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Knunuveckwii cayyaii / Clinical case

KAMHHUYECKHMH CAyuan:
cuHApom Ouwepa — IBaHca

1. JI. TIpackoBckwmiil
NI Nénnémm?

H. B. 3opun35<
E. B. Hectepenko
I. K. Kapbivosa®

4

! Open6yprekuii rocynapcTBeHHbII MeIUIIMHCK Ui yHUBepcuTeT, OpeH6ypr, Poccus, praskovskiyl8@gmail.com,
https://orcid.org/0009-0009-9932-0365

2 OpeHOyYpreKuil TocyIapcTBEHHBIIT MeINIIMHCK I YHUBepcuTeT, Openoypr, Poccus, ilovesnickers7@mail.ru,
https;//orcid.org/0009-0006-0707-6413

3 OpeHGyprekuil rocyIapcTBEHHBIIT MEINLIMHCK I YHUBepcuTeT, OpeHoypr, Poccust, zorin2000@yandex.ru,
https.//orcid.org/0000-0001-7948-6661

4 OpenbypreKuil rocyIapcTBEHHbII MEAMLMHCKUIT yHUuBepeuTet, Openbypr, Poccus, cdixtybt@mail.ru,
https://orcid.org/0009-0000-8475-7921

3> OpeHOYpreKuil TocyIapcTBEHHBIIT MeINLIMHCK I YHUBepcuTeT, OpeHoypr, Poccust, wadim2@mail.ru,
https.//orcid.org/0000-0001-5073-7519

Pe3iome

Bseoenue. Cunnpom @uiepa — DBaHca NpencTaBiseT co0oii pekoe ayTOMMMYyHHOe 3ab0JIeBaHuUe, XapaKTepu3ylolieecst CoueTaHeM
ayTOMMMYHHOM reMOJIMTUYECKOM aHEMUU U UMMYHHOI TPOMOOILIMTONIEHU Y, HEPEIKO COMPOBOXK AAIOLIeecs JIeHKOMeH el U Mpu3Ha-
KaMU KOCTHOMO3TOBOI HEOCTATOUHOCTU. 3a00eBaHUE OTJIUYAETCS CIOKHOCTBIO TMAarHOCTUKHU, BAPUAOETbHOCTbIO KJIMHUYECKUX
MPOSIBJCHUIA M YACTOM PE3UCTEHTHOCTHIO K CTAHIAPTHON MMMYHOCYTIPECCUBHOI Tepanuu, 4YTo TpeOyeT MHAMBUAYaJIbHOTO MTOAX0Aa
K BbIOODY JieueHUs1. BaxkHy10 posib B BepuduKaluu 1uarHo3a urpaeT KOMIJIEKCHOE J1abopaTOpHO-UHCTPYMEHTaIbHOE 00CIeIOBaHUE,
BKJIIOYasi UMMYHOJIOTMYECKUE METO/bI, a TAKXKE MOJIEKYJISIPHO-TEHETUYECKOE TECTUPOBAHME, MTO3BOJISIOIIEE BbISIBUTh BO3MOXHbIE
MepBUYHbIE UMMYHOIEGMUIIMTHI U HACJIEICTBEHHbIE (DOPMBI MATOJIOTUY KPOBETBOPEHU .

Pesyabmamei. B cTaThe mpencTaBiieH KIMHAYECKHMI clTyvail malMeHTa IeTCKOTo Bo3pacTa ¢ cuHapomMoM Puiepa — DBaHca, y KOTO-
pOro npu NpoBeIeHUU MOJHOTO CEKBEHUPOBaAHU I 9K30Ma BhisiBJieHa MyTalusi B reHe CDANI, accollmupoBaHHasi ¢ BPOXIEHHOM
NU33PUTPONodTUYecKOi aHemueii | Tuna. Hanuuue naHHOM MyTallMu, BEpOsITHO, 0Ka3aJi0 3HAaUMTeJIbHOE BIMSHME HAa KIMHUYEeCKOe
TeyeHue 3a00JieBaHUsI, 00YCIOBUB BbIPAXKEHHYIO LIMTONEHUIO U PE3UCTEHTHOCTh K MPOBOAMMOI Tepanuu. Ocoboe BHUMaHUE YAeJEeHO
3TAMHOCTH JIEYEH U S, BKJIIOYAIOIIIEe MPpUMEHEH e TJTI0OKOKOPTUKOCTEPOUI0B, UMMYHOCYTPECCUBHBIX MPENapaToB U CTUMYJISITOPOB
TPOMOOI1033a, a TAKKe HEOOXOIMMOCTH MPOBEACH ST MHOXECTBEHHBIX FeMOTpaHCcdy3uil. B ¢BSI3U ¢ OTCYTCTBHMEM CTOMKOTO TEpaTeBTU-
yeckoro a¢deKkTa OT KOHCEPBATUBHOIO JIEUEHU sl TALIMEHTY BbINOJHEeHA aJlJIOTeHHAas TPAHCIJIaHTaIM sl TeMOIMOTUYECKUX CTBOJIOBBIX
KJETOK OT poacTBeHHOro HLA-uneHTuuyHoro noHopa. PaccMoTpeHbl 0COOEHHOCTU paHHEro MoCTTpaHCIJIaHTallMOHHOTO Meproa,
BKJIIOYast MpOMPUIaKTUKY MUHDEKIIMOHHBIX OCJIOXKHEHU 1, MOHUTOPUHT BUPYCHBIX 3a00J€BaHU I U KOHTPOJb UMMYHHOTIO CcTaTyca.
IIpencraBieHa AMHaMKUKa BOCCTAHOBJIEHUSI KPOBETBOPHOM (DYHKIIMU, a TAKXKE U3MEHEHM I IToKa3aTejeil xuMepusma, oTpaxarouime
MpUXUBJEHUE TpaHCcIJIaHTaTa. OTMEUEHO, YTO yBEJIMUYEHUE T0JU KJIETOK pelMITUEHTa TPeOyeT yCUJIEHHOI0o HAOII0IeH U U MOXKET
CJIY>KUTh OCHOBAaHUEM JIJ1s1 KOPPEeKLIMU JieyeHUsI. JJaHHbII KIMHUYECKU I cayydali MogYepKuBaeT 3HAYMMOCTb PAHHErO MPOBEACH U ST
FeHEeTUYECKOro o0cieIoBaHM sl y MallMEHTOB ¢ aTUTTMYHBIM T€YEHUEM ayTOMMMYHHBIX LIUTOTNIEHU, a TAaKXe JeMOHCTpUpyeT 3 heK-
TUBHOCTb TPAHCIJIAHTAIIMU CTBOJIOBBIX KJIETOK KaK METO/IA JIEYEHU I TTPU COYETAHUU Ay TOUMMYHHBIX U TeHETUUECKU 00yCTOBICHHBIX
HapylleHU i KpOBETBOPEHUSI.

Kuniouesbie ciioBa: cunnpom duinepa — DBaHca, artactudeckas anemusi, CDANI, reHeTndecKre (haKTOPhl, TPAHCILIAHTAIIUSI CTBO-
JIOBBIX KJIETOK, ayTOMMMYHHas TeMOJUTUYEeCKasi aHEMU S
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Abstract

Background. Fisher — Evans syndrome is a rare autoimmune disorder characterized by the combination of autoimmune hemolytic
anemia and immune thrombocytopenia, often accompanied by leukopenia and signs of bone marrow failure. The disease is notable for
its diagnostic complexity, variability of clinical manifestations, and frequent resistance to standard immunosuppressive therapy, neces-
sitating an individualized approach to treatment selection. A comprehensive laboratory and instrumental evaluation plays a crucial role
in confirming the diagnosis, including immunological assays as well as molecular genetic testing, which allows for the identification of
possible primary immunodeficiencies and hereditary disorders of hematopoiesis.

Results. This article presents a clinical case of a pediatric patient with Fisher — Evans syndrome in whom whole-exome sequencing
revealed a mutation in the CDANI gene associated with congenital dyserythropoietic anemia type I. The presence of this mutation likely
had a significant impact on the clinical course of the disease, contributing to pronounced cytopenia and resistance to ongoing therapy.
Particular attention is given to the staged treatment approach, including the use of glucocorticosteroids, immunosuppressive agents, and
thrombopoiesis stimulators, as well as the need for multiple blood transfusions. Due to the absence of a sustained therapeutic response
to conservative treatment, the patient underwent allogeneic hematopoietic stem cell transplantation from a related HLA-identical donor.
The features of the early post-transplant period are discussed, including the prevention of infectious complications, monitoring of viral
infections, and assessment of immune status. The dynamics of hematopoietic recovery are presented, along with changes in chimerism
parameters reflecting engraftment. It is noted that an increase in the proportion of recipient cells requires intensified monitoring and
may serve as a basis for treatment adjustment. This clinical case highlights the importance of early genetic testing in patients with atypical
courses of autoimmune cytopenias and demonstrates the effectiveness of hematopoietic stem cell transplantation as a treatment modality
in cases involving a combination of autoimmune and genetically determined hematopoietic disorders.
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uHapom Puiepa — DBaHca — peKoe ayTOMMMYHHOE
3aboJieBaHUE, Tpedylolee CIOXHOU nuddepeH -
aJbHOM JMArHOCTUKU U IMOA00pa MHAWBUIYAIbHOMN
MMMYHHOMU Tepaluu, MTOCKOJIbKY XapaKTepHu3yeTcs

[TepeHeceHHbIe 3a00JieBaHUSI: BETPsIHASI Oca, OCTpble MHMEKIINKU
BEPXHUX IbIXaTEJbHBIX MyTEl TPUXKIbI B roll. BakiMHUpOBaH
110 HALlMOHAJIbHOMY KaJleH1apto MpohuIaKTUUYEeCKUX TPUBUBOK.
TpasM He ObLI10. AIJIEpruyecKrX peakiiuii BaHaMHe3€e HeT.

PE3UCTEHTHOCTDIO K CTaHIAPTHON KUMMYHOCYTIPECCUBHOI Tepa-
nuu [1, 2]. CBoeBpeMeHHas 1abopaTOPHO-UHCTPYMEHTabHasI
NMArHOCTHKA, a TAKXKe FTeHeTHYecKoe 00cienoBaHue J18 MorucKa
MPUYMH 3a00JI€BaHU sl CIOCOOCTBYIOT MPaBUJIbLHON MOCTAHOBKE
nuarHosa u tepanuu |3, 4]. IlpeacraBiasieM BHUMaHUIO YUTaTe-
JIell KTMHUYECKU I cayydaii malmueHTa ¢ cuHapomMom dOuinepa —
OBaHca ¢ myTauueii B reHe CDANI, accoununpoBaHHOM ¢ BpOX-
JNIEHHOM Au33puTponoaTudeckoit anemueit (BAA) I Tumna.

Manbuuk P., 11 net, rocnuranusupoBaH B utoHe 2023 r.
B reMaToJiornyeckoe otaeseHue [ocyrapcTBEHHOr0 aBTOHOMHOTO
yUpexaeHus 3apaBooxpaHeHus «ObaacTHas 1eTckast KIMHUYe-
ckast 6onbHuLa» (FAY3 OIKB) OpenbOypra c xkajobaMu Ha pelm-
NMBUPYIOLIME HOCOBbIE KPOBOTEUEHU S, CIOHTAHHbIE FeMaTOMbI
Ha rojieHsx, 6enpax u rnepeaHeit OploIIHONM CTEHKE.

Anamnes ncuznu: peOEHOK OT BTOpOIi 6epeMeHHOCTU. Poabl
BTOpbIE, CPOUYHBIE, OMePAaTUBHOE polopa3pelleHue NyTeM
KecapeBa ceueHus1. Bec mpu poxkaenun — 3760 r, poct — 52 cMm.

128

Anamnes 3a601e6anus: Ha4aio OCTPOE, BIIEPBble CIOHTaHHbIE
reMatoMbl osiBusiuch B anpese 2023 r. B konue mas 2023-ro
POIUTENSIM OBLIO PEKOMEHIOBAHO IMTPOBECTH UCCIIeIOBaHUE OOIIIE-
ro aHanusa kposu (OAK), pe3yabraT rnokasa 3HaYMTeIbHOE
CHIXeHMe TpoM6o1uToB (8 X 10%/1). PeGeHOK roCIMTaIM3MPOBaH
B rematosiornueckoe otaesenue OIKDB c xxanobamu Ha peuuau-
BUPYIOIIHE HOCOBbIE KPOBOTEUEHU ST M CIOHTAHHBIE TeMaTOM bl
Ha Teste. CeMeitHbIi aHaMHe3 0 TeMaToJIOTMYeCKUM 3a00JIeBaH -
sIM He oTsirolieH. Ha HayaJibHOM 3Tane KIMHUYEeCKON KapTHHBI
NMaTHOCTUPOBAHA TSIKeJIasi TPOMOOIIMTONIEHUSI C BEIPaXKeHHBIMU
MPOSIBIECHUSIMU T€MOPPArnyecKoro CHHIpOMa.

Jlabopamopnvie oocaedosanus: OAK o1 05.06.2023 1.: 3HAYUTETb-
HOE CHIXEHIE KoJyecTBa TpoMboruToB (8 X 1091/1), sputpo-
IUTHl — HUKHSIS rpaHnria Hopmsl (3,99 X 1012/71), reMormo6us
(119 t/m), neitkonenus (2,3 x 109/x).

Muenoepamma om 09.06.2023 e.: icciefoBaHue KOCTHOTO
MO3Ta BBISIBUJIO TUTIEPKJIETOYHOCTD C pacIIMPeHUEeM 3PUTPO-
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WMJHOTO POCTKA, YTO MOATBEPXKIAaeT HApyILLIEHUE KPOBETBOPEHUSI.
OTCyTCTBUE 3pEJIbIX MEraKapUOILIMTOB CBUAECTENbCTBYET O TPOM-
OOLIMTOINEHMHU, a TAKXKE OTMEYAETCS CYXKEHUE JIEHKOLIUTAPHOTO
pOCTKa, UYTO XapaKTEepHO /s afjacTUuUecKoil aHEMU .

IIpamas npoba Kymbca om 07.08.2023 e.: pe3yabTaT MOJOXKM-
TeJbHBIN (+7).

Tenemuueckoe uccaedoganue om 18.09.2023 e.: MOJTHOE CEKBE-
HMpPOBaHUE dK30Ma BbISIBUJIO paHee He OMMUMCAHHYI0 MyTalluI0
BreHe CDANI, npuBOASIILYIO K CABUTY PAMKU CUUTBIBAHUS U TIpe-
KIIEBPEMEHHOM TepMUHALMU TPpaHCASI LMY Oenka. JJaHHbIi reH
accouuupoBaH ¢ BIA I Tumna u MoxXeT 0Ka3blBaTh 3HAYUTEIbHOE
BJMSIHUE HA KIMHUYECKU I (PeHOTUT MallMeHTa.

Jleuenue: OCHOBHOI LIEJIbIO JIEYEHU ST SIBJISIETCSI UMMYHOCYTIpec-
CUBHasl Tepanus IJs1 CHUXKEHU ST YPOBHS IECTPYKIIUU SPUTPO-
LIUTOB U TPOMOOILIUTOB COOCTBEHHBIMM aHTUTEJIAMU, KOTOpast
BbI3bIBaJIa TSAXKENYI0 ayTOUMMYHHYIO FeMOJUTUYECKYI0 aHEMUIO
1 TPOMOOLIUTOTIEH U 0.

PeGenky Ha3HaueH MpeTHU30JIOH B 103¢e 1-1,5 MI/Kr/cyTKH,
OJIHAKO COCTOSTHUE TMallMeHTa 0CTaBaJIOCh TSXKEIbIM, MOJOX M-
TeJIbHOU TMHAMUKHU He HaOJII01aJI0Ch.

OAK om 10.07.2023 2.: TpomGoruTsl — 16 X 109 /11, neitkorm-
Tl — 2,3 X 10%/71, aputporutsr — 3,4 X 1012/11, remoryio6un —
114 r/n.

BBuay HemoCTaTOYHOrO OTBETAa HA MOHOTEPATUIO MPETHU30-
JIOHOM MPUHSTO pellIeH e AOMOJHUTEJIbHO BKIIOYUTh MUKO-
(hEeHOJIOBYI0 KUCIOTY — UMMYHOCYTIPECCaHT, MHTUOUPYIOIIU i
CUHTE3 T'YaHO3MHOBBIX HYKJICOTUAOB U MONABJSIOLIUI MPOTU-
¢depaunio T- u B-numdonuroB. HauanbHast 1o3a cocraBJsiia
45 MI/Kr/CyTKHU, najee NpoBOAMIach KOPPEKTUPOBKA HA OCHO-
BaHMU JJaOOpaTOPHBIX MOKa3aTeJeil U KIMHUYECKOU KapTUHbI
nalueHTa.

Jnst cTUMYSILMKM TpOMOOM033a NalUeHTY MPOBEAESHBbI MO/~
KOXHbIe MHBEKIIMY MpernapaToM poOMUTIIOCTUM (0 250 MKT
ogHOKpaTHO 22.06.2023 1., 250 MkT — 29.06.2023 1., 120 MKT —
06.07.2023 r.), apasiomuMces Fc-menTuaHbpIM 6eJTKOM CITUSTHUS
(MenTuaHOE TeJI0), KOTOPbIM CUTHAJU3UDPYET U aKTUBUPYET BHY-
TPUKJIETOYHbBIE TPAHCKPUITIIMOHHbBIE TYTH TPOMOOMO3TUHOBOTO
pelienTopa isl yBeJIUYeHU s MPOAYKIIMUA TPOMOOLIMTOB.

[1Tpu oTCyTCTBUU MOJIHON peMUCCUM HA (hOHE CTAHIAPTHOM
MMMYHOCYIIPECCUBHOI Tepanuu pedeHKY MPOBENEH KypC MyJIbC-
Teparny JeKCaMeTa30HOM B BHICOKHX 103aX (10-20 Mr/mM2) ¢ 1esTbio
MOABJICHM S OCTPBIX 3y TOMUMMYHHBIX TTPOILIECCOB U CHUKEHU ST
aKTUBHOCTU ayTOAHTUTE.

B npoliecce seyeHus MalMeHTy peryJsipHO MPOBOAMUJINUCH
reMoTpaHchy3ur SpUTPOLIMTAPHON U TPOMOOILIMTAPHOI MaccChl,
MOCKOJIbKY YPOBEHb COOCTBEHHBIX KJIETOK OCTaBaJICSl HU3KUM
13-32 MOCTENEHHOr0 CHUXXEHU I aKTUBHOCTU KJIETOK KOCTHOTO
Mo3ra.

Yacrora reMoTpaHcdy3uit 3aBucesa OT KIMHUYECKO He00X0-
nuMocTU. TpaHchy3uun 3pUTPOILIMTOB MPOBOAMINCH TPU YPOB-
He remoriobuHa Huxke 70 r/1. TpaHcdy3uu TpoMOOIIUTOB MPO-
BOJMJTHCH TP ypoBHe HIxe 20 X 10%/11 1u1st TpeioTBpaeH IS
KPOBOTEYEHU .

HecMmoTps Ha TpaHchy3uM y maliMeHTa Haba0aaIcs TeMo-
paruyeckuit CHHAPOM IO FeMaTOMHOMY TUIY, YTO TpeboBao
NajbHEN e KOPPEKIIMU TepaNnu.

CocTosiHUe MalMeHTa Ha (PoHe MPOBOAUMOM Tepanuu ocTa-
BaJIOCh CTaOUJIBHO TSKEJbIM 32 CUET aHEMUYECKOTO CUHIpOMa,
JIEKOTIEHU U U TPOMOOILIMTOTNIEHU .
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OAK om 17.01.2024 2.: sputpountsl — 1,94 x 1012/11, peTn-
KyJounTsl — 0,4%, TpoMGonnTh — 12 X 109/11, reMOrmo6HH —
58 /i1, neitkoruTsl — 1,5 X 109/;1, MonoumTE — 11%, TUMbOIH-
Tol — 70%, cerMeHTOsIACpHBIE HEMTPODUIbl — 14%, mMamoyko-
si7iepHbIe HEUTPOGUIBI — 5%, CKOPOCTBh OCEeTaHK sl SPUTPOLIUTOB
(COD) — 28,0 mm/gac, reMaTOKpUT — 15,9%, cpenHuii o6bemM
asputpouutoB (MCV) — 80,90, cpenHee conepkaHue reMorjaoomn-
Ha B aputpouute (MCH) — 30,2 nr, cogepxxaHue reMorjioonHa
B OPUTPOLIMTAX OTHOCUTEJIbHO pa3dmepa kjaeTku (MCHC) —
374 /7.

Crenytouieit Tepanueit BbIoopa cTaia ajajaoreHHasi TpaHCMIaH-
Taius cTBoJIoBbIX KJIeTOK (TCK): 28 mapTa 2024 r. mnauiueHTy
MpoBe/eHa TpaHCIIaHTal M epudepruIecKX CTBOJOBBIX KJle-
TOK OT poacTBeHHOro HLA-uaeHTuuHoro noHopa (opar 18 jner,
100%-e coBnaaeHue 1Mo reHam) B Poccuiickoit 1eTCKOM KIAUHM-
yeckoit 6onpHMILIe (PAKB) — dunuane DrAOY BO «PHUMY
uM. H. U. ITuporosa» Muusnpasa Poccuu. TpaHncninaHnTaus
MpOoBe/IeHa YCIelIHOo: Ha 16-e cyTKM HabJIIo1a10Ch JIEMKOLMTap-
HO€ BOCCTAHOBJIEHUE, YTO CBUIETEJILCTBOBAJIO O IPUXKUBIECHUU
TpaHCMJaHTaTa.

IMauyeHT NpOAOI KU JIeYeHUE B pAHHEM MOCTTPaHCIIJIaH-
TallMOHHOM Mepuoie, Mojyyas MoAAepKMBAIONIYIO0 U Tpodu-
JIAKTUYECKYIO TePaTnIo IS MUHUMU3AIMU pUcKa MHOEKIIWIA 1
Pa3BUTHSI OCJIOKHEHU I, CBSI3aHHBIX C peaKIIMel «TpaHCIJIaHTaT
npotuB xo3siuHa» (PTIIX).

MuxkodeHosoBass KUCAOTA U MTPETHU30J0H MPOAOJIXKAIN
HCIIOJIb30BAThCS B TOM Xe J03UPOBKE A5 MTPOGUTAKTUKU pa3-
Butus PTIIX. ¥ nmanueHTa He BBISIBJIEHO NTPU3HAKOB OCTPO
PTIIX, uyto cBUAETENbCTBYET 00 3(h(HEeKTUBHOIN UMMYHOCY-
npeccuu. [TlocTeneHHOe CHUXKEHME JO3UPOBKHU MPEAHNU30J0HA
HayaJjoch nocjie cTabuau3anuu rnokasarejieit KpoBu U OTCYT-
CTBUSI TPU3HAKOB reMoJIn3a.

15t podUIaKTUKHK U JISYEHU T IIUTOMETaJOBUPYCHOM MH(bEK-
uuu (LLMB), BbIsiBIeHHOI B paHHEM MOCTTPAHCIIJIAHTAIlMOHHOM
Mepuoe, UCTOIb30BaJICs BaJITAHIIMKJIOBUD, HA3HAYEHH b1 TTALlU-
EHTY B 103upoBKe 450 MT iBa pa3a B CYTKHU J0 MOJYUEHUSI IBYX
OTPULIATEbHBIX PE3YJIbTATOB MOJUMEPA3HOI LIEMHON peakiiuu
(TTLLP) na HMB. lanHas Tepanus N03BOJIMJIA YCIEIIHO KYIH1-
posaTb LIM B-undexuuio.

ITLIP-MoHuTOpPUHT Ha BUpYChI reprniec-rpyniisl (LIMB, Bupyc
BnmreitHa — bapp, BUpyc mpocToro reprieca 6-ro Tuma) IpoBo-
TUJICS] €XXKeHeNeIbHO, YTO MO3BOJISIJIO CBOEBPEMEHHO pearupo-
BaTh Ha BO3MOXHBIE BUPYCHBIE aKTUBU3AIlMU 1 KOPPEKTUPOBAThH
Tepanuio.

Tepanuss uMmMyHorjiooyauHaMmu kiaccoB IgG, IgA, IgM
MPOBOAMJIACH VIS KOPPEKIIMU CHUKEHHBIX YPOBHEM MMMYHOTJIO-
OYJIMHOB, BBISIBIEHHBIX B IOCTTPAHCILIAHTAIIMOHHOM ITepUOJIE.

BaxxHO OTMETHUTB, YTO HU3KU 1 YPOBEHb UMM YHOTJIO0YJIMHOB
SIBJISICTCS CJISICTBMEM MUMMYHOCYTIPECCU M, BBI3BAHHOM KaK CaMUM
3a00JIeBaHUEM, TaK U arpeCCUBHON UMMYHOCYIIPECCUBHOM Tepa-
nueit. UMMyHOI100yIMHBI BBOAMIU B BO3PACTHOI 103UPOBKE
C IepUoaMYeCcKM KOHTposieM ypoBHs IgG B chIBOpOTKE.

J1J1sT OLIeHK U TTPUKMBAEMOCTH TpaHCIJIaHTaTa MPOBOIUTCS
peryJispHblii MOHUTOPUHT xuMepuama. Ha 30-e cyTku nocie
TpaHCIUTAHTALIMY BBISIBJIEHO 1,5% cOOCTBEHHBIX KJIETOK IMAllMeHTa
(cMelaHHbI XuMepu3M), Ha 90-e CyTKU ypOBEHb COOCTBEH-
HBIX KJIeTOK cocTaBu 13%, Ha 120-e cytku — 20%. HecmoTpst
Ha HaJIMYKe CMEIIaHHOTO XMMepu3Ma, (PyHKIIMS TpaHCIJIaHTaTa
ocTaeTcs yIOBJIETBOPUTEIbHOM.
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JIJ1s1 MOHUTOPUHTA COCTOSIHUSI MAllMeHTa MOocJje ajajJoreHHOMI
TCK rpoBoauTCst peryasspHbIi K KOMITJIEKCHBI reMaToJIornye-
CKUI KOHTPOJIb, BKJIIOUAIOIIN A KaK CTAHIAPTHbBIE UCCIENOBAHUS,
TaK M CIelMaJIu3upOBaHHbIE TECTHI 151 OIIEHKY KPOBETBOPHOM
byHkuMHU.

PerynsipHbie uccienoBaHus o0Iero aHaau3a KpoBU MPOBO-
nsatcs 1 pas B Henesto. Llenblo saBasieTcsl OTCeXUBaHUE BOC-
CTAHOBJIEHU ST KJIETOUYHBIX IUHUI TTOCJe TPaHCIIJIaHTAllUU.
Ha ¢oHe Tepanuu oTMeyasoch MOCTENEHHOE yayUyllleHue
BCEX NMapaMeTPOB: YPOBEHb reMOTJIOOMHA CTaOMIM3UpOBaCs
no 140-146 /.

[TapannenbHO ¢ KOHTPOJIEM YPOBHSI 3PUTPOLIMTOB MPOBOAMJIICS
MOHUTOPUHT PETUKYJIOIIMTOB KaK MapKepa aKTUBHOCTHU KOCT-
HOT'O MO3ra. YPOBEeHb PETUKYJIOIMTOB MOCTENEHHO YBEIUUNJIICS
10 1,3%, 94T0 CBUIETEILCTBOBAJIO O PereHepal KOCTHOTO MO3ra
Y HavaJie OJTHOLEHHOI'0 BOCCTAHOBJIEH M I SPUTPOTNOITUYECKOM
byHkuMu.

YpoBeHb TPOMOOILIMTOB CTA0OUJIBHO COXpaHsIEeTCs B 1Mana3oHe
206-217 x 109/1, 4To yKa3bIBaeT HA YCIIEITHOE BOCCTAHOBIICHNE
TPOMOOIIMTAPHOTO 3BEHA.

OTMeuaeTcs MOJOXUTENbHAS AMHAMUKA YPOBHS JIEKOIIUTOB,
HO Haburonanuck QIyKTYalny B mpenenax 2,54-3,17 x 109/,

YTO CBSI3aHO C MPOAOJIXKAIOIIEecs UMMYHOCYTIpeccueil u Bo3-
neiicTBUEM MPEAHU30J0HA U MUKO(MEHOJIOBON KHUCIOTHI.

J171s1 OIIeHKHU CBEPTHhIBAOIIE CUCTEMBI KPOBU 1 TIPEIOTBpa-
IIEHU ST BO3MOXHBIX OCJIOXXHEHM I, TAKMUX KaK IMOBBIIIIEHHOE
TpoMOOOOpa3oBaHUE UM KPOBOTEUEHU I, KoaryjorpaMmma
BbIMOJIHSIIach ¢ UHTepBajoM | pa3 B 14 nHeli. OCHOBHBIE
rnmapaMeTphbl, TaKMe KaK aKTUBUPOBAHHOE YaCTUYHOE TPOM-
oomnyactuHoBoe BpeMsi (AUTB), nporpoMOGuHOBOE BpeMs
1 GUOPUHOreH, OCTaBaJUCh B Mpenegax HOPMbl, YTO CBUAE-
TEeJIbCTBOBAJIO O CTAOUIbHOUN (DYHKIIMU CBEPTHIBAIOILEH CUCTE-
Mbl. HopMmanbHbie mokasarenau AUYTB 1 nporpomMOuHa Takxe
YKa3bIBalOT Ha OTCYTCTBUE KOATYJIOMATUI U JOTIOJTHUTEIbHOTO
puUcKa KPOBOTEUECHU .

OCHOBHOM TPYAHOCTHIO B AMarHOCTUKE JaHHOTO 3a60-
JIeBaHUsI CTajla Pe3UCTEHTHOCTh K CTAHAapPTHOM Tepamnuu.
IMepBoHavyaJibHast UMMYHOCYIIPECCUBHAsI Tepanus C Mpu-
MeHEeHHUEeM TMpeaIHU30J0Ha U MUKOo(peHoJlaTa ModeTuaa
He MpMBeJa K yCTOUYMBOU peMuccuu. JlanpHeiiliee nporpec-
cUpoBaHue 3a00JIeBaHMSI C pa3BUTHEM aIlJIaCTUUECKO aHEMU U
MmoTpeboBaIo mepecMoTpa TAKTUKY JICUCHU ST U BBITTOJTHEH U ST
annoreHHoi TCK.

Buioop TCK 6611 06ycaosaen:

1. OTcyTCTBHEM YAOBJIETBOPUTEIBHOIO OTBETA HA OA3UCHY IO
MMMYHOCYTIPECCUBHYIO TepaItunio.

2. PazBuTHEM TSIKEJI0M arjia3u KOCTHOTO MO3ra.

3. Hanuuuem poactBeHHoro HLA-naeHTUYHOrO A0HOpa, UTO
MUHUMU3UPOBAJIO PUCKU OCIIOXKHEHUIA.

ITposenenue TCK no3posiinio cTabuan3npoBaTh COCTOSIHUE
MaleHTa, OMHAKO MOHUTOPUHT XMMePH3Ma BBISIBUII POCT KJIETOK
peuunuenTa 10 20% Ha 165-e CYTKH, 4TO MOKET CBUAETETbLCTBO-
BaTh O YaCTUYHOM OTTOPKEHHM U TPaHCILJIaHTAaTA.

Pexomendauuu:

1. TeHeTHYeCcKOE TECTUPOBAHUE CIIENYeT BKIIOYAaTh B TUAaTHO-
CTHYECKHI1 aITOPUTM NTPU aTUITUYHOM TEUEHU U ayTOUMMYHHBIX
LIUTOTIEHU .
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2. Bonpoc o npumeHenuu TCK MoxeT paccMaTpuBaThCs
Ha 0oJiee paHHUX dTanax Mpu coYyeTaHUKM ayTOMMMYHHOT0 TTopa-
JKEHU S Y TIPU3HAKOB KOCTHOMO3IOBOM HETOCTaTOYHOCTH.

3. TpeOyloTcs gajibHel1Ie UCCAeA0BAHMS 11T OLCHKU BT SI-
Hust mytTauuu CDANI Ha TedeHUe ayTOMMMYHHBIX 3a001eBaHU I
KPOBH.

Cunnpom dumepa — DBaHca UMeeT ayTOMMMYHHY IO
NPpUPONY, MPU 3TOM reHeTuueckasi myTtaius B reHe CDANI
y JaHHOTO MallMeHTa MOTJa BBICTYMUTb HOMOJHUTEIbHbBIM
(GakTOpOM, OCTOXHSIIOIIUM TeueHUe 3aboneBaHus. JlanHas
MYTallusl, BEpOSITHO, OOBSICHSIET PE3UCTEHTHOCTh K CTaHAAPT-
HOU Tepanuu Npu ayTOMMMYHHOUM aHEMUU U HEOOXOAUMOCTh
MPUMEHEHU S arPeCCUBHON UMMYHOCYITPECCUBHON Tepanuu,
BkJrouas TCK.

AyTOMMMYHHas reMoJIMTUYecKast aHeMU sl U UMMYHHasl TPOM-
GOILIMTONEHN I, BXOISIIIIME B COCTaB cuHIpoMa Puiepa — DBaHca,
MOTYT ObITh PE3YJIbTaATOM Ay TOUMMYHHOI AECTPYKIIMU KJIETOK
KpoBU. OnHAaKO HaJIMYyMe reHeTUYeCKOl MaToJOruu, Takoi
kak MyTtauusi B rene CDANI, MOTJ10 3HaUUTEJIbHO YTSIXKEIUTD
COCTOSTHME MalMeHTa, 00yCIOBUB HENOCTATOYHOCTb IPUTPOINOI3a
1 TPOMOOILIMTOMNOR3a.

TCK sBnsieTcs apPeKTUBHBIM METOIOM JICUEHU S Y MALIUEHTOB
CO CJIOKHOU KJIMHMYECKON KapTUHOM, BKJIIOYAlOIIell KaK ayTo-
MMMYHHBbIE, TaK U TEHETUYECKHEe KOMITOHEHTHI.

B nurteparype onucaHbl caydyau yCHEUIHOTO JeYeHusI anja-
cTuyeckoit anemuu ¢ npuMeHeHueM TCK, oqHako coueTaHue
cunapoma Puimrepa — DBaHCca U TeHETUYECKOI MAaTOJOTUN
MpeacTaBsieTCss peAKUM U YHUKAJIbHBIM caydyaeM. JlaHHbIi
KJIWHUYECKUI ciiydyail MoATBEepKAaeT BaXKHOCTh FTeHeTUuYe-
CKOM TMarHOCTUKMU B TeMaTOJIOTUU, TOCKOJbKY F€HETUYECKUE
MYTallMU MOTYT CYLLIECTBEHHO BJUSTH HAa TeUeHHE 3a00JeBaHU S
U OTBET Ha JIeYeHHUe.

JlaHHBII cy4aii CBUAETEAbCTBYET O BAXKHOCTU MEXTMCIIU TN~
HapHOTO MOAX0Ja K TMArHOCTHUKE U JICUEHHU IO FeMaTOJIOrMYeCKUuX
3a00JIeBaHU I C TEHETUYECKMMU U ayTOUMMYHHBIMU MEXaHU3-
MaMHu.

OT poauTesi MoJy4eHo MMCbMEHHOE T0OPOBOJIbHOE MH(POPMU-
pPOBaHHOE corjlacue Ha MyOJIMKallMI0 OMUCaHU S KIMHUYECKOTO
chyuas (mata moamucanus — 16.02.2025 r.).
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