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Aunnorauus

Cunzpom Buckorra — Onzgpuua (CBO) sisstercs penkum, X-clelieHHbIM KOMOUHUPOBAHHBIM UMMYHOA(DUIIUTOM, BbI3bIBAEMbIM
myTaisivi B rede WAS, kotopbrii kogupyer 6e1ok WAS (WASp). TIposiBiiernst BappUpPYIOTCS OT OTHOCHUTETLHO JIETKON (hOPMBI
3abosieBaHust (MHTEPMUTTUPYONIAs X-CIlenieHHass TPOMOOIUTOIEHNUS ), XapaKTepPU3yIoIeiics TpOMOOIUTONEHUEN ¢ He3HAUMTE b
HBIM UMMYHOAEDUIUTOM WK Ge3 Hero, JI0 TsKeJI0H (hOPMBbI ¢ IITyGOKUM UMMYHOAEMDUITUTOM, SMU30/[aMU KPOBOTEUEHUSI, Pa3BU-
THUST QY TOMMMYHHBIX PEAKIIUil U OBBIIIEHHOTO PHCKA 3JI0KAUeCTBEHHOCTH. MHOIMe NalMeHThl UMEIOT TPOMEXKYTOUHbIE CTETIEHH
TskecTH. VIMEHHO Takast HEOTHOPOIHOCTh B KJIIMHUYECKOM CIIEKTPE 3aTPY/IHSIET MOCTAaHOBKY nepBryHOro anarno3a CBO. B crarbe
Mpe/ICTaBIeH KIMHUYECKUIT CITydail mepBudHOro MMMYHO/e(UIINTA, BBISIBJIEHHOTO Y PeOEHKA 2 MeCSITIEB.
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Abstract

Wiskott — Aldrich syndrome (WAS) is a rare, X-linked combined disease with immunodeficiency caused by mutations in the WAS
gene that encodes the WAS protein (WASp). Manifestations range from a relatively mild form of the disease (intermittent X-linked
thrombocytopenia), characterized by thrombocytopenia with or without minor immunodeficiency, to a severe form with deep
immunodeficiency, episodes of bleeding, the development of autoimmunity and an increased risk of malignancy. Many patients have
intermediate degrees of severity. It is precisely this heterogeneity in the clinical spectrum that makes it difficult to make a primary
diagnosis of WAS. The article presents a clinical case of primary immunodeficiency detected in a 2-month-old child.

Keywords: immunodeficiency, Wiskott — Aldrich syndrome, atopic dermatitis, thrombocytopenia, eczema.

Gratitude. The authors express their gratitude to the staff «Rostov State Medical University»> Dudareva M. V., Lazareva K. L,
Mayorova E. V., Simonova A.V,, Lukyanova E. A. for help in the work.

For citation: Churyukina EV, Koreeva EV, Selezneva OS. A case of Wiskott — Aldrich syndrome in an infant. Allergology and Immu-
nology in Pediatrics. 2023; 3: 58—68. https://doi.org/10.53529,/2500-1175-2023-3-58-68

BBE/JIEHUE
Penxue 3abosieBaHust, TakKe U3BECTHBIE KaK Op-
(anHbIe 3a060JI€BaHNS, TIPEACTABISIIOT COOOI OYEHD
Pa3HOPOIHYIO TPYIIITY PAaCCTPOICTB, KOTOPBIE TIOpaKa-
10T OrPAaHUYEHHOE YHCJIO JIOJEH B OOIIEN MOy JISIHN.
Ha cerogasmnmii 1eHb BO BCEM MUPE N3BECTHO OKOJIO
7000 pa3jMYHBIX TUIIOB PEAKUX 3ab0/eBaHMIl, KOTO-
pble B COBOKYIIHOCTH BCTPEYAIOTCS Yy OOJIBIIOTO YMCIa
MAIMEHTOB 1 IPUBOAT K 3HAYNTETBHBIM 3aTpaTaM Ha
sapasooxpanenue [ 1, 2]. Haubosee peakumu sabosiesa-
HUSMU SIBJISTIOTCST TEHETUYECKUE HAaPYIIeHNs, KOTOPbIe
MPUBOJIAT K 3HAUNTETbHON MHBAJIUHOCTH, CyTIIECTBEH-
HO BJIUISTIOT Ha ITPOIOJIKUTETBHOCTD JKM3HU M CHUZKAIOT
(busnyecKre 1 yMCTBEHHBIE CIIOCOOHOCTH [3].
[TepBrunble UMMYHOMEDUITUTHBIE COCTOSHUS
(ITNJIC) — aTo TsIKEJIBIE, TEHETUIECKU JIETEPMUHMN-
poBaHHbIe 3a00JI€BaHsl, BbI3BaHHbIE fe(heKTaMK Pas-
JINYHBIX TEHOB, OTBEYAIOIINX 32 PAOOTY KOMIIOHEHTOB
UMMYHHO CUCTEMBI, ¥ COTIPOBOK/IAIONTNECS KU3HE-
YTPOKAIONINMU KINHUYECKUMHU MTPOSIBJIEHUSIMU [4].
B nocnrenneit kmaccuduranmym OT KOMUTETA IKC-
MEPTOB MEKYHAPOJHOTO COI03a UMMYHOJIOTHYECKIX
obutects (IUIS) 2022 r. npusezennt 6osee 400 pas-
Jmunbix Hozooruit IIMJ1C, Torna kak emte B 2017 1.
B aHAJIOTMYHON KJaccr(uKaiiy ObLIO OIMCAHO OKOJIO
350 pazimunbix reHetudeckux nedektoB [4]. Takue
MAIMEHThl MMEIOT TIOBBIIIEHHYIO BOCTIPUMMYNBOCTH
K MH(EKIMOHHBIM 3a00JI€BAHUAM U HeMH(DEKIIMOHHBIM
OCJIO;KHEHUSIM, BKJTIOUAsT JIJIEPTUIO, 37TI0KAYeCTBEHHBIE
HOBOOOPA30BaHMST M Ay TOMMMYHHBIE TIPOSIBJIEHSI.
Cungpom Buckorra — Onazapuua (CBO) asis-
eTcsT peIKUM, X-CIeTIJIEeHHBIM TTePBUYHBIM UMMYHO-
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JnedunmrToM, BbI3bIBaeMbIM MyTalusaMu B reHe WAS,
koTopbiil kopupyer 6emoxk WAS (WASp) [3, 5]. TTo
cTaTUCTHKe, 001mas 3aboneBaemocts CBO cocrasiis-
eT 4 cirydyasi Ha MAJIJIMOH JKUBOPOSKIEHUIT MY3KCKOTO
1oJia, 6e3 aTHUYECKOTO WK TeoTpaduuecKoro mpe-
00JTalaHmst, YTO COCTABIISIET TPUOIUBUTETHHO 3 % OT
BCeX MePBUYHBIX UMMYHO/1e(UTTUTOB [6].

Biiepsbie 6oJie3Hb Gbla 3aMeYeHa HEMEIIKUM T1e-
maTpoMm okTopoM Abdpenom Buckortom B 19371,
KOT/Ia OH HAOJII0/1aJl, KaK MaJIbYUKUA YMUPAJIU B PaH-
HEM BO3pacTe B TeYeHHE TPeX TOKOJIEHU CeMbH, B TO
BpeMsi KaK UX CECTPbl OCTABAJINCh 3/I0POBbIMU |3, 7].
[Tosxe, B 1954 1., Pobept OJipuy moATBepInI Ha-
osmoienns BUCKOTTA, KOT/Ia OH OTCJIeKUBAI U 0OHAa-
pyskuiL, uto 16 u3 40 My»KunH B ceMbe yMepJiu ¢ I10-
XOKUMU CUMIITOMAaMU, He 3aTPOHYB KEHIIWH, TeM
CaMbIM TTOATBEPANUB X-CIEMJIEHHBIN cr1ocob Hacie-
noBaHus 3aboseBanus [8].

Benok WAS akcripeccupyetcst mouTn Bo BCEX TeMO-
MOOTUYECKUX KJIETKAX W TPUHAIEKUT K OOJIBIIOMY
ceMelcTBY OETKOB, yIaCTBYIOIINX B PEOPTaHN3AIINH K-
THUHOBOTO IIUTOCKeJIeTa 1 Tiepeiade curHasios [5]. leii-
cTBUTENbHO, WASD sIB/ISIETCST OCHOBHBIM 3(D(hHEKTOPOM
MOJTMMEPU3alNK aKTHHA 1 y4aCTBYeT B peOpraHu3alinm
AKTUHOBOTO ITUTOCKEJIETAa BMECTE C aKTHH-CBSI3aHHBIM
GesrkoBbIM KoMILIekcoM 2/3 (ARP2/3) B HeapuTpou/I-
HBIX TEMOTIOITHYECKHX KJIeTKax |5, 9—10].

Cunenosaresbho, geduriut WASP B ki1eTkax Kpo-
BW BJTUSET HA MEJTOCTHOCTh AaKTUHOBOTO ITUTOCKETe-
Ta M CBSI3aHHBIE C 3TUM KJIETOYHBIE TPOIECCHI, BKJIIO-
Jast MOJISIPUBAIINIO KJIETOK, 00pa3oBaHue MOI0COM,
MUTPAINIO KJIETOK, TTepesady CUTHAJIOB, ayToharuio
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¥ BOCITAJIEHWE, YTO ¥ TPUBOANT K (DYHKITMOHATbHBIM
nedeKTaM B pPa3JNYHbIX UMMYHHBIX KJIETKAaX, T€M
caMbIM Hapylias BPOKIAEHHBIH U IPUOOPETEHHbII
nummynuret [10-14]. Heckonbko uccaegosanuii
MmoKazaJjiu, uto HefoctaTok WASp HapytraeT romeo-
cta3 B-kietok, npuBozs K leheKTHOMY HaBeJeHUTO
¥ aHOMAJTbHOMY (DYHKITMOHUPOBAHUTO B-KyieTouHO-
ro perentopa (BCR). Takke coob11amock, 4To Ha-
pyliieHre TOJIepanTHOCTH B B-kieTkax ¢ nepunurom
WASpP u3-3a BpoKJIeHHONW MMMYHHOW aKTUBAIUU
nesaeT B-KIeTKM CKJIOHHBIME K BBIPaOOTKE ayTo-
AHTUTEJ W 9TO HEUTPOMPUIBI TOMOTHUTETHHO YCHU-
JIUBAIOT 3Ty ayTOPEaKTUBHOCTD, CIIOCOOCTBYST pa3-
BUTHUIO PEAKIUil ayTONMMYHUTETA, HAOJI0[aeMbIX
y narmentoB ¢ CBO [12, 15—-17]. OnocpenoBanubie
T-xseTkamMu ajanTuBHBIE UMMYHHBIE (GYHKIIUH
Takke HapymaTcs B orcyTcTBue WASD. lepumur
T-nmumdoUTOB COMPOBOKAAETCS CHUKEHUEM BBI-
paboOTKM IIUTOKMHOB, Ae(EeKTHON 1mepegadeil CurHa-
Jla ¥ HapylieHnueM (popMUPOBAHUS UMMYHOJIOTHYE-
ckoro cunarca (IS) [10, 18-19]. dedunmtr WASp
TakKe HapylaeT 6ajJaHc NoAMHOKecTBa T-KIIeToK,
YTO NMPUBOJUT K cMelleHuio ¢pyHkiuu ot T-xesrme-
poB 1-ro tuna (Th1) x nomuruposanuio T-xesrme-
pos 2-to tuma (Th2) [20]. Kpome Toro, nedunurt
WASp okasbiBaeT riryboKoe BIHsIHIE HA Pa3IndHbIe
(byHKIIUM BPOKIEHHBIX MMMYHHBIX KJIETOK, TAKUX
KaK MOHOIIMTBI, MaKpodaru u eHAPUTHbIE KIETKH
(DCs). Makpodaru, mosydyeHHble OT TAIlMEHTOB
¢ CBO, He MoryT co6upaTh 1MOAOCOMBI, POSIBJISI-
10T siechekT haronuTosa u3-3a Hapyuieaus GopMu-
poBaHus (HaronMTapHBIX Yalll, a TaKKe OTMEHSIOT
XEeMOTAKCHUC, YTO COTJIACYETCS C KIIYEBON POJIBIO,
kotopyio WASD urpaer B akTHHOBO# OpraHu3anum
BCEeX BBINNEYOMAHYTHIX TpoieccoB [10, 20-22].
JleHapUTHBIE KIETKN TaKKe CTPANAIOT OT AeduInTa
WASp, OCKOJIBKY OBLIO TIOKA3aHO, YTO ICHAPUTHDIE
kietku ¢ gepunurom WASp HecriocoOHbI 00pa3o-
BbIBaTh CTAOMJIbHbIE MMMYHOJIOTUYECKIE CHHATICHI
n3-3a HeadexTuBHOrO NpaliMmupoBanusd T-kiet-
kamu [22]. Hapsany ¢ nedeKTHBIM UMMYHUTETOM,
ocHOBHBIM nmpu3HakomM CBO gBisieTcss MUKPOTPOM-
GOIUTONEHMS C HUBKUM CPEeJHUM 00HEMOM TPOM-
OOIMTOB, YTO TTPUBOUT K YACTHIM KPOBOTEUEHUSIM
1 31IN30/IaM TSIKEJIbIX KDOBOTEYEHUH, KOTOPBIE TIPH-
BOZAT K cMepTu y 4—10 % narmenTos [6]. [Ipuunssr,
JIesKalre B OCHOBE TPOMOOITUTOIIEHUH Y TIATIMEHTOB
¢ CBO, 1o koHI11a HE U3yYeHbl, OJIHAKO MPe/Ioara-
eTCsl, YTO TO MOKET OBITH BHI3BAHO JINOO CHUMKEHM-
€M BBIPa0OTKM TPOMOOIIMTOB U3 MPE/IIIECTBEHHUKOB
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KOCTHOTO MO3Ta, JINOO0 TOBBIIIIEHHBIM BbIBEJIEHIEM
TpombonuToB ¢ gebururom WASpP U3 KpoBOTO-
ka [10].

Knaccuueckas tpuaga (MUKPOTPOMOOIUTOIIEHUS,
peruBUpyoliye MHMOEKINH 1 9K3eMa ) HaOII01aeT-
€SI TOJTBKO MIPUMEPHO Y YETBEPTH MAIUEHTOB.

Tpomboyumonenust ABISIETCS OJHUM U3 MEPBHIX
kanHnyeckux npustakos CBO. Ona wabirogaercs
noutu y 80 % TaIMeHTOB Ha MOMEHT MMOCTAaHOBKH
JIMarHo3a, 1 OKOJIO TMOJIOBUHBI M3 HUX UMEIOT TsKe-
JIYIO TPOMOOTIUTONIEHUTO (KOJIMYECTBO TPOMOOIMTOB
<20000/mk). TpoMOOLUTOIIEHNSI BOSHUKAET He-
3aBUCHMO OT TSIKECTH MYTAIllUU, 4TO O0BSICHSETCS
HecTaOMIbHOCTHI0 MyTHpOBaBiero WAS B TpoM60-
nutax [7]. HopmanbHbeiit cpenuuii o0beM TpomM60-
mutoB (MPV) cocrasmisier 7,2—11,7 dJI, a mpm WAS
ot 06buHO <5 GJI. CBO mMoxer ObITH OMIMOGOYHO
JMArHOCTUPOBAH KaK MMMYHHAsT TPOMOOIMTOTIEHUST
(UTII), ocobenno Koria TPOMOOIIMTOTIEHUST SIBJISI-
eTcst eJMHCTBEHHBIM cumiToMoM [23]. TpomboruTo-
nenus npu CBO gapisgercsa MHOTO(aKTOPHOI 1 00Y-
cyioBJIeHa JIe(heKTHON POLYKITEd TPOMOOITUTOB U3
METaKapuoIIUTOB U Pa3pylIeHUeM B ceJie3eHKe C yJa-
CTHEM KaK MMMYHHBIX, TaK 1 HEMMMYHHBIX MEXaHWN3-
MOB [ 24].

TstxecTs umMMmyHoOeduyuma BO MHOTOM 3aBUCHT
OT TUTIA MYTAITNi ¥ BO3HUKAIOMIEH B Pe3yJIbTaTe 9KC-
npeccun Oesika. Y mannueHToB 00bIYHO HabJII0IAI0TCST
MHOKECTBEHHBIE PEIUANBUPYIOTNE MHMEKIIUU U He-
CTIIOCOOHOCTD BBI3ZOPOBETH. VHGMEKIINY BKIIOYAIOT
GakrepuasbHbie (CHHOIYJIbMOHAIbHbIE HHMEKIUH,
abcirece KOKM, CETCUc, MEHUHTHUT), BUPYCHbIe (Tep-
mec M TsKeJas reMopparndeckast BeTpsiHasl OcIa),
MHBas3WBHbIEe IPUOKOBbIe MHMEKIMU (KaHIU103)
n onmnopryHuctudeckue nubexnnu (Pneumocystis
Jjirovecii). |6, 24]. [ledextn T-kimeTok xapakrepu-
3YIOTCS KaK KaueCTBEHHBIMM, TaK M KOJUYECTBEH-
HBIMH OTKJIOHEHUsIMU [4, 25]. XOTs 1pu pOKIAEHIN
KoJIm4ecTBO T-KJIeTOK HOpMaJbHOE, TTPOTPECCUPYIO-
it anonTto3 npuBoauT K T-mmmdbonennn k 6-8 ro-
nam [26]. [Toutn y mMoOBUHBI TAIIMEHTOB HAOJIIO-
JIaeTCSI aHOMAJTbHBIN TTpondepaTUBHBIN OTBET Ha
MUTOTEHBI, CBU/IETETBCTBYIOMMUI O KaueCTBEHHBIX
napymenusax T-kietok [26]. /ledexTsr B-kiretok
MPOSIBJIIOTCST aHOMAJIBHBIM TTPOMUTIEM UMMYHOTJIO-
OyJIMHOB, KOTOPBIN BKJIIOYaeT HU3KUI ypoBeHb [gM,
BbICOKMIT ypoBenb IgA u Boicokmii ypoBenb IgE [25].
Yposuu IgG 00bIYHO B HOPME, XOTsI CIIOCOOHOCTH
BBIPa0ATBIBATH OCTATOYHBIN OTBET AHTUTEJ K MOJIH-
CaxXapUIHBIM aHTUTE€HAM ¥ HEKOTOPBIM MENTUIHBIM
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AHTHUTEHaM, BKJIIOYas BAKIMHY TPOTUB AU(TEpPUH,
cToJ6HSIKa U reMObUIbHON MATOYKU, CHUXKAET-
cst [25—26]. DTOT aHOMAJIbHBII AHTUTETBHBII OTBET
SBJISIETCS TIPSIMBIM CJIeICTBUEM Je(heKTHOTO B3au-
mojeiicTBust T-kyeTok u B-kiaeTok, 4To IpuBOAUT
K HECTIOCOOHOCTH B-KJIETOK MaMsITH MePEKII0YAThCS
Ha cuHTe3 n3otumna anture [ 25]. Takske coobmamoch
o Hapymenusx gyukiun NK-kierok u daronutap-
HbIX KJeToK [27]. IlutoTokcuuHoCTh nedeKTHBIX
NK-kseTok 6blia cBsi3aHa € MOBBIIIEHHBIM PUCKOM
BUPYCHBIX MHGEKINUI U 3/10KaueCTBEHHBIX HOBOO-
6pasosanuii [28]. Omucanbl (GyHKITMOHATBHBIE [Ie-
(bexThI B (haronmuTapHbIX KJIEeTKaX n3-3a 1e(heKTHOTO
XEMOTAKCHCa, JAErPAHYJSINE U COOPKU TTOL0COM,
KOTOPBIE OOBSICHSIIOTCST HAPYIIeHneM BHYTpudaro-
COMHOTO YHUYTOKeHUsT MUKPoOOB [9, 28]. Anasmm3sr
CKPUHMHTA HOBOPOXKIEHHBIX C aHOMAJIMSIMHU JIJIST BbI-
SIBJIEHUST TSKEIOTO KOMOMHUPOBAHHOTO MMMYHO/I€-
burrTa MOTYT BBISIBUTH HEOOJIBIIYIO YaCTh MAIUEH-
ToB ¢ CBO, 4yTo IpUBOIUT K paHHell 1MarHOCTUKE 10
MOSIBJIEHUST KITMHUIECKUX CIMIITOMOB [4, 13, 25]

Jk3ema 1opaxaeT IPUMEPHO TPU YeTBEPTHU I1a-
iuentoB ¢ CBO, npuyeM 0K0JIO TTOJIOBUHBI M3 HUX
CTPAJAIOT TKETON pedpakTepHOit ak3eMoii [3]. [1a-
1eHTh ¢ X-ciierienHoi Tpomborronenuei (XLT)
uMeroT OoJiee JIETKue CUMIITOMbBI M3-32 OCTATOYHON
skcrpeccnn WASp [3]. ComyTcTBytonue murieBast
aJIJIepTUsT U BTOPUUYHbBIE OaKTepraibHble HHMEKITNN
OBLIN CBSA3AHBI C TSHKEJIBIMEI 000CTPEHUSIMU; IAHHbIE
MPOSIBJIEHUS, KaK TTPABUJIO, YIYUIIAOTCSI TTPU W3-
MeHEHWMH PAIMOHa MUTAHUSI U [IpUeMe aHTHOUOTH-
k0B [21]. X0Ts TouHasg MpUYMHA 9K3eMbl y TTAIIMEHTOB
¢ CBO nemnsBecTHa, Ipe/araeTcst ICKaKeHHBIH TTPO-
busb urokmHOB Th2, TPUBOASIIIIL K TOBBITIEHHBIM
ypoBHsM [gE n skTonmueckomMy pacrosoKeHnIo Kiie-
tok Jlanrepranca B Koke M3-3a abeppaHTHOTO mepe-
Hoca KJeTok [9, 26].

Aymoummynnvie nposeienus OBLIN OMUCAHBI
KaKk HeGJIarompusTHBIN MPOTHOCTUYECKUN Map-
Kep C TPepaciooKeHHOCThIO K 37I0Ka4eCTBEHHO-
ctu [17]. Mexann3am ayTOMMMYHUTETA B3aUMOCBSI3aH
¢ Hapyienuem ¢ynkiun T-perynsaropusix (Treg)
u B-kiretok. Treg-kietkn y naimentos ¢ CBO umeior
HapYIIEHHYIO CIIOCOOHOCTD MOABIATh aKTHBUPOBAH-
Hble T-a¢deKTopHbIe KIETKHU, YTO IIPUBOJUT K TIOTe-
pe ayTOTOJIEPAaHTHOCTH U Pa3BUTHUIO Ay TOUMMYHHBIX
peakiuii |3, 17].

3noxauecmeennvie Ho8o0Opasosanus. lemarto-
muMQOUIHbIE 3JI0KaYeCTBEHHBIE HOBOOOPA30BaHUs

/ Medical cases

SIBJISTIOTCST HanmboJiee pacIpoCTPAHEHHBIMI BUIAMMU
omnyxoJselt, cea3zanHbiMu ¢ CBO [29]. Tloapoctkn
U MOJIOJIbIE JIIO/IN TIO/IBEPKEHBI 9TUM 3a00JI€BAaHUSIM
yarie, gem et [29].

Jleuenme CBO naumHaercs ¢ mpaBUJIbHON aua-
THOCTUKH, TOCKOJIbKY KJIWHUYECKUE TPOSIBIEHUS
BechbMa pazHoobpasHbl. PenuauBupyorire nHbeK-
IIUH WA Ay TOUMMYHHbBIE 3a00JIeBaHUsT MOTYT ObITH
MPOSIBICHUSIMU Y YacTh narueHTos |3, 4]. Haubosee
mocTogHHBbIM niposBieHneM CBO gBisieTcss Tpom-
GOIMTONEHNST CO CHUKEeHUEM oObemMa TPOMOOIIH-
108B [3]. CHUKEHHBIIT 06beM TPOMOOIIUTOB SIBJISIETCS
MPaKTUYECKN YHUKAJIbHBIM CUMIITOMOM, TIO3BOJISTIO-
UM [TPOBOANTD AU EPEeHITNATBHYIO AUATHOCTUKY
¢ apyrumu TpomboruroneHusimMu [27]. Ilposoauts
omnpesesenrne (GYHKIIMOHAIbHBIX XapaKTEPUCTUK
TPOMOOIIUTOB B YCJIOBUSAX KJIMHUYECKOI Jaboparo-
pun He PEKOMEHIYeTCs, Tak KaK 3TO UCCJe[loOBaHue
YCJIOKHEHO YMEHBIIIEHHBIM 06beMOM TPOMOOIIUTOB
60sbHbIx CBO [27]. UccaepoBanne BHYTPUKIETOY-
HOI akcipeccun 6eska WASp T03BOJISIET HE TOJIBKO
¢ GOJBIIOI /10JIell BEPOSITHOCTH MOATBEPAUTD [IH-
arHo3, HO W TIPEANOJOKUTH MPOTHO3 3a60I€BaHUS
B 3aBUCUMOCTH OT ero KoHTleHTpanun [27]. borpable
¢ HasmmuueM akcipeccun 6eaka WASp umeror 6osee
GJaronpusATHLIH iporuos [3]. B anamisax KpoBu He-
PE/IKO BBISIBJISETCS aHEMMUS, BO3MOKHO TIOCTTEMOP-
parnyeckasi. [IpoBoauTCst GMOXUMUYECKUN aHATN3
KPOBH € 06513aTeIbHBIM UCCJIEIOBAHUEM YPOBHS MO-
4eBUHBI, KpeaTuHwHa, Onmmpyowuna, AnT, AcT, JI/IT,
niesiouHoi docdaraspl, IIIOKO3bI — AJS OLIEHKU
MOPaKeHNsI BHYTPEHHUX opraHoB [27]. UMmmyHHbBIE
Hapymenust ipu CBO BritouaroT B cebst HapyIeHust
KaK TyMOpaJbHOTO, TaK M KJIETOYHOTO 3BeHa [25].
Hapymienust T-K1eTOYHOTO UMMYHUTETA BKJIIOUAIOT
B ce0s1 B TIEPBYIO 0Yepe/lb, TUM(MOTIEHUTO, KOTOPAsI OT-
Mevaercst y 6osbHbIx CBO ¢ panHero Bospacra [26].
B Goubineii crenenn y 601bHbIX cHUzKeHb CD8* M-
dorute [26]. Kpome Toro, y 6osmbabix CBO oTME-
YaIOTCSI CHUZKEHME PEaKIMU HA MUTOTE€HbI, CHIKEHUE
nposmdepany B OTBET HA CTUMYJIAINIO aJIJIOTeH-
HBIMU KJIETKaMU U MOHOKJIOHQJIbHBIMU aHTHUTEJIaMU
k CD3, napyiienue peakiuu runepuyBCTBUTEIHHO-
CTH 3aMeJIJIEHHOTO THUTIA B OTBET Ha crieluguiecKue
aHTuUTeHbl [25]. Peakiiuu runepuyBCTBUTENbHOCTH
3aMe/JIeHHOro Tuia HapyiieHsl y 90 % 60sbHbIX [29].
B rymopasbHOM 3BeHe OTMeUaeTcss yMepeHHOe CHU-
xeHne B-mmMmdbonuTos, cHukenue ypoBHs 1gM,
HOPMaJIBHBIN WJIM CHUKEHHBIN ypoBeHb I1gG, oBbI-
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Tabnnua 1. KoHTponb o6uiero aHanusa nepmudepuyeckon KpoBu A0 rocnutanusaumm (o MecTy XUTeNbCTBa)
Table 1. Monitoring of the general analysis of peripheral blood before hospitalization (at the place of residence)

Hata feMornobuH, r/n TpombouunTsl (*10°/n1) JNumdoumntsl, %  ABC. KONMYECTBO NTMMOOLNTOB
14.11.21 93 38,5 =

24.11.21 96 77 46 1,3

29.11.21 90 28 48 0,86

02.12.21 87 45 49 0,98

menve IgA u IgE [29]. Murepecnoit 0co6eHHOCTHIO
UMMYHHOTO cratyca 6onpubix CBO siBaistercst oT-
HOCUTEJHbHOE 1 a0COTIOTHOE TIOBBINIIEHNE HATYPAJTh-
HBIX KUJepoB. CyIecTBYIOT JaHHbIE, YTO ATOT (haKT
nMeeT rmartoreHerndeckoe sHauenue. st CBO Takxke
XapaKkTepHa HeCITOCOOHOCTH OOJbHBIX CUHTE3UPOBATh
AHTUTEJA K MMOJINCAXapUHbIM aHTUTeHaM [27].

[TepsbiM BbIGOpOM B Jiedenun CBO saBasercs
TPAHCTITAHTAIIS TEMOTIOATUIECKUX CTBOJIOBBIX KJTe-
tok (TTCK) [4]. Berkuaemocts 6osmbabix CBO
nocsie TTCK ot HLA-uneHTHYHBIX T0HOPOB JI0CTH-
raet 80 %. Xopouio cebs 3apekoMeH/I0BajIa Tepalus
arOHUCTOM TPOMOOTIOITHHOBBIX PEIENITOPOB POMI-
IJIACTUHOM, UTO SBJSCTCI XOPOIIel aJbTepHATUBOMN
KOPPEKIUU TpOMOOITOTIeHN Y Tpanchysusimu. [Ipe-
napart ucrtoJibdyercs B j1o3e 9—10 mr/xr 1 pa3s B Helle-
0. TlepesnBanust TPOMOOIUTOB CJIeyeT u3berarh,
ecsin y OOJIBHOTO HET CEPhEe3HON YTPO3bI JIJIsT KU3HH,
U KPOBOTEYEHHE MOKET OBITH OCTAHOBJIEHO KOHCEP-
BaTUBHBIMU criocobamu [27]. B HegaBHuX uccieno-
BaHMSX MOKa3aHa BBICOKAS 3(h(HEeKTUBHOCTD TEHHOM
Teparuu ¢ UCI0JIb30BAHNEM JIECHTUBUPYCOB TIPH OT-
cyrcrsun HLA-coBmecTumoro nmonopa [28], ogHako
ee IpUMeHEeHNe Ha CEeTOHSATHUN /IeHb OTPAaHIMYEHO
paMKaMM KJIWHUYECKUX MCCJEOBAHUN B HECKOIb-
Kux 1eHTpax B mupe. [lognepxuBaomnias Tepanus
BKJTIOYAET 3aMECTUTETbHOE BBE/IEHIE€ BHY TPUBEHHBIX
UMMYHOTJIOOYJIMHOB, a Takke MPOhUIaKTHIECKOe
[pUMEHEHNEe aHTUMUKPOOHBIX ¥ TPOTUBOBUPYCHBIX
cpencts [28, 29].

KJIAMHUYECKUI CJAYYAN

[MammenT 3., 2021 1. p., MOCTYIIWJI B OT/I€JIEHUE JIET-
CKOI OHKOJIOTMU U TeMaTOJIOTUU ¢ XUMUOTeparuei
06.12.2021 . Ha MOMEHT TOCTYTIJIEHNS B CTAITMOHAP
pebeHky ObLIO 2 MecsIIa.

AnaMne3 3a00j1€BaHHs: M3MEHEHUS B aHAJIN-
3aX KPOBU C POKIEHMS, B BUIE TPOMOOIUTOTIEHIH,
smMmorieHnn. B ¢BsI3u ¢ pazBuTHEM HEOHATAJIbHOM
JKeJITYXW, U3BMEHEHUSIMU B aHAM3axX KPOBU (TPOM-
6ormrornenwst 10 58*10° /o1, usnpybunemust 10 215

62

MKMOJIb/JI, reMoryioOuH — 185 1/11) Ha TpeThu CyTKH
JKU3HM PpeOEHOK MEPeBe/IeH B OT/IeIEH e MaTOJIOTHN
HOBOPOJK/ICHHBIX, T/I€ MOJYYaJ KOMOUHUPOBAHHYIO
Tepanuio (BUKACOJ, 3TaM3UJIAT, TIepeJIMBaHIe CBeKe-
3aMOPOKEHHOM I1J1a3Mbl OHOKPaTHO). [Tocite cTabu-
JIU3ANUN COCTOSTHUST PeOEHOK BBITTUCAH OMOU IO/
Ha0JTo/ieHne y9acTKOBOTO MeuaTpa Mo MeCTy K-
TesbeTBa (Tabur. 1).

B nunamuke B o6miem ananuse kpou (OAK) mbr
HabT0/1aeM CTOITKOE CHUKEeHNe TeMOTJIO0NHA, BbIPa-
JKEHHYTO TPOMOOTIUTONIEHUTO, TuMbotiennio. B csizu
¢ nporpeccuposBarreM Tpomboruronenun 21.11.2021
pebeHOK KOHCYJIBTHPOBAH TeMaTOJIOTOM — YCTaHOB-
JIEH TIPEIBAPUTEIbHBIN MarH03: TPOMOOIMTOTIEH -
Jeckasd TypIypa, HeyTouHeHHas. PekomenmoBana
rOCIUTAJNU3AINA B FeMaToOJI0TUYeCKoe OT/esIeHre
C T[eJIBI0 T00OCTIEI0OBAHUS M YTOUHEHUST THarHO3a.

AnamHue3 ;Ku3HH: PeGEeHOK OT NepBoii GepeMeHHO-
ctu (¢ yrpo30ii IpepbIBaHus B 6—8 Hejlesb, HaTnanem
y MaMbl BO BpeMsi 6epeMeHHOCTH TPOMOOIUTOIIEHIH
110 120—140 TpIC., 6€3 reMOPPArNYeCKUX ITPOSIBIIEHIMIN ),
IIEePBBIX OllepaTUBHBIX Po/10B B 40 He/lesb, ¢ OlleHKON
o 1mkase Anrap 8—9 6aioB, BeC IpU POKACHUN —
3400 r, miimaHa Tea — 52 M. Co ¢JI0B MaMbl, paHHUX
cMepTell MaJIbYMKOB B CeMbe U Y POJICTBEHHUKOB 110
MaTEePUHCKON JIMHUU — HEe OTMEYaJIOCh.

JlaHHbIe 00beKTHBHOTO ocMoTpa. Ha MomeHT oc-
MOTpa cocTostaue Tsikeoe. KoskHbie TTOKpOBbBI OJ1e/1-
HbIE, C UKTePUYHBIM OTTeHKOM. Ha koxe snuiia, mee
1 B 06JIaCTH KOJIEHHBIX CKJIAJIOK — TUIIEPEMUS U CY-
XOCTb KOKM, TeMOppParudecKnii CUHIPOM IIPe/ICTaB-
JIeH MEJIKOTOUYEIHBIMU TIeTeXNATbHBIMU 3JIeMEHTaMU
Ha juite. JInMdOoy3ibl, 1OCTyIHbIE TTaJdbIIalu, HE
yBesdenbl. CinsucToie 6J1eIHO-PO30BbIE, KaTapasib-
HBIX SBJIEHUH HET. BOTBINON POHUIOK — HA YPOBHE
KocTel ueperna, 710 3*4 cM. B nerkux — myspuabHoe
JIbIXaHue, XPUIIbI He BBICTYIIUBAIOTCS.

Touwbl cepaia sicable puTMUYHBIE. JKIUBOT MSATKHIA,
He B31yT. OTMeuaeTcst BOSTHKA simeK, GOJIbIIe CIIpa-
Ba. CtyJ Kamuiiei, )KeJIToro 1Beta ¢ MpoKuIKaMu
KpoBu /10 3—4 pa3 B ieHb. ;Kamo6 Ha Tu3ypuio HeT.
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JlaGopaTopHO-MHCTPYMEHTAIbHbIE JIaHHbIE. 32
BpeMs rocimTanusaiu B OAK ormeuaercs Tpom60-
nuronenus, anemus, yeeandenne COI (07.12.2021:
remoro6uH: ot 85 10 90 /1, TpoMboIUTHL: OT 27 10
64*10°/11). B 6uoxuMryeckoM aHaIn3e KPOBU HAJIV-
Yrie BOCTIAIUTETbHOM aKTUBHOCTH B BUJIE TOBBITIICHUS
CPD o 10—15 mr /1, 6€3 MOBBINIEHNST TEMITEPATY PhI.

[Tpu nccnenoBanny UMMYHHOTO cTaTyca OTMeyda-
eTCsl TEHAEHIMS K TUIIOTaMMarjio0yInHEMIH: UM-
MYHOTJIO0YIUHBI CBIBOPOTKHU KpoBu. 18G — 4,4 1/1,
IgM — 0,25 r/m, IgA — 0,3 r/x1. O6pamman Ha cebs
BHUMaHNe BbICOKUH yPOBEHb (heKaTbHOTO KaJIbITIPO-
tekTrHA — 710 1800 MKT/T.

Heiipoconorpadus ¢ nonmieporpadueii cocy-
JIOB TOJIOBHOTO MO3ra: He3HAYNTeTbHbIE TIOCTTUTIOK-
cUYecKue U3MeHeHUs TOJI0BHOTO Mo3ra. Y 3 Ipu3Ha-
KU HapyIIEHUsT BEHO3HOTO OTTOKA, YTO MOXKET ObITh
MPU3HAKOM BHYTPUYEPEITHON TUTIePTEH3UN.

VabTpa3ByKOBOE HCCIIEIOBAaHHE OPTAaHOB OPIONI-
HOI monoctu: [ dy3Hble U3MEHEHNUST TTAPEHXUMBI
MevYeHu 1 yBeJIndeHre pa3mMepos ee rpasoii 1osm. [1a-
TOJIOTUU [TOYEK HE BBISIBJICHO.

KomnblotepHas romorpadust opraHoB IpyAHOI
noJocTu. B HmkHell gose mpaBoro jgerkoro (B S10)
olpe/eisieTcsl y4acTOK yIIJIOTHEHU JIeTOUHON TKa-
HU TI0 TUITY «MaTOBOTO CTEKJIa», C HEUeTKUMU KOH-
Typamu, Ha (hOHEe HepaBHOMEPHON MTHeBMATH3AIUN
JeTkux (¥MccieloBaHie BBIMOJTHEHO 6e3 3a/epiKKu
JbIXxaHus naiueHTa). Jlerounolil pucyHok 3a cuer
COCYZIMCTOTO KOMIIOHEHTa 00OTalleH U HECKOJIb-
KO yCHJIEH Ha BCeM INpoTsKeHuu. BuyTpurpyu-
Hble JIMM(OY3Jbl 4eTKO He nuddepeHnupyooTcs.
B nieBpasbHBIX MOJOCTSAX KUAKOCTh HE BU3YaJIH-
supyercs. llatosornyecknx uamMeHeHuil B cpejio-
CTEHUM He ompenessercs. B mepexneBepxuem cpe-
MOCTEHUW BU3YaJNU3UPYeTCsT BUIOYKOBAS JKejes3a,
TOMOTEHHOU CTPYKTYpPHI, pazmepoMm 26,0¥42,6 mm.
KTTU 0,45. Opranbl u CTPYKTYPbI CPELOCTEHUS
nnddepeHInpOBaHbI.

YabTpa3BykoBOe HCCIe0OBaHUE OPraHOB MO-
HIOHKHU: Y 3 PU3HAKW JIBYCTOPOHHETO TUPOIIETE.

[Manuent obeyxaeH co cuenuanucramu OTBY
«HMMUIL JITON um. /Imutpus PoraueBas, nanbi pe-
KOMEH/IAIMHY 110 Tepanuu u obcaenoBanuto. IIposo-
JNJIach BCSl peKOMeHI0BaHHasl Tepanus. Beenenue
BBUT («Unurparekrs») 07.12.2021 B no3ze 5 r. Um-
myHormoOymHbI 10 BBenenns BBUT ot 07.12.2021:
IgG 4,4 v/n, IgM 0,25 t/1, IgA 0,3 r/a. 1o nanubiM
KOHTPOJIBHOTO O0CJIEJOBAHNS: B reMOTpaMMe OT
20.12.2021 remorsobun 97 v/, neiikoruTsl 15 ThIC.
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B MKJI, TPOMOOIITHI 66 ThiC. B MKJI. B 6/X aHammse Kpo-
Bu: CPDB 10 mr/i, AJIT 31, ACT 52 Ex/n. Kanbipo-
tektrr ot 18.12.2021 (rabopartopust INVITRO) —
6osiee 1800 MKT/T.

C 1espbio fanbHennero o6cae0BaHusT U MO/I-
6opa tepanuu B ssHBape 2022 T. MAIl[MEHT rOCHUTA-
JM3UPOBaH B oTnesenue ummynosgoruu 'BY PO
«Ob6sacTHast geTcKasi KIAMHUYECKast OOJbHUIIA».
[Tpu nmocrymaeHun obpaiai Ha cebss BHUMaHUE
KOKHBIN TeMOpPpPAarndecKuii CUHIPOM, TTPOSIBIEHUS
aronmyeckoro gepmaruta. Haznauena npocduiak-
TUYECKast TPOTUBOTPUOKOBAST I MECTHAS TEPATTUSL.
[To pesysbratam abopaTopHOTO 06CJIEIOBAHMS:
B TeMorpamMme — TPOMOOIHTHI 49 ThIC./MKJI, O
®onno 62 TeIC. /MKJI.

YuuteiBasi puck pasBUTHUS KU3HEYTPOKAIOMINX
KPOBOTEUEHUI, TTAIMEeHTY WHUITMNPOBAHA Teparus
ArOHMCTOM PeIenTopa TPOMOOMOITUHA — POMH-
IIOCTUMOM (<«IJHILIENT>) B mo3e 10 MKr/Kr/Hes.
(80 mkr). 14.01.2022 — nepBoe BBenenne. Ha done
MTPOBOIMMOM Tepanuy — KyIMUPOBaHIE KOKHOTO Te-
Mopparndeckoro cusapoma. [To ranubIM remorpam-
Mbl 0T 22.01.2022 — tpombGonuThi 80 ThIC. B MKJL.

Bupycomnorndeckoe mcciaenoBanie KpOBU MeTO-
nom IITIP: Bupyc dmmreitna — bapp, nutomerasno-
BUPYyCHas MHQEKINS, BUPYC IPOCTOTO Tepreca 6-ro
tuma — orpuratenbho. [To gannsiv MCKT opranos
IPYTHOH KJIETKM — OYaroBBIX ¥ MHMUIBTPATUBHBIX
M3MEHEHUH B JIETKUX He BBISIBJIEHO.

[To pe3yabraTaM UMMYHOJOTHYIECKOTO 00CIIE0-
BaHU4 y NMAIMEHTa BBIIBJICHO CHUKEHIE BHYTPUKJIE-
tounoi akcrpeccun WASp mumdonuramu (W1 0,7),
B nMMyHobeHOTUTIMpOBaHUM JMdoruTo CD3*
2,45*10%/mut, CD4* 2,05%105 /M1, CD8* 0,28%10°6 /mu1,
CD19* 0,71*10%/mu1; CBIBOPOTOUHBIE UMMYHOTJIO0Y -
smnbt [gA 0,278 v/n, IgM 0,214 v/, 1gG 5,79 v/ (na
¢one tpanchysuu BBUT). Yunreiasg napyuienme
crenupuIecKoro aHTUTE000pasoBaHusl, B OT/e/Ie-
HUW TTPOJIOJIKEHA 3aMECTUTEThbHAS TePars BHY TPU-
BEHHBIM UMMYHOTI00y oM. 14.01.2022 — ouepe-
noe Beesienue BBUT («IIpuBumken») B 03e 5 T.

B cBsA3u ¢ TedyeHueM KomMTa (KaJbIIPOTEKTHH
1800 mkr/T, maboparopus HMUIL JITOU 859 mkr/T),
pPeOEHOK KOHCYJIBTUPOBAH racTPOSHTEPOJIOTOM, Ha3Ha-
YeHO NCKYCCTBEHHOE BCKAPMJIMBAHNE CMECBIO HA OCHO-
Be TI0JIHOTO TH/IPOJIM3a OeJIKa.

EnmHcTBEeHHBIM KYpaTUBHBIM METOZIOM Te€pAITIN
OCHOBHOTO 3a00JieBaHUs SIBJSIETCS TIPOBeE/EHIE
AJIJIOTEHHOI TPAHCIJIAHTAIUU T€MOIMOTHYECKUX
cTBOJIOBBIX KiIeTok. C Mamoil pebeHKa mpoBeieHa
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Geceia 0 BOBMOKHBIX PUCKAX, COMPSIKEHHBIX C aH-
HbIM MeTozioM Jevyenus. [Tognucano nndopmupo-
BaHHOE coTJlache Ha IPoBe/leHNe TPAHCIJIAHTAINT
reMOTIO9TUYECKUX CTBOJIOBBIX KJIETOK. Y TalueHTa
HET COBMECTUMBIX cubanHTOB. [lmanupyercs 1mpo-
Besenne TT'CK or ramiounieHTUHIHOTO JOHOpa —
oTIIA.

Jlo nposenennst TTCK naruenty ¢ KOMOMHUPO-
BAaHHBIM UMMYHO/Ie(UITUTHBIM COCTOSTHUEM, Hapy-
IMeHUEeM CHEeU(UIECKOr0 aHTUTET000pa30BAHMS
MIOKa3aHO MPOJIOJIKEHNE PeryJisapHoii3aMecTuTe N b-
HOWTEpanuy TpernapaTaMi UMMYHOTJIOOYJINHA de-
JIOBEUECKOTO HOPMAJIbHOTO B OJIHOMU3 JIBYX (hOpM
BBE/ICHUS:

— BBMUI B no3e 0,5 r/Kr exkeMecsiIHO B/B O T;

— UMMYHOTJIOOYJIMH JUJIST TTOJIKOKHOTO BBEIEHUST
(ITKUT) B esxxemecstanoiinose 0,5 r/Kr 1o cxeme 1 pas
B 7 nHeiil T, cyMmmapHad 03a 4 T.

B o6oux ciryuasix resieBoiinpeTpaHcy3noHHBINY-
posenb IgG — He menee 7 r/71. OTCyTCTBHE 3aMeCTH-
TeJbHOUTEPATTNY YPEBATO PAa3BUTHEM JKU3HEYTPOKA-
IOIIMX OCJIOKHEHU .

B cBs13u ¢ HastmuneM TPOMOOITUTONIEHIH, ACCOITH-
MPOBAHHONC BBICOKMMU PUCKAMU PAa3BUTHS KU3HE-
YIPOXKAIOUMX KPOBOTEUEHUH, MAIMEHTy MOKa3aHo
MPOI0JIKEHNE TePaTiy arOHUCTOM pPelrenTopa TPOM-
6OIOATHHA — POMUILIOCTUMOM (<« DHILIEHT> ) B 103€
10 mxr/xr/men. (80 MKr).

B rTeuenue wmecsia ypoBeHb TPOMOOIUTOB
Ha done «IurmuenTas: 04.02.2022 49 twic./MKI,
18.02.2022 22 Tpic. /MK, 25.02.2022 17 Tbic. /MK,
04.03.22 9 Toic. /M. JKamoObl Ha yCUJIEHWE TTeTe-
XnUaJabHOU chinu. [eMopparndeckuii CUHAPOM TIPU
3TOM He BbIpakeH. B ¢BsA3M ¢ ueM 1ocJse mposeieHa
tesemeauinackas koucyasranusa (TMK) c HMUIL
JITOU. YuurbiBast OTCyTCTBUE TPOMOOIIMTAPHOTO
otBeta Ha Tepanuio aTIIO-p («IDHIIENTY ), peKo-
MeHloBaHa MoAuGuKaIus Tepanuu Ha «PeBomneliny»
B /103e 2—3 MT/KT B cyTKHU per 0s. Ha cdone tepanun
«PeBouteitiom» B TeueHne 2 Mecs1eB 3HAUNMOTO Te-
MaTOJIOTMYECKOTO OTBETA CO CTOPOHBI KOJUYECTBA
TPOMOOIIMTOB HE OTMEYAJIOCh, U OBLJIO MIPUHSTO pe-
HIeHNe BEPHYTHCS K TePalnun « JHIJIEHTOM», TaK Kak
HA 9TOIl Teparnuy YPoBEeHb TPOMOOIIUTOB JOCTUTAI
20—28 ThIC.

[TockoyibKy €MHCTBEHHBIM KYyPaTHUBHBIM METO-
JIOM TePaTK OCHOBHOTO 3a00JI€BAHUSI SIBJISIETCST TTPO-
Be/IeHUe aJlTIOTeHHOM TPaHCIIaHTallK FeMOII0aTHYe-
CKHX CTBOJIOBBIX KJIETOK, OBLJIO TPUHSTO 3TO PEIIEHIE
1 MaMoii pebeHKa ObLIO MOAINCAHO HH(POPMUPOBaAH-
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HOe corjiache Ha MPOBe/ieHNe TPAaHCIJIAHTAINHU Te-
MOTIOTUYECKUX CTBOJIOBBIX KJIETOK. B Hacrosinee
BpeMms, BBUY uadmenenus rnporokosa TTCK, mpose-
nenrie TTCK ot ramjionieHTHYHOTO J0HOPA, OTIIA,
He SIBJISIETCS 1IepBOi omiueit Bbibopa. [lnanupyercst
nposenenue TTCK ot HepoacTBEHHOTO I0HOPA.

[lo nposenenus TI'CK manuenTy B ¢BsI3U € HaJIuU-
qrieM TPOMOOIUTONEHNH, aCCOIIMUPOBAHHO € BbI-
COKMMU PHUCKAMM PA3BUTHUS KUIHEYTPOKAIONNAX
KPOBOTEUEHUH, MAIMEHTY MOKAa3aHO MPOI0JIKEHNE
Teparnuy arOHUCTOM PeIernTopa TPOMOOIIOAITHHA —
POMHUTLIIOCTUMOM (« IHTLIENT ) B ;1o3e 10 MKT /KT /He]t.

B remorpamme ot 20.06.2022 — TpoMOOIIUTHI
12 ThIC./MKJL.

22.06.2022 — mamenue ¢ KpoBaTU /I0OMa, TOCIIH-
TAJIU3UPOBAH B oTzeseHue Helpoxupypruu I'bY
PO «Ob6acTHas geTckas KinHu4eckast O0JIbHIIA».
Y marnueHTa AMarHOCTUPOBaHA CyOIypaabHas TeMa-
TOMa MMPaBOW TEMEHHOW 06JIaCTH, JINHEHHBIN TTepe-
JIOM TEMEHHOH KOCTH CIIPaBa, MoJallOHEBPOTUYECKAsT
reMaToMa TeMEHHOI1 oOsacTu crpaBa. IIpoBoauiach
MCKT rosioBbI (JOKyMEHTbI He TIPEJI0CTABJIEHBI ), X1~
PYPTUYECKOTO BMENIATEIHCTBA HE TTPOBO/IUIIOCH.

28.06.2022 — (ebpunter, IPOBOAUIACH aMOY-
JIATOPHO Tepanus npenaparoM «3uHHaT». HecmoTpst
Ha TIPOBOIMMYIO TePAIHIo, COXPAHJIACh JIUXOPA/IKA.
C 1enpio m000CTe0OBAHUST U JIEYEHUST TIAIIMEHT TO-
CHUTAIN3UPOBAH B MH(MEKIIMOHHOE OT/ieienne. B re-
Morpamme: remoraobua — 90 /i1, TpOMOOIUTBl —
85 Thic./MKJI, B /X aHaJu3e KPOBU — IOBbIIIEHUE
CPBb 10 32,5 r/x. IIposoauiach KOMOMHUPOBaHHAS
anTrbOaKTepuaibHas Tepanus ¢ 9GdEeKTOM, BBeIeH
BBUT 5 r. IIpoBoauiach antnbakTepraibHas Tepa-
nus (He ykaszanbl AB), Teparis BBUT.

B aBrycre, ceHTsOpe TPOBOAUIACH TJIAHOBAs Te-
partst, KOJIMIeCTBO TPOMOOIIUTOB Ha (hOHE Teparuu
«dumreirtom» 30—50 Toic./MKa (0T 26.09), B 6/X
a"ajin3e KpoBU coxpananoch noswimenue JI/IT o
1175 En/n, CPB 25,7 mr/n. Bupycosoruueckoe uc-
caeoBanue kpoBu MetojioM I[P — oTpuniarenbHo.

03.10.2022 nnanoBag rocuuTaIu3anus B CTa-
IIMOHAP TIO MECTY JKUTEJbCTBA. B reMorpamme ot
03.10.2022: remorsobun 103 1/, TPOMOOIUTHI
54 Thic. /MK, neiikonuThl 10 ThIC. /MKJI, B 6/X aHa M-
3e kpoBu — moueBuHa 6,15 mmoun/n, ACT 51 Exn/mn,
AJIT 24 En/n, xkpeatunun 46 mxmosb/a, 1D
619 En/n, JIAT 1387 Exn/n, CPB 33 mr/o1.

[To manupiM MCKT ot 04.10.2022 — KT-nipusna-
KM YIIJIOTHEHUS JIETOYHON TKAHU 110 THITY MAaTOBOTO
CTeKJIa.
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KnuHnyeckne cnyyvaun

Nuunmmposana Tepamnug npernaparom Cutaquig
B 1o3e 1 r — 03.10.2022, 07.10.2022. B remorpam-
me ot 07.10.2022: remorsiobun 95 r/i1, TpomMboIIU-
ThI 16 ThIC./MKJI, JeiikoruThl 9,7 Thic./MK. IIpoba
Kymb6ca orputiatesibHasi.

Tocmuramusuposan 07.11.2022 B otnesienne nm-
mynosiorun HMUIL ITOU um. /JI. Porauesa nnsa
MOBTOPHOTO IJIAHOBOTO MPOBE/IEHNST KOHTPOJBHOTO
obcaenoBanust. [Ipu mocTyIieHuN OTMEYAeTC s CIijie-
HoMeranust (+4—5 ¢cM oT Kpast pebepHOI yTn).

[TpoBeneHo KOHTPOJIBHOE 00C/IeJ0BaHHE:

1. TIlo pmanubiM JaGopaTopHOro 06CHEIOBA-
HUS TIPU TIOCTYIJIEHUU: B TeMorpaMMe Ha doHe
JUIMTEJbHOM Tepanuu «HIIEHTOM» TPOMOOLUTHI
60—70 ThIic./MKI. B unamMuke oTMe4eHO CHUKEeHHE
TPOMOOIIUTOB, MAKCUMAJIBHO /10 24 TBIC./MKJL.

2. B OMOXUMHYECKOM aHAJIM3E KPOBH: OTMEYEHO
noBbITerne, MakcuMaibao 10 JI/IT 1o 683 Ex/n (110
Mecty skutenabctsa 10 1300 En/ir), BeisiBieHO MOBHI-
menne CPB 1o 19 mr/a co cuuskenueM B TMHAMUKe
no 11,2 mr/o.

3. Tlo pesyabrataM UMMYHOJOTHYECKOTO 00-
CJIeIOBAaHUS: TI0 JAHHBIM MMMYHO(DEHOTUTTUPOBAHNS
auMbonuToB, oTMedeHo cHmKenne CD8" mumdo-
utoB 70 0,13*10°Mu1, octajbHbie CYOIOMYJISINN
6e3 3HAUMMBIX OTKJOHEHUH. I10 JaHHBIM UMMYHO-
rpaMMbl, oTMedeHo cHukenune IgM no 0,202 r/u;
IgE 13,4 En/mm, IgA 0,926 — B HopMme, 1gG 10,1 /21
B HOpMe Ha ¢oHe peryasapHoro BBemenus [TKUT
1 pa3 B 7 nHeti.

4. C auMarHoCTUYeCcKOU I1eJIbI0 BBINTOJHEHA
MCKT rpyamoit kieTku, OPIOMIHOI TOJTOCTH, MAJIO-
TO Ta3a ¢ B/B KOHTPACTHUPOBAHUEM, TIO JAHHBIM KO-
TOPOI — CILIEHOMETaJINsI, BbISIBJIEHbI MHOTOUKCJIEH-
HbIE J1/y3JIbl, aKTUBHO HaKaIJIMBAONie KOHTPACT,
pasmepom 0 23*16 MM maparpaxeasbHo, 57*38*64
MM B 06J1aCTH TIepeHero cpegoctenust, 15%9 M moj-
KJIFOUMYHO CIIPaBa, TAKKe YBEJTUIEHbI J1/Y3JIbI 3a0PI0-
IIUHHOTO TIPOCTPAHCTBA JKUBOTA U TTAXOBOIT 06J1aCTH.

YuureiBasg nanuuue sumMdonpoandepaTuBHOTO
cuHApoMa (CTIIIeHOMeTamus, TMMdaIeHOTaTh ), TaK-
JKe JIaHHbIe JTaboPaTOPHOTO 00cIe[0BaHusT (CTOWKOE

CIINCOK JIUTEPATYPBI:

/ Medical cases

nosoimenne JI/[I'), manueHTy mposeeHo 10006c1e10-
BaHUe JIJIs1 UCKJI0YeHns uMdoriposndepaTnBHOTO
3a00JIeBaHUSI.

ITo manubim 19T /KT Bcero Tena, onpenensier-
cs1 noBbimenHoe Hakorienne PMJIIL B s1/y Bbile
" HIKe inadparMbl, a TaKyKe KOHTJIOMepaT J1/y B cpe-
npocreHnu pazmepamu 10 40*54 mm.

17.11.2022 BbInosiHEHO OTIEpATUBHOE BMEITATEb-
CTBO B 00beMe: yiajieHue KOHrioMmepara iumgarnae-
CKUX y3J10B (HUKHEW TPETH Ien CIipaBa), MaTepuas
OTIpaBJieH Ha MOPHOTIOTHIECKOE U MUKPOOMOIOTH-
yeckoe uccaegoBanne (B pabore). 1o gaHHbIM rH-
CTOJIOTUYECKOTO MCCJeI0BAHMS, BhIsIBIEHA (HOJIIIN-
KyJISIpHAs TUTIEPILIa3ust INMMOUIHON TKaHM.

[To JaHHBIM MUKPOOUOJOTHYECKOTO UCCJIe[0Ba-
HUS YIAJTeHHOTO JTUM(GAaTUIECKOTO Y3714, IeTEKTUPO-
BaH Rhizomucorpusillus miehei, nnuiuupoBaHa Tepa-
st aMm6u3oMoM 50 MT B cyTKH (4,5 MI/KT B CYTKH),
B JIAJIbHEHIIIEM CO CMEHOM Teparnuy Ha BOPUKOHA30J1
1 aHTUOUOTHUK IIUPOKOTO CIIEKTPaA AEHCTBIS, € TIOJIO-
KUTEJIBHON IMHAMUKO.

MoaekyasipHO-TeHETHYECKOE HCCe 0Ba-
HUe NPOBeIeHO — BBISIBJIEHA MYTalUsl B TeHe
WASc.563del, p.Pro188LeufsTer73 B reMusurorHom
cocrosiHuU. TeM cambIM JI0OKa3aHO HAJIU4YMe TeHeTH-
yeckoro jedexra — [/ — cungpoma Buckorra —
Onmprua y marmenTa.

Takum 06pa3oM, HECMOTPST HA TPYIOEMKHIT na-
THOCTUYECKUI IOUCK, CBOEBPEMeHHas BepuuKaius
JINarHO3a C BBISIBJIEHHBIM CHIKEHUEM 3KCIPECCUN
rena WASD u jasibHeias npaBuibHo Mogo00paHHast
TaKTUKa BeJICHUS TaIlMeHTa MO3BOJISIOT HAEsAThCs
Ha 0JIATONPUSITHBIN TIPOTHO3 3a00JI€BAHNS Y TAHHO-
ro pebGeHKa.

Hecmorps nva To uto cungpom Buckorra — Oui-
JIpUYa SIBJISIETCST KpaliHe PeKuM 3a00/IeBaHIEM, €T0
cJemyeT pacCMaTpuBaTh KaK OTJIWYUTETbHBIN MTPU-
3HAK Yy BCeX JieTell MY’KCKOTO T0Jia C BBISBJIECHHON
TPOMOOIIUTOTIEHNEN U PENUAUBUPYIONUMHU HH(DEK-
IIUSIMHU, B CBSI3U C TEM, UTO JJIUTETbHAS TUATHOCTUKA
MOKeT IPUBECTH K HeOIaronpUATHOMY UCXOLY 3a00-
JIeBaHUS.

1. Tamacassa II, Kimeantyc M, Jlenepep CB. Peakue BoamoskHOCTH: pazpaboTka Tepamun Ha ocioBe CRISPR/Cas mist peaknx

reHernueckux sabosesanuii. luarnos Mol. 2019 anpeinn; 23 (2): 201-222. [Papasavva P, Kleanthous M, Lederer CW. Rare Op-
portunities: CRISPR /Cas-Based Therapy Development for Rare Genetic Diseases. Mol Diagn Ther. 2019 Apr; 23 (2): 201-222.]

http://doi.org/10.1007 /s40291-019-00392-3.

2. 3aitnep II, Ocydazaii T. Ilpencrasisem peakue 3abosesanus. Penkue zabonesanust. 2013 ausapp; 1 (1): €24735. [Szajner P,
Yusufzai T. Introducing Rare Diseases. Rare Diseases. 2013 Jan; 1 (1): €24735.] http://doi.org/10.4161 / rdis.24735.
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