocruieHust) [9, 10].

B 1etoM gacToTa reTrepoTakKCUU COCTABISIET
1 Ha 5000—7000 HoBOpOXAEHHBIX. BcTpeyaeMocTh
cunnpoma MBemapka — 1 Ha 10 000—40 000 xuBO-
pOXAEHHBIX feTei 1 1% OT BceX BPOKAEHHBIX TOPOKOB
cepnua [11, 12].

TIpuBoguM cOOCTBEHHOE KIMHUYECKOE HaOII0Ie-
Hue. HeoObIUHOCTL TaHHOTO cllyyasi — B COYETaHUU
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reTepoTaKCUU C EPBUYHBIM UMMYHOAE(DULIUTOM U CO-
CyAUCTON MaJib(popMalieid.

Onucanue ciayyas

O nauyuenme. JleBouka, 2 roga 4 mec. Hampasnena
18.05.2020 K anaeproyiory-uMMYHOJIOTY C IMarHo-
3oM «CuHapom MBemapka. IIpaBochopmupoBaHHOe
ImpaBopaciojoxXeHHoe cepame. ['mmocrenus. Cpe-
MUHHOE PACITONIOKEHHNE TTIeYCHU U SKETYHOTO TTY3BIPSI.
3epkanbHOe pacrnojioxeHue Jerkux. OcloXHeHU:
XpOHMYECKas ceplieuHas HeagoctaTrouHocTh 11 pyHKIm-
OHaJIbHOTO KJacca, nmonuuuteMusi. ComyTCTBYIOIIMIA:
OIepUPOBAHHBI BPOXAEHHBIN MOPOK CepAlla — MEM-
OpaHO3HBIN TeDEKT MEXKETYTOUKOBOI ITePETOPOIKH.
OTKpPHBITBIN apTepuaabHbIil MPOTOK. JIErouHas rurep-
teHsus I crenenu. Konbnouedanus. JABycTOpOHHSS
CEHCOHEeBpaJIbHasI TYTOyXocTh [V cTernmeHm».

OCHOBHBIE XaJT00bl — OJBIIIKA, YaCTOE IbIXaHUE
ocJjie yMepeHHON (hU3M4ecKOoil 1 3MOLMOHATIbHOM
Harpy3Kku, TMOCTOSIHHBIN 1IMaHO3 KOXHBIX TTOKPOBOB
U CJIM3UCTBIX B MIOKOE, CTOMKOE CHIXKEHUE caTypalivuu
10 90—93%, pe3ncTeHTHOE K KMCIOPOIOTEpaIu.
YacTele pecnmupaTopHble MHMOEKINUU C 3aTSIKHBIM
KaIIUTeBBIM CUHIPOMOM, JUTUTEIIBEHOM, 10 2—3 MecsIIeB,
pUHOpeel CMEITaHHOTO XapaKTepa.

Ponuteneii 6ecmokouin Takxke HEYCUIYUBOCTD
NEBOYKM, 3alepKKa peYeBOT0 Pa3BUTHSI, HAPYIIICHHE
cliyxa, U3MEHEHMS B aHaIM3aX KPOBU (ITOJULIUTEMMUS ),
reMopparu4eckuii CUHAPOM (9KXHUMO3bI, TIETeX1UU)
Ha IIPUEM acTIMpUHa.

Anamnes ncusnu. Pe6EHOK OT TpeTheil (hU3MOI0TH-
yeckoit 6epeMeHHOCTH: 1-51 (2001) — ManbuuK, ymep
B BO3pacTe 2 MeC (IBYCTOPOHHSS ITHEBMOHMS, MYKO-
Bucuunos?), 2-g (2008) — meBouka (IOpPOKU Pa3BUTHUS
MaJjiblieB KUCTEN U CTOI), COMAaTUUECKH 3M0poBa. Mathb
BO BpeMs OepeMEeHHOCTH HaOlJomajgach peryaspHo,
MaToJIOTUM He BbIABIEHO. Pojbl onepaTUBHBIM MyTEM
B 40 Hen., macca Tena 3820 r, mimHa 57 cM; rpyaHoe
BCKapMIMBaHMe 10 14 nHeit, najee — clieliMain3upoBaH-
Hast cMech. [IpuBura BII2K B 1 rox, nanee — BakimHamms
10 MHAVNBUAYATbHOMY IpadHKy, peaklInK afeKBaTHHIC.
[cuxoMoTOpHOE pa3BUTHE: CUAUT C 8§ MeC, XOIUT
¢ 14 Mec, nepBble 10T HavYa1a mpou3HocuTh B 9—10 Mec,
cabIIaNa My3bIKy, B JaJbHEHIIIEM — IOTepsT CIoco0-
HOCTM K Pa3rOBOPHOiI peud B CBSI3U C TYTOYXOCTBIO.
HacnenctBeHHOCTh He oTsroIIeHa. PoauTenu 3mopoBkI.

Anamnes 3ab6onesanus. bonbHa ¢ poxnenusi. B kiam-
HUKE Ha 2-€ CYTKHU BBISIBJIEH CUCTOJUYECKUN IIIYM,
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Ha 3-U CyTKU XXU3HU — YXYAIIEHUE COCTOSTHUSI (OIbIIII-
Ka, YCWJIEHNE CUCTOJIMIECKOTO IITyMa, CMeIlleHue Tpa-
HUI1I cepaua BrpaBo). [lepeBeneHa B oTie/ieHue MHTeH-
cuBHoI Tepanuu O61aCTHOTO MEePUHATAILHOTO LIEHTPA;
20 cyTOoK HaxoauIach Ha UCKYCCTBEHHOM BEHTUJISILIUU
nérkux. [lo pesynbratam sxokapauorpaduu BEISIBIIE-
HbI BPOXAEHHBINM MOPOK cepala — MeMOpaHO3HbBIN
Je(eKT MEXKEJIyI0UKOBON Meperopoaku OOJbIINX
pa3MepoB, OTKPBITHIN apTepHabHBIN TTPOTOK C MPH-
3HaKaMH TUTIEPBOJIEMUU MaJIOTO Kpyra KpoBoooOparie-
Husl. HavanpHas nunaTanys Bcex Kamep. YMepeHHbI
CTEHO3 KJlarnaHa JéroyHoi aptepuu. 1o pesynbTaTam
MYJABTUCTIMPAILHON KOMIBIOTEPHON TOMOTPaMMBI
OpraHoOB I'PYyJHOU KJIETKU — MPU3HAKU JEKCTpPOKap-
JIWY, TUTIEPBOJIEMUST B MaJioOM Kpyre KpoBooOparliie-
HUSI, UHTePCTULMAIbHBIA OTEK JETKUX C SBICHUSIMU
aTbBEOJIIPHOTO OTEKA; IO pe3yJIbTaTaM UCCIIeIOBaHNS
TOJIOBHOTO MO3ra — TMITOKCUYECKU-UIIIEMUYECKOE T0-
paxkeHue TKaHu Mo3ra. BpoxknéHHbII MOpoK pa3BUTUS
TOJIOBHOTO MO3Ta — KOJIBITOIIe(haTusl.

ITocne crabnnm3anuy COCTOSTHUS B Bo3pacTe 35 qHel
YCIICIIIHO BBITIOJIHEHO OINEpaTUBHOE JIeUeHNEe — TIjia-
CTHKa MEMOPAHO3HOTO MedeKTa MeXKKeTyI0IKOBOI T1e-
PEropoliKu, KIIMMMPOBAHUE OTKPHITOTO apTEPUATILHOTO
MpoToka. B rocneornepaiimioHHOM NEpUoJe — KIUHU-
yeckasi KapThHa cercuca: JUxXopaaka, rmojaropraHHas
HEeIOCTAaTOYHOCTh. B 2 Mecslla XnU3HU mepeBeacHa
B 'opocKyio 1eTCcKyr0 00JbHUILY Ha BTOPOIA Tall BbIXa-
>xuBaHus. [IpoBoauaack cMMIITOMaTUYECKasl Tepariusi
XPOHUYECKOH CepIeTHOI HEMTOCTAaTOYHOCTH, BHICOKOI
JIETOYHOM I'MIIEPTEH3U N, IbIXaTeIbHOI HEIOCTATOYHO-
CTH, TUTIOKCUYECKU-UILIEMUYECKOI dHIedanonaTuu.
AHTHOAaKTepuUaIbHas Teparus roCIUTaIbHOM MoJncer-
MEHTapHOU ITHEBMOHWY KapborneHeMamu. Koppekiiust
aHeMUU COYETaHHOTIO TeHe3a CpenHeil CTENeHU TsKe-
CTU, BTOPUYHOI KOoaryjaonaTuu, CBI3aHHOM ¢ neuiii-
TOM OETKOBO-CUHTETUYECKOMN (PYHKIINY TICUCHN.

B nmanbHelimem HaOJmogagach neauaTpoM M Kap-
JIMOJIOTOM T10 MECTY XKUTEJIbCTBA, B Tepauu mojyJyana
cvnneHadua B CyTouyHol mo3e 37,5 Mr. JABaxkabl KOH-
CYJIbTUPOBaHA TCHETUKOM.

B 2 roma 2 mec obcnenoBana B ®I'bY «<HMMUI]
nMmeHu akagemuka E.H. MewankuHa» MuH3npasa
Poccun (HoBocubupck). IlpoBenensl anruorpadus,
MpsiMasi TEH3MOMETPHST MaJIOTO Kpyra KpoBooOpaiie-
Husl. JlaBieHue B mpaBoM xejaynouke — 20 MM pT.cT.,
TIpY CUCTEeMHOM KpoBOTOKe — 105/66 MM pT.cT. BBima-
HO 3aKJTIOUeHME KOHCUIINYMA: « YUYUTHIBast HOPMaJIbHOE
JaBJIeHHE B TIPABOM KeJIyJIouKe cepala, crenuduye-
cKasl Tepanusl JErOYHOUN apTepUaibHON TUIIePTEH3UNU
He TToKa3aHa».

Pezyavmamut gpuzuxarvnozo, 1ad6opamoprnoco
U UHCMPYMEHMAAbHO020 UCCAe008AHUA

Jlannvie obsekmusnoeo ocmompa. Ilpu oOpaleHun
COCTOSIHUE JEeBOYKM cpenHeTskeénoe. TskecTb 00y-
CJIOBJICHA TUTTOKCEMMEN, IbIXaTeIbHAsT HEJOCTaTOU-

HocThb I crenenun. Macca tena 14,5 kr, poct 95 cm. Koxxa
OneaHasl, IMaHO3 CIU3UCTBIX 000104YeK, HOCOTYOHOTO
TpeyroJbHMKA, aKPOIIMaHO3, B 00JIACTH IIEK MHOXKE-
CTBEHHbIC MsITHA IMaMeTpoM A0 1—2 MM (cocyaucThie
3BE€3104Kkr). HesHaunTenbHas aeopManus HOITeBbIX
TUTACTVH TUCTATBHBIX (haJlaHT IO TUITY YaCOBBIX CTEKOJT.
YacroTta apixanus 10 40 B MuHyTy. B 1€rkux apixaHue
paBHOMEPHO OCIa0JIeHO, XPUIIOB HeT. JleKCcTpoKapaus,
TOHBI BBICTYIIMBAIOTCS TIPEMMYIIECTBEHHO CIipaBa
OT IPYAMHBI, CUCTOJIMUECKUI LITYM HaJl 00J1aCThIO Cepi-
na. Yacrora cepaeuyHbix cokpaiieHuii 108 B MUHYTY,
MyJIbC HA apTepHsAX PYK M HOT YIOBIETBOPUTEIHHBIX
CBOICTB, CUMMETPUYHBI. ApTepuajabHOE AaBJIeHUE
Ha pykax 100/60 MM pT.CT.; HachIleHUe (caTyparus)
KpoBM Kucinoponom (Sp0,) 91% cuns, 89—90% — néxa.
KuBoT 6e300/1€3HEHHBIN, MITKHWI1; MeYeHb MalbIn-
pyeTCs 110 CPeAMHHON JMHUU Ha 1 cM HIKe Kpast pé-
OepHoli ayru; cefle3éHKa He manbnupyercs. Peakiys
Ha OCMOTp HeraTHUBHasl.

JlabopamopHo-uncmpymenmanvHoe obcaedosauiie.
B o6111em aHaIM3e KPOBU CTOMKAsI BTOPUYHAS MTOJULI -
TEMUSI: TIOBBIIIIEHUE YPOBHS reMorjioornHa 1o 164 r/i,
remartokpuTa 10 42,8%, comepxaHusl SPUTPOLIMTOB
110 5,52 TBIC. KJIETOK.

ITo pe3ynbrataM AByKPaTHOTO MIMMYHOJIOTMYECKOTO
oOcienoBaHus (Tabiunila) BHISIBIEHO 3HAYUTEILHOE
CHMXeHMe KonnudecTBa T-TUMGOLUUTOB — 3peibIX
(CD3%), T-cynpeccopoB (CD8"), T-xennepos (CD4%).
IIpu ananuse aMOyJIaTOPHOU KapThl YCTAHOBJIEHO,
4yTo B 8 MecsileB pedbEHKY yxKe MPOBOAWIOCH TaHHOE
o0cJieqoBaHue, Mokaszaresiv T-K1eTOYHOro 3BeHa ObLITH
TaK>Ke CHIDKEHBI, HO MHTEPIPETUPOBAHBI TIO MECTY XKH-
TeJbCTBA KaK TPaH3UTOpHAs AUC(HYHKIMS UMMYHHOM
CHUCTEMbI. AHAJIU3 SKCIIM3MOHHBIX KOJIEL] IEPECTPOMKHU
reHoB T-KJIETOYHBIX PELEeNTOPOB BBHISIBUJ 3HAUM-
TeJIbHOE CHUXXEeHUE 4Yrcsia HAauBHBIX T-TUM(OLIMTOB:
TREC — 152 xoruu Ha 100 000 eiiKoLMTOB (IIPU HOP-
me 1200—11 000 xommit) u 6,2 Konuu Ha 1 MKJI KpOBU
(ript HopMe 76—1162 kommit). Bupycsl DmmreiiHa—
bapp, uMMyHoAebUIIMTa YeTIOBEKA, IUTOMETaJIOBUPYC
METOIOM ITOJIMMEPA3HOM LIEITHOM peaKIIMU B CBIBOPOTKE
KPOBU HE OOHAPYXKEHBI.

Ha nmynabmoHorpagum ¢ 60J10CHBIM KOHTPaCTUPO-
BaHUEM COXPaHSIIOTCS TIPU3HAKY TUTICPTEH3UHU B MAJIOM
Kpyre KpoBooOpailieHus1 Ha (hOHEe 3aCTOMHBIX U3Me-
HEHUIl — paclliupeHue JErouHbIX BeH, BbIpaXKeHHOE
pacmupeHus MMpaBoro Xeaymouka. [MImocruieHus.
I'emaromeranus. [1pu npoBeneHUM axoKapauorpapuu
rpagydeHT Ha JIETOYHOM apTepuu B IIpeneiaXx 7 MM pT.cCT.,
Ha a0pTaJIbHOM KJIalTaHe — 10 8 MM PT.CT.

Ha ocHoBaHUM aHaMHe3a, KIMHUYECKON KapTu-
Hbl, JAHHBIX UMMYHOJOTUYECKOTO 00Caen0BaHUS
YCTAaHOBJIEH TPEeIBAPUTEIbHBIN nuarHo3: «[lepBua-
HbIiI UMMYHOAe(hUIIUT HeYTOUHEHHBIN». Ha Tene-
MEIULIMHCKON KOHCYJbTallMM BpadyaMU ajlJIeproyo-
ramu-umMmyHojioramu ®I'bY <HMUL ATOU umenu
Hmutpust PoraueBa» MunsapaBa Poccuu (MockBa)
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Taommna. IMMyHOrpaMMbI TIAMEHTKA
Table. Results of immunological examination of the patient

IloxazaTenu Peaynsrar
02.09.2018 18.05.2020 20.06.2020

HLA DR*CD3%, % 0,9 0,9 0,8

HLA DR *CD3*, x10°/1 0,009 0,009 0,009
HLA DR*CD-, % 44 46 38,5
HLA DR*CD-, x10°/n 0,465 0,496 0,468
CDI19*, % 44,1 42,8 36,7
CDI19%, x10%/n 0,465 0,462 0,447
MMMyHOperyIsITOpHbIi UHAEKC 2,65 2,73 2,29
CD56*CD16%, % 17,3 16,5 26,1

CD56*CD16*, x10°/n 0,119 0,117 0,318
CD3*, % (Hopma 58,2—66,6) 33,1 32,6 32,6
CD3*, x10°/1 (Hopma 1,7%3,0) 0,365 0,351 0,397
CD8*, % (nopma 18,1-24,7) 7,9 8,6 9.4

CD8*, x10°/n (Hopma 0,6—1,1) 0,091 0,093 0,114
CD4*, % (Hopma 33,8—42,8) 22,1 23,5 21,5
CD4*, x10°/n (Hopma 1—1,9) 0,251 0,254 0,261
1gG, mr/mn 865 878 919,1
IgA, Mr/mn 87,0 92,9 113,4
1gM, mr/mn 77,1 79,6 72,7
®daronutapHast aKTUBHOCTb, % 43 48 67

daromurapHoe YNCIO 2,23 2,33 2,63

ITpumMeyanue. KupHbIM lIpHGTOM BbIIEIEHbI 3HAYUTETBHO CHYXKEHHBIE 10 CpaBHEHMIO ¢ HOPMOI KOHLIEHTpauuu T-JTMMMOLIMTOB.

Note. The concentrations of T-lymphocytes significantly reduced in comparison with the norm are highlighted in bold

JaHHBIM AUarHO3 NOATBEPXKAEH, peOEHOK IMPUTIaIIEH
Ha o0clienoBaHuUe.

B 2 roga 7 mecsieB peOEHKY mpoBeaeHa OMOICHUs
Jerkux. ITonydyeHO MUKPOCKOMMYECKOE OINMMCaHUE:
(bparMeHT TKaHM JIETKOTO B COCTOSTHUU THCTEIEKTa3a.
OrnpenenstoTcsl paccesiHHbIe 9KTa3uPOBaHHbIC MEJIKUE
KPOBEHOCHBIE (TP MMMYHOTUCTOXUMHUIECKOM WC-
cliemoBaHuU B 3HIoTenuu akcrapeccust CD34, Factor
VIII, CD31) cocyabl apTepuaibHOro U BEHO3HOTO TUIIA
C TOHKOU MBIIIEYHOI cTeHKOo#l. DUOPO3 He BhIPAKEH.
DnacTuyeckrue MeMOpaHbl He onpeaesoTcs. Menko-
ouarosas TuMdoLuTapHas MTHQUIbTpALUs. DJIeMEHTOB
C aTUIIMYHOU MM clienududeckoir Mopdoaoruei
He BBISIBJIEHO. ['McToloTMYecKrue U3MeHEeHUsT MOTYT
COOTBETCTBOBATH COCYAMCTON (B TOM YHMCJIE apTepHo-
BEHO3HOI ) MajIbhopMaluu.

Kaunuueckuii duaenos. IlepBudaHbI UMMyHOIE(hM -
LIUT, KOMOMHUPOBAHHBIN, HEYTOUYHEHHBII, C CUHIPO-
ManbHbBIMU dyepTamu. Cunapom MBemapka. I1paBo-
chopMUpPOBaHHOE MPaBOPACIIOTOXKEHHOE Cepille.
ApTepruoBeHO3Has1 MaJibopMalius IETKUX. 3epKabHOe
pacrionoxeHue Jaeérkux. I'nnmocruienus. CpeauHHoOe
pacrnoyioxxeHue nevYeHu 1 KeaIIHOro my3bipsi. Ociox-

HEHMUS: XpOHUUYecKas cepleyHass HEJOCTATOUHOCTD
I dyHkumonanbHoOro kinacca, noaunutemusi. Co-
MYTCTBYIOIIWI: OIEPUPOBAHHBIN BPOXKAEHHBIN IMTOPOK
cepaua — MeMOpPaHO3HbIH 1e(heKT MEXKEeTy10UYKOBOM
neperopoaky. OTKPBITBII apTepralbHBIN IPOTOK. JIE-
rouHas runepreHsus I crenenu. Konbnonedanus. ABy-
CTOPOHHSISI CEHCOHEBpajbHasi TyroyxocTh [V cTeneHu.

Jleuenue u ucxod. B HacToslee BpeMs C LEJbIO
MpoGUIaKTUKN BOBHUKHOBEHUSI TSKEIBIX MHMEKIN-
OHHBbIX OCJIOXKHEHUI peOEHKY ITPOBOAUTCS PETyJIsIpHAs
WMMYHOMOAYJIUPYIOILasi Teparusi BHyTPUBEHHBIMU UM-
MyHoOTI00yTMHaMM n3 pacyéra 0,65 r/kr, wan 10 T/cyT
1 pa3 B 4 Hen. Ilpodpunakruyeckass aHTUMUKPOO-
Hasl Teparus: KO-TpUMOKCa30J1 M0 5 MI/KT B CYyTKH,
WJIA 75 MT/CyT 110 TPUMETOITPUMY B ITPOPUIAKTUIECKOM
pexxume ToHenebHUK, cpea, MATHUIIA, a TAKXKe Tepa-
nus g ¢y3HO apTepUOBEHO3HOM Maab(hopMaluu
cocynoB JIErkux: 6eBalnM3ymad (ryMaHU3UPOBAHHOE
PEKOMOMHAHTHOE TUIIEPXUMEPHOE MOHOKJIOHAJIBHOE
AHTUTEJIO, KOTOPOE CEJIEKTUBHO CBS3bIBAETCS C OUO-
JIOTMYECKU aKTUBHBIM (DAKTOPOM pOCTa dHIAOTEIUS
COCYI0B M HEUTPAIU3YET €ro) Mo 5 MI/KT BHYTPUBEHHO,
MenJieHHo, 1 pa3 B 2 Hexd. Tepanust 1€royHoit apTepu-
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aJIbHOM TUMNepTeH3UU: cuiaeHadua B no3e 37,5 Mr/cyT.
CocTosiHUe NeBOUKU CTaOUIIbHOE, 0€3 TMHAMUKH.

C uenblo BepudUKalUd FreHeTUYECKUX OCHOB 3a-
0oJsieBaHMSI TIPOBOAUTCS MOJTHOIK30MHOE CEKBEHUPO-
BaHue. B miaHe — TapreTHast Tepanusi.

[TporHo3 ajist )kM3HU y peOEHKA HeOIaronpusITHHIA.
PonuTenu moay4ynim ucYepIibiBaoyo MHMOpMaIiio
0 COCTOSTHUH 310POBbS 1 OYAYIIEM TOUYEPH.

3aKiouyeHune

CungpoMm MBemapka sBasieTcsl TSKEABIM U peli-
KMM 3a00JIeBaHUEM C HapylLIeHHON CUMMeETpUuen Teia
U MHOXECTBEHHBIMM MOPOKAMU OPraHOB I'PYyIHOM
KJIETKM U OpIOLIHON MoJIOCTU. PaHHSIS IMarHocTHUKa
COIYTCTBYIOIIIEI MTaTOJIOIUU B PSIIE CJIydaeB O3BOJISIET
MHPOMIUTD XXMU3Hb MAJICHbKUM MallMeHTaM.

ApTeproBeHO3Hasl MajdbgopMalus B paMKax JaH-
HOTro cuHApoMa — ellg 0oJiee peaAKUil U TpyaIHOaMAT-
HOCTUPYEMBI TTOPOK, MPUBOISIIMN K UHBAIUAMN3A-
LIMM peOEHKa B pe3yabTaTe XpOHUUYECKOM TMITIOKCUH,
TUIIOKCEMUMU.

PaHHs1s nuarHocTHKa MEPBUYHOIO UMMYHOIEeDU-
MTa ype3BbluaiiHa BaxkHa. Crnieniuduueckast Teparnus
HallpaBjieHa Ha NPeAayINpexXIeHUe Pa3BUTUS TSKEIbIX
JKM3HEYTPOKAOIIMX 3IM3040B MH(MEKIIMHI, Tporpec-
CMPOBaHMSI OCHOBHOIO 3a00JIeBaHMSI.

Jlereii c MHOXECTBEHHBIMU BPOXKAEHHBIMU ITOPOKa-
MU pa3BUTHUSI HEOOXOAMMO HAIIPaBJISITh HA KOHCYJIbTa-
LI1IO K aJIJIEProJIOry-UMMYHOJIOTY C LI€JIbIO MCKITIOUEHUS
MEPBUYHOTO UMMYHOIE(hUIIUTA.
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