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PE3IOME. B cTaTbe npeAcTaBneHbl pe3ynbTaTbl COGCTBEHHOTO KIMHUYECKOTO HABMOLEHNS CnyYyas CUHAPO-
ma Buckotta-Ongpuya — KOMOMHMPOBAHHOIO NEPBUYHOTO0 MMMYHOZedMLMTa, KOTOPbIA XapakTepuayeTcs
X-cLenneHHbIM peLeccUBHbIM TUMOM HacNefoBaHuUs, Uy TPETU BOMbHLIX NPOSIBASAETCS TPUAAOIA: peLuanBupy-
oL MMIN MUKPOBHO-BOCTANUTENbHbIMK 3a601€BaHNSMMU, 3K3EMOI (aTONUYECKUM JepMaTUTOM) U KPOBOTEYEHH-
SIMU, 06YCNOBNEHHBIMY TPOMOOLMTONEHNEN U ANCPYHKLMER TPOMOOLMTOB. 3ab60NieBaHNe BCTPeYaeTCs TONbKO
y UL, MYXXCKOTO NoJia u cocTaBasieT npuonmsutenbHo 3% BCex NepBUYHbIX UMMYHOLehUUMTOB. B npuBegeHHOM
KNMHWUYECKOM NpUMepe A1arHo3 nauueHTy yCTaHOB/IEH Ha OCHOBAHUM TUMNYHOMN KTMHUYECKON KapTuHbI (3K3e-
Ma, TPOMOOLMTONEHMS, UMMYHOAEDULNT) M NOATBEPXAEH METOJOM MONIEKYNIAPHO-FEHETUYECKON ANArHOCTUKN.
B npeacTaBNeHHOM KNMHUYECKOM NpUMepe akTyasibHbIM ABIAETCA ONMCaHWe 3TanHOCTU NPOBeAeHUs Tepanum
nayueHTy, KoTopas, HeCMOTPS Ha BbICOKUI PUCK Pa3BUTUSA XU3HEYTPOXAIOLLNX OCITIOXHEHWIA, 3aBepLuniach npo-
BeJleHMeM HepOACTBEHHOW aiNoOreHHON TpaHCnIaHTaLum reMono3TMYECKMX CTBOJIOBbIX KNETOK OT MOJIHOCTbHO
COBMECTMMOT0 HEPOACTBEHHOIO oHOpa. B xoae nocnegytowero HabnogeHns 3a pe6eHKOM 6biN0 YCTaHOBNEHO,
YTO, HECMOTPS Ha BCE BO3MOXHbIE PUCKM Pa3BUTUSA OCNOXHEHMWIA, ObIN0 JOCTUTHYTO YA0BNETBOPUTENBHOE (YHK-
LLMOHMPOBaHNe TpaHCNNaHTaTa C BOCCTAHOB/IEHWEM KPOBETBOPEHUS N0 TPOMBOLUTapHOMY pocTKy. OnucaHsbl
MOCTTPaHCNNaHTaLUOHHbIA NEePUOA, OCNOXHEHUS, NPOBeeHHasa Tepanua U pekomeHgauuu. UsyyeHue npeg-
CTaBJIEHHOTO K/MHMYECKOro npumepa NoMOXeT MOBbICUTb 3OPEKTUBHOCTL PaHHEN AMArHOCTUKU CUHAPOMA
BuckoTtTa-0Ongpuya u cBOEBPEMEHHO BbICTPOUTL MPAaBUJIbHbINA MNaH NeYyeHus nauueHTa.

KJNIOYEBDBIE CNIOBA: pe6eHok, cuHgpom Buckotta-0ngpuya, TPOMGOYUTONEHMUS, anloreHHas HepojCTBeHHas
TPaHCMIaHTaUusl KOCTHOIO MO3ra, OC/I0)KHEHUS, Tepanus, PeKoMeHgaLnm
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ABSTRACT. The article presents the results of our own clinical observation of a case of Wiskott-Aldrich syndrome,
a combined primary immunodeficiency characterized by an X-linked recessive type of inheritance and manifested
in a third of patients by a triad: recurrent microbial-inflammatory diseases, eczema (atopic dermatitis) and bleeding
due to thrombocytopenia and platelet dysfunction. The disease occurs only in males and accounts for approximately
3% of all primary immunodeficiencies. In the given clinical example, the patient's diagnosis is based on a typical
clinical picture (eczema, thrombocytopenia, immunodeficiency) and confirmed by the method of molecular genetic
diagnostics. In the presented clinical example, it is relevant to describe the stages of therapy for a patient who,
despite the high risk of life-threatening complications, ended with an unrelated allogeneic hematopoietic stem cell
transplant from a fully compatible unrelated donor. During the follow-up of the child, it was found that, despite all
the possible risks of complications, satisfactory functioning of the transplant was achieved with the restoration of
platelet hematopoiesis. The post-transplant period, complications, therapy, and recommendations are described.
The study of the presented clinical example will help to increase the effectiveness of early diagnosis of Wiskott-
Aldrich syndrome and timely develop the correct treatment plan for the patient.

KEYWORDS: child, Wiskott-Aldrich syndrome, thrombocytopenia, allogeneic unrelated bone marrow transplantation,
complications, therapy, recommendations
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Cungpom Buckotta-0ngpuya (BOC) — KoMGUHM-
POBaHHbIA MEPBUYHBIA UMMYHOAEDULUT, KOTOPbIIA
xapakTepusyeTcs X-CLenneHHbIM peLeccUBHbIM TH-
MOM HacnejoBaHUs W y TPETW BOMbHbBIX NPOSBASAETCS
TPMaAoN: peunanBupyoWUMU MUKPOGHO-BOCNANK-
Te/IbHbIMU 3a60/71€BaHNAMU, 3K3EMOWN (aTONNYECKUM
AEPMATUTOM) U KPOBOTEUYEHUSAMU, 0BYCNIOBIEHHbBIMM
TpoMbouuToneHueit u gucdyHKumeir TpoM6oLuUTOB [1,
2]. 3a6onesaHne BCTPEYaeTCA TOMLKO Y JIULL MYXKCKOTO
nona. Jinua XeHcKoro nona He CTpagaroT AaHHOI na-
TONOrUER, HO MOTYT nepeAaBaTh AedEeKTHbIN reH cre-
AYIOLWMUM NOKONEHUsIM. eH, OTBETCTBEHHbI 3a pas-
BUTUE 60ne3Hu (WAS-reH), pacnonoxeH Ha KOPOTKOM
nneye X-xpomocombl Xp.11.22 u cocTout u3 12 ak3o-
HOB, KOAMpYtoLWMX 502 aMUHOKUCNOTHI [3].

Mo faHHbIM NUTepaTypbl, YacToTa POXAEHNUA Masb-
ynkoB ¢ BOC coctasnset 1 Ha 250 000 poguBmxcs
XMBbIMW 6€3 3THMYECKOr0 UKW reorpaduyeckoro npe-
06nafaHus, 4TO COCTaBNAET NPUGAN3NTENbHO 3% BCeX
nepBUYHbIX UMMyHOAebULUTOB [3, 4].

Mpu BOC cHuxaeTca CMHTE3 UK COBCEM He Npo-
pyumpyetcs WAS-protein (WASP). ®yHKuMN AaHHO-
ro 6enKa Ha CerofjHa Lo KOHUa He u3yyeHbl. OfgHaKo
06Hapy)XeHO, YTO OH UrpaeT K/YEeBYo pPOnb B NOMM-
Mepu3auum 6enka akTuHa U HopMUPOBAHUM LIUTOCKE-
neta. WASP akcnpeccupyeTcs To/ibKo B sigpocofep-
Xallux KeTkax reMono3aTMYecKoi CMCTeMbl, UMeeT
UCKNIOUUTENbHOE 3HAYeHWe ANd nepefayu curHana
OT NOBEPXHOCTHbIX PeLienTopoB KNeTKN K aKTUHOBOMY
LMTOCKeNeTy, KOTOpbI AUHAMUYHO UM perynupyeTcs.
DedekTbl GOpMUPOBAHNS BCEX KNETOYHbIX CTPYKTYP,
06pa3oBaHue KOTOPbIX 3aBUCUT OT LLUTOCKENETHOM pe-
OpraHu3auum aKTMHOBbIX (UIaMeHTOB, HabnoAanTCs
npu cHuxeHnun cuHtesa WASP. B pesynbTaTe npouc-
XOAMT HapyLlleHne GYHKLNIA KNeTOK, KOTOpbIe B HOpME
akcnpeccupytor WASP (neiikounTbl U TpOMBOLUTHI).
YcTaHoB/EHO, YTO B TpOM6OLMTAX NauueHToB ¢ BOC
3HAUUTENbHO CHUXEHA KOHLEHTpauus MUO3MHA, KO-
TOPbIN TaKXe NpuHUMaeT yyacTue B hopMupoBaHnm
yutockenera [5].

MonHoueHHas GyHKLNA aKTUHOBOIO LMTOCKENeTa
UrpaeT BaXXHYy posib Ha CTaguu NPOAYKLMM TPOM6O-
LMTOB Merakapuouutamu B KocTHOM Mo3sre (KM), a
TakKXe AN peannsaunu ux aaresuBHbIX, arperaynoH-
HbIX 1 Apyrux GyHKUuiA. TpOMOOLUTONEHNS U YyMEHb-
LIeHMe pa3Mepa TPOMOOLUTOB SABNISETCA MOCTOSAHHBIM
nabopaTopHbIM nNpu3Hakom BOC. 06bIYHO KONMYECTBO
TpombouuToB mamensietcs oT 30 go 140 ['/n, Ho ne-
punopuyeckn cHuxaetcs fo 10-30 I'/n. B nyHkTate
KM y nauueHTOB onpefensitoT OTCYTCTBME Meraka-
pUOLMTOB. [INs KNMHUYECKON KapTUHbI 3a60NeBaHuns
XapaKTepHO pa3BUTUe reMopparnyeckoro CUHAPOMa,

PRACTICAL NOTES

KOTOPbIA ycunueaetcs Ha GOHEe NPUCOEANHEHNS UH-
(GEeKLMOHHOro mpoLecca, XpOHUYECKOIi nocTreMoppa-
TMYECKON aHEMUU 1 YBENNYEHUS Cene3eHkH [5, 6].

Y nauueHToB ¢ BOC HapyweH cuHTe3 B- u
T-numdounToB, GOPMUPOBAHNE UMMYHHBIX CUHAMNCOB
T-numodountos, xemotakcuc WASP-gedbuuuTHbIX neii-
KOUMTOB, LuTONUTUYECKas akTUBHOCTb NK-knetok,
IgG-onocpefoBaHHbIA GaroynTos U, COOTBETCTBEHHO,
npeseHTauns aHTUreHoB. [laHHble U3MEHEeHMs NpUBO-
JAT K pa3BUTUIO NOBTOPHbIX 6aKTepuanbHbIX, FPUOKo-
BbIX M BUPYCHbIX MHbeKuMiA [3, 6].

Ha nepsom rogy xu3Hn Hanuuue BOC y pebeHka
MOXHO NPeAnonoXnTb NO XapakTepHOW Tpuage Knu-
HMUYECKMX CUMNTOMOB: KPOBOTEYEHMS, IK3EMA U peuu-
Aveupylowme uHdekuun [1, 7]. Oebotupyet 3abone-
BaHMe 06bIYHO KPOBAHUCTOIA AMapeeil, neTexuanbHom
CbIMb0 Ha KOXeE, CIM3UCTbIX 060J104KaX NOMOCTM PTa,
ANNTENbHbIM 3@XWBNEHWEM NYNMOYHON paHKK, JK3e-
Moi. Knaccuuyeckas Tpuaja pa3BuMBaeTCs 06bIYHO
nuwb y Tpetu geten ¢ BOC, B ocTanbHbIx Cnyyasx npo-
SIBNIEHMS1 MOTYT 6bITb B BUAE TPOMOOLUTONEHUN WK
MHQEKLMOHHbIX 3a60neBaHuiA, UNU U30JIMPOBAHHOIA
ak3eMmbl [8]. Mpu BOC nmeeT MecTo NoBbllieHHasA Ya-
CTOTa Pa3sBUTUS ayTOMMMYHHbIX 3a60N1€BaHNIA, TaKUX
KaK reMonutuyeckass aHeMus, BaCKynuTbl, rnomepy-
noHeppUT, BOCNanuTeNbHble 3a60/1€BAHUS KULWIEYHU-
Ka [9].

ELMHCTBEHHbIW KypaTUBHbIA MeTOA feyeHud
BOC — TpaHcnnaHTayms reMono3aTUYeCKuX CTBOJSIOBbIX
knetok (TICK) ot HLA-cOBMeCTUMOro pOACTBEHHOO
WU HEPOACTBEHHOrO AOHOpa. Jlyywue pesynbTathbl
TpaHCNaaHTaLum OTMeYeHbl Yy NaLUeHTOB B NepBble
[Ba rofia XX13HW Mpu OTCYTCTBUU TSXKENbIX UHDEKLM-
OHHbIX W/UNKU ayTOUMMYHHbIX OCNOXHeHWi [1, 2, 6].
BBegeHue reMonoaTUYecknx cTBOOBbIX KneTok (ICK)
JOHOpa PeLunueHTy NPOBOAMUTCS C LieNIbH Y4aCTUYHOMO
UK NONHOMO 3aMeLLeHUs KPOBETBOPEHUS Nocne npo-
BEJEHNS KYPCOB LMTOCTAaTUUYECKOW U/ NyYeBoii Te-
panuu [8, 10].

B saBucumocTtn oT goHopa ['CK pasgensiloT Ha
aytonoruyHyto (ayto-TrCK) — poHopom I'CK siBnsietcs
peuunuenT, u annorenHyto (anno-TrCK) — rcK nony-
YeHbl OT POACTBEHHbIX U HEPOACTBEHHbIX LOHOPOB.
OcHoBHbIMK UcTOYHMKamu 'CK gns TpaHcnnaHTauum
aBnsaTca knetkn KM (cogepxanue NCK 1-3%) u ne-
pudepuyeckne cTeonosble knetku kposu (MCKK) —
coaepxaHue F'CK B Hopme 0,01-0,1%, nocne mobu-
nusauum — po 2%. Pexe uctoynmkom FCK cnyxut
nynoBuHHas KpoBb — cofepxaHue 'CK Ha 38-il Hefe-
ne 6epeMeHHOCTM 0KoNo 1%. KauecTBeHHbI cocTaB
TpaHcnnaHTaTa 3aBUCUT OT UCTOYHMKA €ro nosyye-
HuA. Kaxzablii ICTOYHUK UMEEeT CBOU NpeumyLiecTBa
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W HEeAOCTaTKMW, KOTOPble Npu BblibOpe TpaHCNIaHTaTa
paccMmaTpKUBatoTCA B KOHTEKCTE XapakTepa 3aboseBa-
HUMS, COBMECTUMOCTM no reHaM HLA-cuctembl, Bo3pac-
Ta, Beca peuunuenTa u goHopa [10-12].

Heo6x0aUMO OTMETUTb, YTO NOAGOP HEPOACTBEH-
HOr0 AOHOpa C ONTUMaNnbHbIMKU XapaKTepUcTMKaMu
HeBo3MoXeH ana 30% nauueHToB, YTO 06YCNOBJIEHO
annenbHbiM nonumopduamom HLA-reHoB. CHMXEHME
cteneHn HLA-coBMecTUMOCTU co3faaeT [JOMOHU-
TeNbHbIE PUCKU PAa3BUTUS TSXKENbIX OCNIOXHEHUN, a
MMEHHO, MOBbIWAeT BEPOATHOCTb pasBUTUA peakLuu
«TpaHcnnaHTaT npoTue xo3suHa» (PTNX) [10]. Mpu
MPUHATUK pelleHnus o nposeaeHun TFCK Heobxoaum
aHann3 COOTHOLLEHUSI MEXAY PUCKOM CMepTH, pa3su-
TUEM TAXKENbIX OCNOXHEHUN, CBA3aHHbIX C 3a60NeBa-
HWUeM, 1 puckom npoueaypbl TFTCK [12-14].

Ycnex Tepanum 3aBUCKUT M OT TakuX 3HaYUMBbIX PaK-
TOPOB, KakK peXuM KOHAMLNOHUPOBaHMUS, NPOGuNaKTy-
ka PTMX, conpoBoauTenbHas Tepanus, CTaTyC OCHOB-
HOro 3a60/1eBaHMA U KIMHUYECKNE OCOBEHHOCTU Eero
Teyenus [11, 15, 16].

Llenb nccneposanmsi. N3yuntb KInHUYeckue npo-
AsneHus BOC u meTofbl ero ne4yeHns Ha NnpuMepe KoH-
KPeTHOro nauueHTa.

MpuBOANM KNMHMYECKMIi cryyall cO6CTBEHHOrO
HabnioaeHus naunerTa c BOC.

Manbuuk K., 5 Mmec., Haxoauncs B neanaTpuyeckom
otneneHun I'BY «lopopckaa petckas KiMHu4Yeckas
6onbHuua Ne 1 r. JoHeuka» (FTBY FTOKB N2 1 r. [lo-
HeuKa).

MocTynun ¢ xxano6amu poguTeneit Ha USMEHEHUA B
KJIMHWYECKOM aHann3e KpoBM B BUAE aHEMUM CpeaHEN
CTENeHu TAXECTU U TPOMOOLIUTOMEHNH.

AHamHes. PebeHok poguncs ot VIII 6epeMeHHOCTH,
B cpoke rectauun 39 Hegenb. bepeMeHHOCTb Npo-
Tekana Ha ()oHe 0TEKOB GepPEMEHHbIX, XPOHUYECKOM
LMTOMEranoBupycHoii nHobekuum (LLMBW), reHeTuye-
cKoii TpoM6opunumn. | 6epeMeHHOCTb 3aKOHUYMNach
pogamMu — ManbyuK ymep B Bo3pacTe 3 MecsiLes,
CO CNOB MaTepwu, y pedeHKa Obln ANarHoCTMPOBaH feit-
Ko3 (pe6eHoKk oT nepsoro 6paka). ll, lll, IV 6epemen-
HOCTW 3aKOHYMNNUCHb MeJULMHCKUMKM abopTamu. V be-
PEMEHHOCTb 3aBepLimniach pogaMnm — mManbynk ymep
B Bo3pacTe 7 MecsueB (pe6eHoK oT BTOpOro 6paka).
VI 6epeMeHHOCTb 3aKOHYWMAcb poAamu — [eBOYKa
340poBa (pebeHok oT TpeTbero 6paka). VIl 6epemen-
HOCTb 3aBepLimnacb pofamMmm — mManbyuk yMmep B BO3-
pacTe 3 MecsiLeB, Y pebeHKa AMarHocTupoBaHa BPOX-
AeHHas LIMBW, nHeBMoLMCTHas NHEBMOHUS (pe6eHoK
OT 4YeTBepTOro 6paka). [laHHbie poAbl V, CPOYHbIE,
HOpMasbHble; OLeHKa no wkane Anrap 7/8 6annos.
Macca Tena pebeHka npu poxaerun 4300 r.
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K Tpem Mecsiam Xu3HW pebeHOK ABaxAbl nepe-
Hec KuweyHyw uHbekuuio, Bbi3BaHHY Klebsiella
pneumoniae. Mpn 06cneaoBaHnn B OTAENEHUMN BbISIB-
neHa tpomb6ouutoneHus — 50 [/n, aHemus cpepHeii
CTENEeHMN TAXECTU. B CBA3U C BbIABNEHHbIMU U3MEHE-
HUAMU B @aHann3ax KpoBM HaxoAusIcA Ha cTauuoHap-
HOM JleYeHumn B oTenieHnn oHkorematonoruu Iy «Uu-
CTUTYT HEOT/OXHOI W BOCCTAHOBUTENIbHON XUPYPrumn
um. B.K. lN'ycaka» ¢ guarnosom: octpasg LUMBW, aktus-
Hasa (asa, NepBUYHbI UMMYHOZEDULUT, AaHEMUS TH-
Xenoii CTeneHn, TPOMOOLMTONEHUS.

BbisiBneHbl nonoxutenbHbld TuTp IgM u 1gG K um-
TOMerasoBupycy, npoeefieHa nyHkuma KM. B mueno-
rpamMMe yCTaHOBJ/EHbI CNefytoLmne U3MeHeHUs: NyHKTaT
KM ManokneTtoyHblit, aneMeHToB KM (MerakapuouuTap-
HOrO M 3pPUTPOLUTAPHOTO POCTKA) HET. BO3MOXHO nepe-
pasBefeHue nepudepuyeckoii KpoBbio. 11 yTouHeHus
AMarHosa peKOMeHA0BaHO MOBTOPUTbL NyHKUM KM.
B otpeneHun pebeHky 6bin BBEAEH UMMYHOT06YIUH
HOpManbHblii yenoBeyeckmii. KoHcynbTMpoBaH NHOEK-
LIMOHUCTOM, YCTaHOBJ/IEH ANarHo3: BpoxaeHHas LIMBU,
MaHu(ecTHas reHepanusoBaHHas hopma (rematosno-
rnyeckas, neYyeHoYHas) Ha GOHe BPOXXAEHHOrO UMMY-
HogeduuuTa. [lanee pe6eHOK nepeBefieH B OTAENEHNe
uHTeHcuBHoW Tepanun I'BY TOKB N2 1 r. loHeuka ans
neyenus LUMBW. B otaeneHun nonyyan MMMyHorno6y-
JIMH YenioBeKa aHTULUTOMEranoBUpYCHbIA.

B cBA3K C TAXECTbO aHEMMWYECKOro CUHAPOMA,
TpoM6oLMTONEeHNeR, HENTPONEeHWen, OTCYTCTBUEM
NONOXMUTENbHON AUHAMUKM OT NPOBOLUMON Tepanuu
pebeHOK MOBTOPHO NepeBefEeH B OHKOremaTonoruye-
ckoe otpeneHue 'Y «IHCTUTYT HEOTOXHOM M BOCCTa-
HOBUTENbHOI xupyprum um. B.K. T'ycakar. MpoBegeHa
nosTopHaa nyHkuua KM: npenapatbl KM KneTouHble,
3PUTPOUIHDBIN POCTOK NO HOPMOGAACTHOMY Tuny. 3a-
60neBaHus CUCTEMbI KPOBM BblIM UCKITHOYEHbI. Peber-
Ky npou3BefeHa TpaHC(y3us TPOMOOKOHLEHTpaTa,
UHbY3Us UMMYHOTI06YNIMHA YeNOBEKA aHTULUTOMEra-
NOBUPYCHOTO. 111 faNbHENLWero neyeHus v Habnwae-
HUA pebeHOK nepeBefieH B neanaTpuyeckoe otgene-
Hue TBY TAKB N2 1 r. [loHeuka.

Ha MOMeHT Halero ocmoTpa obliee COCTOSHUE
peb6eHka Tshxenoe. TemnepaTypa Tena 36,7 °C, yacTto-
Ta cepfeyHblX cokpaieHuin — 111 B MUHYTY, YacToTa
AblXaHnii — 26 B MUHYTY. Bec pebeHka 9580 r. CosHa-
HUE COXpaHeHo, akTUBEH. KOXHble MOKPOBbI 61eAHble,
cnefbl BHYTPUBEHHbIX WHBEKLWIA HA KOXe BUCKOB,
NIOKTEBbIX Crubax, nyyesansicTHbIX CycTaBoB. Ha koxe
NnUa, TYNOBULLA 3NEMEHTbI Nanyne3Hon Cbinu, yyacT-
KW LWenyleHuns, efMHUYHbIE 3NIEMEHTbI NeTexnanbHoi
CbINW Ha Tynosuule. Buanmble cnmsuctboie 060104KK
6nefHO-pO30BbIe, 06bIYHOI BRaxHOCTU. Haa nerkumm
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NepKYTOPHO — ACHbI NIErOYHON 3BYK, ayCKynbTaTUB-
HO — Ny3puiibHOe AblxaHue. TOHbI cepALa npurayLleH-
Hble, pUTMUYHBIE. XXUBOT B 06bEME He yBEeNMYEH, A0-
CTyneH nanbnauuu. NeyeHb BbICTyNaeT Ha 2 CM U3-Noj,
Kpas pebepHOit ayru, ceneseHka Ha 2,5 CM HUXe Kpas
pebepHoii gyru. CTyn 1-2 pasa B CYTKM, KalunLeobpas-
Hblil. MoyeuncnyckaHue He HapyLLEeHo.

Peb6eHoK 6bin o6cnieoBaH.

B KnMHWYeCcKOM aHanm3e KPOBW Ha MPOTSKEHUH
BCEro HabnoAeHNs perucTpupoBanncb aHeMus pas-
JINYHOMN CTENEHM TAXKECTU, HENTPONEHUs U TPOMBOLU-
Tonexus (23-95T/n).

MokasaTenu 6UOXMMNYECKOro aHann3 KpoBH 6binm
B npejenax BO3PacTHON HOPMbI.

MpoBeaeHo onpeaenenne cybnonynaymm nuMmeo-
uutoB CD4 — 1628 kneTok (42,9%), 4TO COOTBETCTBYET
BO3pacTHOW HOpMe.

YnbTpasBykOBOE MCCNEAOBaHUE OpraHoOB GpioLu-
HOM NONOCTM — 6€3 NaToNOruMm.

HeilpocoHorpaMma — He3HauuTesibHas BEHTPUKY-
nogunatauus, NeHTUKyNoCTpMapHas BackynonaTtus.

9xokapanorpadums (3xoKl) — MMHUManbHas Tpu-
KycrnupanbHas v nyNbMOHanbHasi peryprutauus, abep-
paHTHas XopAa B MOMOCTM NIEBOrO Xenyaouka.

PeHTreHonornyeckoe wuccrefoBaHWe OpraHoB
rPYAHON KNeTKN — 6e3 NaTonoruu.

MauneHT KOHCYNbTUPOBaH OTOPUHONAPUHIONOIOM,
OKY/IUCTOM, HEBPOJIOrOM, anneprosioroM, UMMYHONO-
roM — AaHbl PeKOMeHJaLmMn No AanbHelwemy o6ene-
LOBaHUIO 1 NEYEHNIO.

KoHcynbTauusa reHeTuka: y pebeHka anarHocTupo-
BaH BOC. 1o TeXHMYeCKMM npuunHam crneunduyeckas
MONEKYNAPHO-TeHeTUYeCKass [UarHoCTMKa AaHHOro
CUHAPOMA He Morna 6bITb ocywecTBneHa. lpoBeaeHo
MeJUKO-TeHETUYECKOE KOHCYIbTUPOBAHNE CEMbM.

B xone TenemefMUMHCKON KOHCYbTaLum ¢ COTPYA-
HUMKaMn HauumoHanbHOro MeauLMHCKOro uccnepoBa-
TeNbCKOro LieHTpa AeTCKOW reMaTonoruu, OHKONOrmu
¥ UMMyHonorun um. Amutpus Porayesa MuH3ppasa
Poccuun (OrbY HMUL ArOU um. Omutpus Porayesa)
MOJIYYEHO 3aKNIOYEHUe: No NpefCcTaBNEHHbIM LOKY-
MEeHTaM, yUYuTbiBas OTArOLEHHbIN CeMeliHblii aHaMHe3
(cMepTb fieTeit MyXCKOro nona B MnafeH4YecTBe), Kiu-
HUYECKY CUMNTOMATHKY, 1TabOpaTOpHbIe U3MEHEHMS,
y pe6eHKa BeposTEH MarHo3 «nepBUYHbIA UMMYHOE-
GUUNTHBIA cMHApOM». PekoMeH0BaHO MONeKynsp-
HO-reHeTUYeckoe obcnefoBaHue «MaHenb UMMYHONO-
rmyeckas» u onpegenenne TREC/KREC. MpounsseaeH
3a60p KPOBW LNA AAHHOIO UCCNef0BaHusA, obpasel
KpOBW oTnpaBneH B oTAeneHne ummyHonorum Orby
HMUL, OO wm. Omutpus Poravesa. llocne nony-
YeHus pesynbTaToB FeHeTUYECKUX UCCNeAoBaHuin no-

PRACTICAL NOTES

BTOPHO NpoBeAeHa TeNeMeuLMHCKasa KOHCYnbTalus
C COTPYAHMKAMK AaHHOTO yupexneHus. MonyyeHo 3a-
K/0YeHUe: No faHHbIM NPOBESEHHOI0 reHeTUYECKOro
o6cnefoBaHWA y NauneHTa NOATBEPXAEH NePBUYHDbI
uMMyHogebuumnt: BOC. EAMHCTBEHHBIM KypaTUBHbLIM
METOAOM fieyeHus asnsetca nposeaeHue TICK ot He-
POLCTBEHHOIO MU ranionAeHTUYHOIO OHOPa.

MpoBefeHa TenemMeguUUHCKAA KOHCYnbTauus ¢
COTPYAHWKAMM POCCUNCKOMN [EeTCKOW KNMHWYECKOI
60nbHULbI PefepanbHOro rocysapcTBeHHOro 6H4-
XETHOro 06pa3oBaTeNIbHOr0 y4YpeXAeHUs BbICLIEro
o6bpasoBaHus «Poccuitickuit HaLWOHaNbHbLIA Uccne-
JOBATENbCKUIA MEAULMHCKUIA YHUBEPCUTET UMEHU
H.W. MNMuporosa» MuHsgpasa Poccun (POKB ®rb0Y
BO PHUMY um. H.W. Muporosa). 3aknounTenbHblii
AMarHo3 no pesynbTaTam KOHCYNbTaluW: NepBUYHbIiA
uMmyHogeduunt. BOC. BpoxaeHHasa LUMBU. Anemus
Nerkow cTeneHu TsxxecTu. [lucnnactuyeckas Kapamo-
natus. PeKOMeHA0BaHO MPOLOMKUTD Ha3HAYEHHYI0
Tepanuio, npoBectu HLA-TunupoBaHue pebeHka, po-
JuTenen, HayaTb NOUCK COBMECTUMOro foHopa KM
C nocnegywowumM nposefeHnem TpaHcnnantauun KM
(TCK). lna KoppeKunu TpOMGOLMTONEHUMN Lieneco-
06pasHo HasHayeHWe POMUNIOCTUMA UK 3NTPOMGO-
nara. TpaHcdysus TPOMOOLMTOB NOKasaHa Jinlib B
cnyyae KpOBOTEUEHMIA.

B oTaeneHnn pe6eHOK nonyyan BanraHUUKIOBMUP,
Ko-TpMMoKcasosn, GpnykoHason, konekanbuudepon,
TpaHchy3un TPOMOBOKOHLEHTpaTa, UMMYHOTI06YNH
HOpPManbHbI YeN0BEeYECKMIA, MpenapaTbl Xenesa.

[MpoBefeHa NOBTOpHasA TeneMeauLUHCKas KOH-
cynbtauus POKB ®rb0Y BO PHUMY um. H.U. Mupo-
rosa. [lmarHos npexuHuin. 3aknyeHue: npoBegeHme
ranfongeHTMYHon TpaHcnnantaumm KM nauymeHTty c
JaHHbIM ANarHo30M HeCeT OYEeHb BbICOKMIA PUCK pas-
BUTMA XU3HEYTPOXAOWMNX OCNIOXHEHUN, YTO AenaeT
ero Lienecoo6pasHocTb COMHUTENbHOW. PekoMeHpo-
BaH NOWUCK HEPOACTBEHHOINO0 COBMECTMMOrO AOHOpa
KM, npoBoaumoe nedyeHue (pOMUNNOCTUM, UMMYHO-
rno6ynnH HOpManbHbIA YeNI0BEYECKUI, BanNraHLUKIIO0-
BMP, KO-TPUMOKCA30/1) NPOLO/IKMUTD.

PebeHKy 6blnia HayaTa Tepanus pPOMUNAIOCTUMOM —
8 BBEeIEHMWIA.

B Bo3pacTe 1 rog 6 MecsLeB nayueHT nocTynun B
KnuHuky «HWUW peTtckoit OHKOMOrMM, remaTonorum u
TpaHcnnaHTonoruu um. P.M. Frop6ayesoii» (HUN AOTmT
uM. P.M. Top6ayeBoit) B y0BNETBOPUTENIBHOM COCTOS-
HUW Ans 06cnefoBaHUA W PELIEeHNst BOMpoca O NpoBe-
LeHnn annoreHHoi TpancnnaHtauun KM. Ha MomeHT
NOCTYNJIEHUS B remMorpaMMme Habntofanacb aHemus
CPeAHeil CTeneHn TsXecTH, TpoMobouuToneHus 1V cre-
neHu. B cBs3W ¢ BblpaXXeHHON TpPOMOGOLUTONEHUEN
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nalueHT HaXoAWNICA Ha Tepanun pOMUNAOCTUMOM, KO-
Topas 6blia NPUOCTaHOBJIEHA B CBA3U C OTCYTCTBUEM
npenapaTa. MHGeKLMOHHbIE OCNOXHEeHUs NpefcTaB-
NeHbl BpoXxaeHHoii LLIMBW, reHepanusoBaHHas Gopma.
Monyyan Tepanui BaHraHUMKIOBUPOM. YuuTbiBas
XapaKTep 1 TeyeHne 3a60neBaHus], NaLNeHTy 6b1J10 No-
KasaHo nposegeHune anno-TI CK. AKTBMpoBaH NMouck
J0HOpa B POCCUINCKOM perucTpe.

HaiifjeH NONHOCTbIO COBMECTUMbIi HEPOLCTBEH-
Hbll fOHOp. Pe6eHoK 6bln rocnuTann3upoBaH Ans
nposefeHus anno-TI CK. PexxuM KOHAMUNOHUPOBAHMA
HeMmuenoa6naTtueHblii FluTreoThio nepeHec oTHocH-
TesIbHO YAOBNETBOPUTENbHO. HepoacTBeHHas anno-
TICK oT nonHOCTbKO COBMECTMMOrO [JOHOpa 6bina
BbinonHeHa. MctouHuk TpaHncnnaHtata — KM. Mpo-
unakTuky PTIX, BBELeHWe NpenapaToB nepeHec 6e3
HEnocpeACTBEHHbIX OCIOXHEHWN.

PaHHUI nocTTpaHcnnaHTaLMOHHbIA Nepuoa oc-
NOXHUNCH TEYEHNEM MYKO3MTa XenyAo4HO-KULIEYHO-
ro Tpakta (XKKT) II-1Il ctenenu. C 6-ro AHA nonyvan
yacTWYHOe napeHTepanbHoe nutaHue. MepBas BoNHa
(GebpunbHON HeliTponeHUn — ¢ 9-ro AHA C OTBETOM Ha
AMMUPUYECKYIO aHTMBaKTepuanbHylo Tepanuio, anu-
peKcus JOCTUrHYTa 6blna K 11-My HI0.

NHbEKLMOHHbIE OCNOXHEHUA — acneprunnes ner-
kux. Ha oHe aTMOTPONHOIA Tepanuu JOCTUTHYTa Moso-
XUTeNbHas AWHaMKUKa B BULE Perpeccun paHee MMero-
LLMXCS 04aroB Mo faHHbIM KOMMbIOTEPHON TOMOrpaduum.

BoccTaHoBneHue AOHOPCKOr0 KPOBETBOPEHMSA
no TPOMGOLMTApHOMY POCTKY (6osee 20 Tbic./MK)
3auKcupoBaHo K 14-my gHto. TpoM6ouuTbl 6onee
50 Tbic./MKn — K 16-My AHto, 6onee 100 Tbic./MKN —
K 21-my gHto. [1o neikouMTapHOMyY pOCTKY BOCCTaHOB-
NeHne KpOBETBOPEHUS 3aUKCMPOBAHO Ha 22-1 fieHb,
no HenTpodunaM — Ha 23-il AeHb.

TpaHcnnaHTaT NPWXKUICA CaMOCTOSTENbHO, 6€3 CTu-
MYNSALMK rPaHyNoLMTapHbIM KONOHUECTUMYNUPYIOLMM
(GakTopoM Ha 25-if AeHb, XMMepPN3M MOJHbI JOHOPCKUIA.

Mpu Tepanuu octpoii PTMX | ctenenun (koxu Il cTe-
NeHn) ¢ 25-ro AHA NOYYeH NOMHbIA OTBET Ha Tepanuio
CUCTEMHbIMMU FNIIOKOKOPTUKOCTEPOUAMMU.

TpaHcnnaHTaT QYHKLMOHMPYET YAOBNETBOPUTEND-
HO, XMMEepU13M NOJHbIA AOHOPCKUIA, reMaTpaHC(y3MOHHO
He 3aBucKM. [poBefeHa 6asncHas UMMYHOCTUMYIUPY-
toLasn Tepanus: Takponumyc, MukodeHonat Modetuna.

MauneHTy 6bin YyCTAHOBNEH CNEAYHOWMIA KINHUYe-
CKWIA JnarHos.

OcHoBHoJi. MepBnYHbIA MMYyHoZeduuunT. BOC (My-
Tauus B WAS-reHe B roMO3MrOTHOM COCTOSIHUM). Anno-
reHHas HepoAcTBeHHas TpaHcniaHTauma KM.

OcnoxHeHue. [IBYCTOPOHHAA NONMCErMeHTapHas
NMHEBMOHUSI CMelaHHoii aTuonorun (LLMBU, Actino-
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SAMETKHU U3 NMPAKTUKHU

myces spp., Streptococcus salivaris). BeposiTHbI MHBa-
3UBHbIi acneprunnes nerkux. MoctymroctaTuyeckas
naHuuToneHus (aHeMus TAXeNoii cTeneHu, TPOM6O-
uutoneHmus IV cTeneHn, HeidTponeHus IV ctenexn).
Mykosut XKT II-1ll ctenenun. GebpunbHas HeliTpone-
Hus. OcTpas PTIX | cTenenn (koxa Il ctenewu), non-
Hblit oTBeT. Kononusauus XKT Klebsiella pneumoniae,
Esherichia coli, Candida lusitaniae. KonoHunsauus 3eBa
Str. viridans group, Str. epidermidis. UHdekuua moye-
BbIBOAAWMX NyTeil, 6ecCUMNTOMHAn 6aKTepuypus
(Str. epidermidis, Enterocccus faecalis). PeakTuBauus
LIMBMW, xpoHnyeckoe TeyeHue.

ConytcTBytowmi. Hanuuue gpyrux TpaHcnnawueHTu-
POBaHHbIX OpPraHoB W TKaHeiA.

MpoBefeHHas Tepanus: KOHLEHTpAT TPOMOOLUTOB,
WMMYHOrN06YNNH HOPManbHbIN YeNO0BEYECKUIA; XUMUO-
Tepanus: nyaapabuH, TpeocynbdaH, TMOTENA; UMMY-
HOCYNpeccuBHas Tepanus: TakpoaMMmyc, MuKogeHona-
Ta ModbeTun, METUANPEAHU30O0H; CONPOBOAUTENbHAS
Tepanusa: oMenpason, LUunpodnokcaLnH, aLumKioBup,
BOPMKOHA30/, KO-TPMMOKCa30/1, NaHKpeaTUH B MUKPO-
rpaHynax, uedonepasoH ¢ cynbbakTamoM, raHLUNKIIO0-
BUP, annonypuHon, GaykoHa3on, napaLeTomon.

MauneHTy aaHbl peKOMeHaaLuu:

°* HabnAeHWe NneguaTtpa, remaTtonora, MIMMYHOJIOra;

® MPOAOMKNUTbL NPUEM TaKkpoaMMyca, MukodeHonara
modeTuna, GonneBon KUCNOTbI, BanraHLNKII0BU-
pa, BapMKOHa30/a, KO-TPUMOKCa30a, NaHKpea-
TWHa, OMenpasona; Npu CHUXeHUNn ypoBHA 1gG
MeHee 4,0 r/n peKkOMeHA0BaHO NpoBejeHue 3a-
MEeCTUTENbHOI TPaHC(Y3UN UMMYHOT06YIMHOM
HOpMasbHbIM YEI0BEYECKNM,;

® KOHTPO/b aHaNN30B: KJIMHUYECKNIi aHann3 KPoBMH,
OMOXMMUYECKMIA aHaNU3 KPOBM, 0OWMIA aHanus
MOYM, KONMYECTBEHHAsA NONMMepa3Has LienHas pe-
aKuusa K LMTOMeranoBupycy, Bupycy dnwreiHa-
bapp, Bupycy repneca, onpegeneHue yposHs IgG;

° fleyebHas QU3KyNbTypa, peabunuTaLns, BbICOKO-
KanopwuiiHas, BbICOKONPOTEMHOBASA, runoannep-
reHHas aneta;

® IMMYHOMOAYNIITOPbI N BHYTPUMBILEYHbIE UHBEK-
LMK MPOTUBOMNOKA3aHbI;

® MeJULWHCKNIA 0TBOJ, OT BaKLUHALMY;

® noBTopHaa rocnutanusauma 8 HUWU LOTMuT
uM. P.M. T'op6ayeBoil ANt KOHTPOJIA NPOBEAEH-
HOW Tepanuu.

BbiBoAbl. TakMM 06pa3oM, 0CO6EHHOCTbIO JaHHOTO
cryyas SIBNSIETCSA Hannyue y naLumeHTa Kiaccuyeckoii
Tpuagbl CUMNTOMOB, xapakTepHoit gns BOC (ak3eMa,
Tpom6oLuUTONEHNs, UMMYHOAEDULNUT), C NOATBEPXKAE-
HMEM AnarHosa npu NOMOLLM MONEKYNSPHO-TEHETUYe-
CKOro uccnepoBaHus. YkasaHo, YTo B X0fe neyeHus
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pe6eHKa KOMOUHUPOBaHHas Tepanusa MHOEKLMOHHbIX
NpOsIBNEHUA LAHHOTO NEPBUYHOIO UMMYHOLE(DULMTA,
9K3eMbl, 3aMecTUTeNIbHas Tepanusi BHYTPUBEHHO UM-
MYHOT/100YIMHOM, TPOMGOKOHLIEHTPAaTOM NO3BOSIUAU
J06UTHCA NULb BPEMEHHOTO NONIOXUTENBHOTO 3 dek-
Ta. B npeacTaBneHHOM KIMHUYECKOM Npumepe akTy-
anbHbIM ABNSETCA ONUCaHWEe 3TanHOCTU NPOBefeHUs
Tepanuu nauueHTy, KOTopas, HeCMOTPS Ha BbICOKNIA
PUCK Pa3BUTMA XM3HEYTPOXAKLMUX OCNOXHEHMWIA, 3a-
BepLmMnach npoBefeHneM HepofcTBeHHOW ano-TICK
OT MOJIHOCTbKD COBMECTUMOrO HEPOACTBEHHOIO [OHO-
pa. B xoge nocnepytowiero HabnioAeHns 3a pe6eHKoMm
ObIN0 YCTaHOBNEHO, YTO, HECMOTPS Ha BCE BO3MOXHbIe
PUCKU Pa3BUTUS OCNOXHEHUI, BbIIO JOCTUTHYTO YA0B-
neTBOPUTENbHOE PYHKLMOHUPOBAHNE TPAHCMIaHTaHTa
C BOCCTaHOBNIEHWEM KPOBETBOPEHMS N0 TpOMbOLMTAp-
HOMY pocTKy. W3yyeHue npeAcTaBNeHHOr0 KJIMHUYe-
CKOro npumepa noMOXeT NoBbICUTb 3PGEKTUBHOCTb
paHHeii gnarHoctukn BOC n cBoeBpeMeHHO BbICTPO-
UTb NPaBWU/bHbINA NAaH NeYeHUs nalueHTa.

AOMNOAHUTEABHAA UHOOPMALUA

Bknap aBTopoB. Bce aBTOpbl BHEC/U CYLECTBEH-
Hblll BKN1ag B pa3paboTKy KOHLenumu, NPOBeAEHNE 1C-
cnefoBaHWA U NOATOTOBKY CTaTbW, MPOYAM M 0806pU-
nu GMHaNbHYIO BepcUto Nepep nybnmkaumeil.

PRACTICAL NOTES

KoHdnuKT MHTepecoB. ABTOpPbI JeKNapupyoT OT-
CYTCTBME ABHbIX U NOTEHLMANbHbIX KOH(JIMKTOB UHTE-
pecoB, CBA3aHHbIX C Ny6iMKaLnen HacToAL el CTaTby.

WUcTouHuK puHaHcMpoBaHua. ABTOPbI 3aABNAIOT 06
OTCYTCTBMM BHELIHEro GMHAHCMPOBaHUSA NpW NpoBe-
LEeHUM UccneaoBaHms.

WHdopmupoBaHHOe cornacue Ha ny6aukaumio.
ABTOpbI NOMYYUN NUCbMEHHOE COrnacue 3aKOHHbIX
npeAcTaBuTeneli nauMeHTa Ha NybnuKaLnio MeguLnH-
CKMX AaHHbIX.
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