Short Reports

KpaTtkue coobwieHus

BOM BO3pacTe MaHWGECTUPYIOT HOBEHWAbHbBIM MAMONaTUye-
ckuit apTpuT (KOWA), NnpU3HaHHbBIV CaMbIM UHBAAWMANUIUPYIOLLIMM
3aboAeBaHUEM CPEAM PEBMATUUECKMX BONE3HEN AETEW, U XPO-
HUYECKUI PEeLMAMBUPYIOWMK MYABTUDOKAABHBIN OCTEOMUEAUT
(XPMO), koTopblit, BepOSITHEE BCETO, CTAA CAEACTBMEM HapyLLe-
HUS UIMMYHOBOCMAAUTEABHOrO OTBETA, COMPOBOXAALLErOCA
YCUAEHHOW NPOAYKLMEN NPOBOCNAAUTEABHbIX LLUTOKUHOB.

KanHuueckui cayyam. Manbunk M., 15 aet, 02.09.2021
noctynua B Mopo3soBckyto AI'KB ¢ xanobamu Ha 60Ab B Ta3o-
6eApPEHHbIX, KOAEHHbIX CycTaBaX, OCTPyt0 6OAb B LLEE U CMUHE,
0TKa3 OT XOAbObI.

M3 aHamHe3a: pebeHOK POAMACS eCTECTBEHHbLIM MNyTEM Ha
32-33-11 Hep, BO Bpems 6epeMeHHOCTH Y MaTepu bbiAa yrposa
BblKMABILLA. DU3MUYECKM PA3BUT (YUMACH B LLKOAE OAMMMIUMCKO-
ro pesepsa). C paHHero AeTcTBa NPOSABAEHWUS aAAEPTUN B BUAE
aToMNMyeckoro AepmaTtuTa, MOAAMHO3a, C 6 AeT — OPOHXWTbI
C aCTMaTUYeCKUM KOMMOHEHTOM. PaHee HEeOAHOKpPATHO Haxo-
AUACSI Ha CTAUMOHAPHOM AEYEHUU C NMHEBMOHMEW, Bbl3BaH-
HOW MWKOMNA@3MEHHON U XAAMUAMMHOW WMHPEKUMAMM, TakxKe
B aHaMHe3e MpUCYTCTBYET TMMNEPCEHCUTUBHbBIA MHEBMOHMWT.
B mapte 2017 r. no pesyastatam KT npoBeaeHa 6Guoncus
Aerkoro, 6biAn o6HapyxeHbl HCI. B 310 xe Bpemsi y pebeHka
nosiBUAWUCH NepBble 60AM B NpaBoM Ta3obeApPEHHOM CycTaBe,
KOTOpble CBA3bIBAaAM C BHEAETOYHbIMU MPOSIBAEHUAMU CapKO-
MA03a Aerkux. MaumeHT HEeOAHOKPATHO roCMUTaAM3MPOBAACH
ANST AEYEHUS] YCTAHOBAEHHOIO AMAarHo3a «CapkoMAO3 AErkux
C BHEAErOYHbIMU NPOABAEHUSIMMUY.

Pe3yAbTaTbl MHCTPYMEHTaAbHOrO 06CAEAOBAHWA: MarHwT-
HO-pe3oHaHCHas Tomorpadus LWEeNHOro OoTAena MO3BOHOYHU-
ka (MPT) — BblpaxeHHasa pecTpykuua Tena C6 no3BOHKa
C HaAWuMeM MSITKOTKaHHoro cybctpata, 6bina BbIMOAHEHA Kpa-
eBan pe3eKuMsi N03BOHKA ¢ BMONCUEN; INEKTPOKapAMorpadus
(3KI) — npu nocaeonepaLMOHHOM 06CAEAOBAHMU BbISIBAEHbI
CUHycOBasi apuTMus, BpaanMKapAWs, CUHAPOM PaHHer peno-
ASIPU3ALIMKN KEAYAOUKOB; BUAeoTpaxeobpoHxockonus (BTBC) —
AMOPY3HOE AerovHOE KPOBOTEUEHUE; BEHTPUKYAOTpadUa Cepa-
ua (Bl — okKAKO3K1SI BEPXHEAOAEBOIN U CPEAHEAOAEBOW MPaABOM
AETOYHOM apTepuu, pacliMpeHue OPOHXMAAbHbLIX apTepui.
PeHtreHorpadms aerkux — B nepuoa ¢ 16.09 no 21.09.2021
HabAtopAaAach OTpuUaTEAbHAs AMHaMUKa B BMAE HapacTaHus
WHTEHCMBHOCTU 30H MHOUALTPALMK, NeprbBPOHXOBACKYAAPHbIX
WHOUABTPATUBHBIX WM3MEHEHWW B HUWXHEMEAWAAbHbIX OTAE-
Aax ¢ 06eux CTOPOH, HAAWUWMA BbINOTa B NPaBoOW NAEBPaAb-
HOWM MOAOCTM, YMeHblueHUsi obbema npaBoro Aerkoro, npa-
Bbll KOpPEHb Ha GOHE M3MEHEHWW He AMddepeHuUMpoBancs,
AEBbIM KOPEHb MOHWXEHHOW CTPYKTYPHOCTH, CybcermMmeHTapHble
ateneKkTasbl, GUMOPO3HblE U3MEHEHMS. KoMMblOTEpHaAs TOMO-
rpadua (KT) — kapTMHa MNOATBEPAMAA PEHTIEHOAOMMUYECKOoe
3akAoUYeHWe. MomMUMOo 3Toro, HabAtOAAAOCh YBEAMUYEHUE pas-

Mepa AMmdatMyeckux ysnoB (AY), He BHU3yaAU3UMPOBAAUCH
BETBW AEroyHow aprtepumn (NA) K BEPXHEN U CPEAHEN AOAAM
cnpaBa, NA K HWXHEW AOAe cnpaBa cyxeHa. CumHTUrpadusa
KOCTEM CKeAeTa B 2 MPOEKUMAX — aCUMMETPUS HaKOMAEHWSA
paarvodapmakorormyeckoro npenapata (POM) B obractu rpy-
AVHO-KAKOUMYHBIX COYAEHEHWI, CTEPHAABbHbBIX OTAEAOB KAIOUML,
aKpPOMMUAAbHBIX OTPOCTKOB, BGOAbLUMX BEpPTEAOB OGeApPEHHbIX
KocTen. AN MOPdOAOrMUECKON BeprdUKaLumMK AMarHosa bbina
BbINOAHEHA B1oncus, No peadyAsTatamM rMCTOAOTMYECKOro UCCAE-
AOBaHUA anarHoctuposaH XPMO. Sxokapanorpadus (AxoKr) —
CTPYKTYPHBIX YU FEMOAMHAMMUUYECKUX HaPYLLEHWUI BbIABAEHO He
6bIAO, HaMAEHA AOMIOAHWUTEABHAA TpabekyAa AEBOTr0 XEAYAOUKA.

AaHHble AabopaTOpPHbIX WMCCAEAOBaHWI: TPOMOOUMTOS,
abCOAOTHbIV MOHOLMTO3, AMMPOLMUTO3, HENTPODUAES, NOBBILLIE-
Hue CO3 po0 25 MM/ u, runepdocdaTemus, NnoBbieHre pubpu-
HoreHa Ao 5,46 r/A, C-peaktuBHbIM 6enok (CPB) — 50 mr/a,
noBbllieHne AYTB, TpPOMOMHOBOrO BPEMEHMU, FMNOKOAryAaLMa
no NMTU — 43%, peBMaTonAHbIM GaKTop OTpULLATEABHBIW, I18G —
15 r/n, 1gA — 3 /A, 1M — 1,6 /A, TEHAEHUMA K rTMnepramma-
rAOBYAMHEMUK Ha GOHE TEKYLLETO aKTUBHOIO BOCMAAUTEABHOTO
npouecca npu rocnutaamdaunu, UOT anmdountos CD3* —
76%, CD4* — 39%, CD8* — 33%, CD19* — 8%, NK — 12%,
He3HauUTEAbHOE CHWXEHUE B-aumbounToB.

PebeHOoK BbIA KOHCYALTUPOBAH BPaAYOM-reMaToAOroM, PeB-
MaTOAOrOM — Ha3HauyeHa MyAbC-Tepanusa FAKOKOKOPTUKOCTEPOU-
pamu (FTKC) no 1000 mr B/B kaneAbHO. Bpauom MMMyHOAOrOM-
ANAEPTOAOTOM ObIAO BBIABUHYTO NPEANOAOXEHWE O BO3MOXHOM
HapyLleHun ¢GyHKuMmn daroumtosa. poBoAMAGCE MMMYHOCY-
npeccuBHas Tepanusa — cyAbdacanasuH, MyAbc-Tepanusa —
METUANPEAHU3OAOH, MPEAHU3OAOH, aHTUKOAryAiLLMOHHAA Tepa-
nua — renapuH, aHTMbakTepuanbHas Tepanusi — uedenum,
AMHE30AMA, a3UTPOMUUMH, Tepanua HIMBC, nHrMbutopbl npo-
TOHHOW MOMMbI AN MPEAOTBPALLEHUA BO3HUKHOBEHMS HIMBC-
racTponatmu, aHTMapuTMUYecKasa Tepanust — Kaaust acnapru-
HaT, PeryATop kanbLneBo-gpochopHOro obmMeHa — KanbLmi D.

Mpw BbINUCKE COCTOSIHWE YAOBAETBOPUTEABHOE, AUXOPAAKa
KynMpoBaHa, KpOBOXapkaHbe YMEHbLUMAOCb, OOAEBOM CHH-
APOM perpeccuMpoBan, HO OTMeYaeTcsi YMepPeHHblt 6oAeBOM
CMHAPOM B LLEWHOM OTAEAE MO3BOHOYHWUKA. PebeHOK BbinucaH
C OCHOBHbIM AuarHosom: «M08.0 KOBEHWAbHbIM mMamMonaTuye-
CKWUW apTpuT, OAMFOaPTPUT, CAKPOUAEUT, aKTUBHOCTb 1-2, peHT-
reHoAorMyeckas Crapma 2. XPOHWUYECKUWA PELMAMBUPYIOLLMI
MYAbTUDOKAAbHBIM OocTeomMuennT». ConyTtcTBytoliMe 3abone-
BaHusA: D86.0 Capkonpao3 Aerkux. BHyTpMOBOAbHMYHAA NpaBo-
CTOPOHHASI NOAMCErMEHTapHass NHeBMOHUSA. MaeBpuTt. OcTpas
pecnupaTopHas HEAOCTAaTOYHOCTb 2-1 CTEMNEHMU.

3akAaoueHue. [1peACTaBAEHHbIM KAMHUYECKUI CAyyai
WMHTEPECEH COYEeTaHWEM MMMYHOMATOAOTMI, KOTOPbIE, MPEANO-
AOXMTEABHO, MMEOT EAMHBIN MCTOUYHUK MPOUCXOXKAEHUSA.

BOAE3Hb BUAMAEBPAHAA, BUTAMUH-B,.-AEOPULUUTHAA AHEMUA
Y AEBOYKU-NOAPOCTKA C HEAUGDEPEHLIUPOBAHHOM
AUCNAASUEN COEAUHUTEABHOM TKAHU

OraHsaH B.I.
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AKTyanbHOCTb. Bone3Hb BuanebpaHpa aBasieTcs 3abone-
BaHWEM CUCTEMbI FremMocTasa, KOTopoe HacAeAyeTca Mo ayTo-
COMHO-AOMWH@HTHOMY WAU @yTOCOMHO-PELECCUBHOMY TUMy
N NPOABAAETCS YaCTUUHbIM KOAMYECTBEHHBIM WAW MOAHbBIM
AeduumMToM daktopa BuanebpaHpa (PB), a Takxke ero kade-
CTBEHHbIMW HapyLIEHUAMMU.

Xapakrepuayetca NOBbILIEHHOM KPOBOTOYMUBOCTbIO, CAU-
3UCTO-KOXHbIMU MPOABAEHUAMU B BUAE IKXMMO30B, a Takxe
MeHopparnamMmm, HoCcoBbIMU, AECHEBbIMU N KULLEYHbIMU KPO-
BOTEYEHUAMMN.

LleAblo AeueHMa naumMeHToB ¢ HOAE3HbIO BI/II\/\eﬁpaHAa
ABAAETCA Npexae BCEro Hopmaamsauua arpel’aLl.VIOHHOVI DYHK-



umMn TpomboumnToB M ypoBHA @B, VIII dpakTopa cBepTbiBaHMA
KpOBM B NAa3Me.

KAMHuueckui cayvai. MNauveHtka L., 17 AeT, noctynu-
Aa C Xanobamu Ha crabocTb, BSIANOCTb, CHWXEHWE annetuTa,
FOAOBOKPYXEHMSA, CHUXEHWe paboTocnocobHOCTH, «MypaLLKu»
no TeAy, 4YyBCTBO 316KOCTWM, 0OWMAbHble MeHopparvu, nepuo-
AMYECKM BO3HMKAIOLLME CUHSIKM Ha KOXE KOHEYHOCTEM, peA-
KWe HOCOBble KpOBOTEUeHUs. AeBOYKa MpeAnoynTaeT Bereta-
PUAHCKUI CTMAb MWTaHWA. BbiIAM Ha3HauyeHbl AabopaTopHble
N MHCTPYMEHTaAbHbIE METOAbI MCCAEAOBAHMS, B XOAE KOTOPbIX
3an0A03PUAM HaAMune 6oae3HU BuanebpaHaa.

M3 aHaMHe3a XWM3HU U3BECTHO, 4To pebeHok oT 2-i bepe-
MeHHOCTH (1-1 — 3aMepLuas). PaHHee pa3BnTHe 6e3 0coOHEHHO-
CTEN, C POXAEHUS BbICAYLLUMBAACSH HEOOABLLON CUCTOAMYECKMI
LWyM Ha Bepxylke cepaua. MNpu obcaepoBaHum B 7 AeT ObiA
BbIABA€H MpoAanc MUTpaAbHOro kaanaHa (MK) 1 B AMHamu-
Ke uyepe3 rop — MUKCOMAaTO3Hble WM3MeHeHUs1 CTBOpok MK.
Y AeBOYKM HABAKOAQIOTCA PEAKME HOCOBbIE KPOBOTEUYEHWS M3
OAHOWM HO3APU AAMTEABHOCTBIO A0 10 MUH, OCTaHaBAMBatOLLIME-
€A caMocCToATeAbHO. Takxe oTMevatoTca 0O6WMAbHbIE MEHCTpYa-
uMKn ¢ 12 AeT, ANMTEABHOCTbBIO A0 7-8 AHEN, nepBble 5 AHEN —
o4yeHb 0BUAbHBbIE.

N3 cemerHOro aHamHesa M3BECTHO, YTO Y MaMbl TakxXe
OTMEYaAOCb 4YacToe MNOSIBAEHWE CUHSAKOB M 3KXMMO30B Ha
KOXe MPU HEe3HAUYUTEeAbHbIX TpaBMax, MEHCTpyauumu HOCUAM
06WAbHBIN xapaKrep. B HacTosillee BpeMs OHa MOAy4YaeT rop-
MOHaAbHYO Tepanuto (KOMOUMHWPOBAHHbIE OPaAbHble KOHTPa-
LenTuBbI).

Mpn ocmoTpe: obliee COCTOAHWE CPEAHEN TAXECTW, CAa-
60CTb M ApyrMe NpU3HaKW acTeHOBEreTaTBHOMO CUHAPOMA.
AeBOuYKa BbICOKOMO pPOCTa, aCTEHWYECKOTO TEAOCAOXEHUSA,
C HapyLWEeHNEM OCaHKN (KUPOCKOAMO3 FPYAHOrO OTAEAa MO3BO-
HOYHMKa). OTMeyvatoTes TMNEPMOBKUABHOCTL CyCTaBOB, apaxHo-
AakTUAMA. Temnepatypa Teaa npu ocmotpe — 36,7 °C, uBer
KOXHbIX MOKPOBOB BAEAHOBATbIN C XEATOBATbIM OTTEHKOM, MOA-
KOXHO-KMPOBas KAETUYaTKa BblpaxeHa crabo. Ha koxe 60KoBoM
NoBEPXHOCTU Beaep 0bHapPYXEHbl 3KXMMO3bl A0 3 cM 1 Boree
B AMAMeTpe B CTapMM paspelleHus. Ha koxe 6eppa, roneHew,
NPEANAEUYNIA BbIABAEHbI CUHAKN AnameTpoM 1-1,5 cm.

Mpy ocMoTpe reHeTUKOM OblAM 3anoAO3PEHbI CUHAPOM
MapdaHa, roOMOLMUCTUHYPUSA, BCAEACTBME YETO PEKOMEHAOBAHO
MeAMKO-TEHETUYECKOE 0OCAEAOBaAHME.

Taknm 06pa3omM, UMeeTCa OTAroLEHHOCTb MO remMopparu-
YECKOMY CUHAPOMY (CUHSAKK, 3KXMMO3bl Ha KOXE KOHEYHOCTEMN,
HOCOBblE KPOBOTEUYEHUS, OOUAbHbIE MEHOPPArumn) C HacAea-
CTBEHHOMN NPEAPACMNOAOXKEHHOCTLIO MO MaTePUHCKON AMHUK.

YuuTbiBasi A@HHble aHaMHe3a, Xanobbl U pe3yAbTaTbl 0CMO-
Tpa, NaumeHTKe BbIAM Ha3HauYeHbl KoaryrorpamMmma ¢ paclumMpeH-
HOM MaHeAbto TECTOB U BUOXMMUYECKME UCCAEAOBAHUSI KPOBH.

PaclwmpeHHasa koarynorpamma: npoterH C — 75% (70-
140%), npotenH S —97,4% (60-140%), D-aumep — 0,16 MKr/MA
(< 0,5 MKr/mA), aHTuTpoMbuH Il — 108% (75-125%); DC:
VII — 82% (50-150%), VIII — 27% (50-150%), XIl — 50%
(50-150%); dpaktop BuarebpaHpa — 24% (50-150%), arpera-
uMsa TPOMBOUMTOB B HOpMe, TecT ¢ puctouetMHom — 11 U (a0

20 U), AYTB — 36 ¢ (25-35,5 ¢), npotpoMbuH no KBuky — 54%
(70-120%).

OAK: RBC — 3,9 x 1012/A (4,0-5,5 x 1012/A), Hb — 115 /A
(120-140 r/A), MCV — 92 o¢n (78-90 ¢A), MCH — 31 nr
(26-34 nr), MCHC — 344 r/an (310-360 r/A), TpomMb0LIM-
Tl — 163 x 109/A (150-350 x 109/a), WBC — 5,6 x 109/
(5-9 x 109/A); HENTPOPUAbHbIE AeMKOUMTbE: n/a — 1,5%
(1-6%), c/a9 — 49% (47-72%); ammooumTtbl — 39,2% (19-
39,5%), MoHOUMTbI — 9% (3-11%), 303MHODUALI — 1,8% (0,5-
5%), 6a30duAbl — 0% (0-1%); abCOAHOTHOE YMCAO AUMPOLIMTOB:
HenTpoduabl — 2,8 x 109/a (2,04-5,8 x 109/A), AMMPOLNTHI —
2,2 x 109/a (1,2-3 x 10%/A), MoHOUMTBI — 0,5 x 109/A (0,09~
0,6 x 109/h), 303uHOdGUAbI — 0,1 x 109/A (0,02-0,3 x 109/h),
6a3oduabl — 0,001 x 109/a (0-0,065 x 109/a); CO3 — 6 MM/ Y
(5-10 mm/u).

BUoXMMUSE KpoBU: Henpsimon 6uAnpyduH — 30,5 MMOAb/A
(0-13 MMOAb/A), npaMon OGUAMPYOUH — 35,9 MMOAb/A
(5-21 mmoAb/A), peppUTUH — 40 MKMOAL/A (11-29 MKMOAb/A),
CPb — 0,49 wmr/n (0-6 wmr/a), XC — 3,5 mmonb/A (3,1-
6 mMmonb/A), NAI — 198,2 Ea/A (100-190 Ea/A), BUTAMUH
B, — 98,4 nr/ma (214-864 nr/mA) BUTaMuH By (doanesasn
Kkueaota) — 2,8 Hr/MA (1,2-8,8 HI/MA).

MHCTpyMeHTanbHble MccaepoBaHus: 1) OxoKlI — HepeBma-
TUYECKOE NOPaXeHWe MUTPaAbHOIO KAanaHa, HEAOCTAaTOYHOCTb
MWTPaAbHOrO KAanaHa | cteneHu, npoAanc MUTPaAbHOrO Kaana-
Ha Il cteneHu; 2) Y3W opraHoB 6PHOLLIHOM NOAOCTU — yBEAUYe-
HWe nevyeHun (+1 cm).

Mo pesyabTaTam 06CAEAOBAHWA BbIABAEHbI YMEPEHHbIN
AeduumnT daktopa BuarebpaHpa B couyeTaHUM ¢ AedULUTOM
VIl daktopa cBepTbiBaHWA KPOBW, BUTaMUH-B,,-AeduumMTHaA
aHeMUA Aerkon cteneHu Ha GoHe HepnbdepeHuMpoBaHHOM
AMCMAG3UN COEAUHUTEABHOMN TKaHW.

KAMHUYeckunit anarHos: «D68.0 Boae3Hb BuanebpaHpa
I un. D51.3 ButamuH-B,,-aedUUMTHAA aHemus, cBA3aHHasA
C nNuTaHueM, Aerkas crtenetb. 1134.0 HepeBmatnuueckue nopa-
XEHUA MUTPAAbHOIO KAanaHa, HeAOCTaTOUYHOCTb MUTPAAbHOMO
KAanaHa | cteneHu, npoAanc MUTPaAAbHOTO kKaanaHa Il ctenenu.
M35.8 HeanddepeHunpoBaHHas AUCNAA3UA COEAMHUTEABHOM
TKaHW».

3aknatoueHune. AaHHbIM KAMHUYECKUI CAyYal Noka3sbliBaeT
BaXHOCTb KOMMAEKCHOIO MOAXOA@ K AMArHOCTMKE pPa3AMYHbIX
HapyLweHWU, BKAKOYAOLLErO B cebsi AaHHble aHaMHe3a XM3HU
naumneHTa, CeMenHoOro aHamHesa, Xxanob nauueHTa, Kotopble
NMO3BOASIT Ha3HauYMTb NpPWLEAbHOE O0OCAEAOBaHWE AN BbiiB-
AEHWA naTonorMu. B paHHOM cAyyae AeBouka HabAopanach
Yy KapavoAaora no nosoay npoaanca MK, HO nocae ocmotpa
M cbopa aHamHe3a OblA BbICTPOEH AArOPUTM AMArHOCTWKM,
NMO3BOAAIOLWMMN  AMArHOCTMPOBATb COYETAHHYIO MAaTOAOTMIO:
6one3Hb BuanebpaHpa (Ha OCHOBaHWMM HaAUuMsi remopparu-
4YeCKOro CUHAPOMA, A@HHbIX CEMENHOIo U AMYHOIO aHaMHes3a,
pe3yAbTaToB 06CAEAOBaHWSA) U BUTAMUH-B,,-AedULMTHYIO aHe-
MUIO (BEreTepmaHcTBo, N0 AaHHbIM BUOXMMUYECKOTO aHaAn3a
KPOBWM — CMHAPOM MOPaXeHWsi HEPBHOW CUCTEMbI, KOTOPbIN
B AaAbHelieM 6e3 AeueHKa MOXET NPUBECTU K NPOrpeccmpo-
BaHUO BUTAMWH-B5,-A€DULMTHOTO COCTOAHMA).

KAMHUYECKUU CAYUA BUTAMUH-K-3ABUCUMOM
KOATYNOMATUU Y MANBUYUKA 7 NET

OpuHokoBa B.O., LLlectepHeBa M.B.
HayuHbii pyKOBOAUTEAD: K.M.H., AoueHT AapuHa A.E.

Kadeapa nponeaeBTMKM AeTCKUX BonesHen NP GrA0Y BO PHUMY um H.U. Muporosa Munsapasa Poccun

AKTyanbHOCTb. ButamuH-K-3aBucrumas koaryaronatus — ato
OAHa M3 CaMbIX YacCTbIX MPUYNH NOBbILWLEHNA KPOBOTOYNBOCTH,

KOTOpada cCBA3aHa C HapyweHUMAMU remMocTa3a npenmylle-
CTBEHHO Yy HOBOPOXAEHHbIX U AeTen nepBoro ropa XwW3HW.
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