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.
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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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Short Reports

KpaTtkue coobwieHus

Y peTer B BO3pacTe A0 ropaa B MPOMEXYTKE MeXAY 2- Hep
1 6-M Mec YacToTa BCTPEYaeMOCTH 3TOr0 COCTOSAHUS COCTaBAS-
et 1:15 000-20 000. Y peTen cTapluero Bo3pacra BUTAMMH-
K-3aBUCHMaAnA Koaryanonatusi BCTPeYaeTCa 3HAYMTEABHO pexe.
Ho AaHHas naTtoAorMa MOXET NPOsSBASITbCS B AOBOM Bo3pacTe
B CBfI3W C A€OUUMTOM MNULLEBOrO BUTaMMHa K, CMHAPOMOM
Manbabcopbummn, 3ab60AEBaHUSIMM NMEYEHMU W XKEAUYHOTO Ny3bIps,
AAMTEABHBIM MPUEMOM aHTMOUOTUKOB UAM KYMaPWHOBbIX aHTH-
KOAaryAstHTOB.

Takum o06pa3om, NPoBEeAEHWE KOMMAEKCHOro obcaepoBa-
HUS Yy AETEN C HAAMUMEM PELMAMBUPYHOLLEN KPOBOTOUMBOCTH,
CBA3aHHOW C AePUUMTOM BUTaMMHA K HEACHOW 3TUOAOTWM,
MOXET yKa3aTb Ha MCTUHHYO MPUUKNHY 3ab0oAeBaHKA.

KAanHuueckui cayuan. Manbumk A., 7 et (10.07.2013),
20.06.2021 noctynun B Mopo3soBckyto ATKB ¢ kpoBoTeueHu-
eM nocAe yaaneHus 3y6oB.

Anamnesis morbi: co crnoB MaMmbl, 15.06.2021 6biAn yaa-
AEHbl 74-i 1 75-11 MOAOUHbIe 3ybbl, a 19.06.2021 OTKpPbIAOCH
74, 75 AYHOUKOBOE KpoOBOTEUYeHWe. AuMxopapka He Habatoaa-
Aacb. Bpurapoit CKopoi MEAULMHCKOM NMOMOLLM BbIA AOCTAaBAEH
B Mopososckyto AIKB.

Anamnesis vitae: XpoHuYeckue 3aboneBaHWUA — CWH-
APOM HyHaH, yMepeHHbIM CTEeHO3 KAanaHa AerovyHou
apTepun, HEAOCTaTOYHOCTb KhanaHa 1-M creneHu, Hepnd-
depeHUMpOBaHHasA AMCMNAA3USA  COEAMHUTEABHOM TKaHM,
acTUrMaTu3M, ABYXCTOPOHHSS LEHTPaAbHas XOPWOPETUHaAb-
Has AucTpoodusa. AMCNAACTUYECKU CUHAPOM. [laockocTonue
2-n creneHn. KuneeBupHas pedopmauma TPYAHOM KAETKM.
AcTeHoBereTaTMBHbIM CUHAPOM.

PaHee oTmeuyanc KOXHbI remopparMyeckui CUHAPOM
B BMAE 3KXMMO30B U reMaToM Ha KOHe4yHocTsX. Mpu obcaepo-
BaHMK B 2018 1. HapyLLUEeHUI remocTasa BblIABAEHO He ObIAo.

MepeHeceHHble 3aboAeBaHUS: KpacHyxa, BeTpsiHas ocna,
OPBMW. lNepeHeceHHble TpaBMbl: COTPSICEHWE TOAOBHOIO MO3ra.
3a nocaepHre 6 Mec aHTMOUMOTMKMU He NPUHKMMAA.

CocToAHMEe NPU MOCTYMAEHUU: CPEAHEN TAXECTH, pebeHoK
CHWXEHHOTIO NUTaHuA, 6e3 cbinu.

KAnHUYecknin aHanms kposu oT 20.06.2021: cHuxeHue
MCH (25 nr), HCT (39,2%).

Koarynorpamma ot 20.06.2021: CHWMXEHWE aKTMBHOCTM
$aKTopoB NPOTPOMBMHOBOIO KOMMAEKCA (YAAMHEHWE MPOTPOM-
61MHOBOro BpemeHu (15,5 ¢), CHUXEHWE aKTUBHOCTM GaKTopoB
NPOTPOMOUHOBOIO KOMMAeKca (67%)).

Ha ocCHOBaHWWU KAMHWMYECKMX W AaBOPATOPHbIX AAHHbIX
C HanboAbLLEV BEPOATHOCTBIO MOXHO ObIAO AyMaTb O KOAaryno-
natmm, HeobxoAMMO BbIAO UCCAEA0BATL GaKTOpPbl reMocTasa.

Koarynorpamma ot 22.06.2021: CHWUXEHUE aKTMBHOCTU
$aKTopoB NPOTPOMBMHOBOrO KOMMAEKCA (YAAMHEHWE MPOTPOM-
61HOBOro BpemeHu (15,4 ¢), CHUXEHWE aKTUBHOCTM GaKTopoB
NpPOTPOMOUHOBOIO KOMMAeKca (69%)), CHUXEHHAs aKTMBHOCTb
dakrtopa VIl (44,8%).

23.06.2021. VYuuTtbiBaA KAMHWYECKWE AaHHblE (74,
75 AyHOuKOBOe KpoBoTeueHue ¢ 19.06.2021, oTcytcTBME
AMXOPaAKW, HaAMUME B aHAMHE3€e reMopparMyeckoro CUMHAPO-
Ma B BMAE 3KXMMO30B W reMatoM Ha KOHEYHOCTAX), A@HHble
KOaryAorpaMmbl (CHUXEHWE aKTMBHOCTU (GakTopoB MPOTPOM-
61HOBOro Komnaekca u dpakropa VIl) 1, co cAoB Mambl pebeH-
Ka, HepocTaToyHoe ynotpebAaeHWe B pauuoHe BuTaMuHa K,
y pebeHka Obina NMOATBEPXAEHA KAMHWYECKKM COMyTCTBYHOLLAA
BUTaMMH-K-pePULMTHAA Koaryronatus.

PekomeHpOBaHO: AueTa, 6oratasi MpPOAyKTamMM, COAEpP-
XaluMK BUTaMMH K (kamycTa, WnuHaT, BPOKKOAM, Kypwuua,
neyeHb roBsXXbsl, aBOKAAO0); Npenapatbl BUTaMuHa K (MeHaau-
OHa HaTpua BUCYAbOUT) uepes poT No 8 Mr 1 p/AeHb B TeUeHUe
HEAEAU, KOHTPOAb Koaryanorpammbl (AYTB, TB, MTHU, MHO,
MTB, ¢ubpuHoreH); nepea onepaTMBHbIMKM BMELLATEALCTBA-
MU — WUCCAeAOBaHWe Koarynorpammbl, npu MTU no Kaaycy
6onee 70% NpOTMBOMOKA3aHUI HeT; obcAep0BaHKUE Y racTpo-
HTEPOAOra AAA UCKAKOYEHUA CUHAPOMA CEMEWHOro BHYTPU-
NeYyeHOYHOro XoAecTasa M CUHAPOMa Manbabcopbumm XMpoB
(Hanpumep, u3-3a HapylweHUa BCaCbiBaHWUA WAM KUCTO3HOIO
$1bpo3a).

3akAatoueHue. VICXop U pesyAbTaT rocnutaAmM3almm: BbI3AO-
POBAEHWE, BbINUCaAH U3 CTaumMoHapa.

KAMHUYECKUIA CAYYAN LIUPPO3A NEYEHU B UCXOAE
NMEPBUYHOIO CKAEPO3UPYIOLLIEIO XONAHIUTA,
ACCOUUHUPOBAHHOIO C A3BEHHbIM KOAUTOM

OcHau A.A., AoueHko U.WN.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.
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I'BY3 Mopo30oBCcKas AeTcKan ropoACKas KAMHUUYecKas 60AbHULA A3M

AKTYyaAbHOCTb. [1epPBUYHbIA CKAEPO3UPYHOLLMIM XOAQHTUT
(MCX) — pepkoe xpoHuueckoe 3aboreBaHWe NeveHn Hen3BecT-
HOM 3TMOAOTUW, XapaKTepuaylolleecs BoOcMareHUeM, oubpo-
30M W pa3BUTUEM CTPUKTYP BHYTPU-/BHEMNEUEHOUHbIX XEAUYHbIX
npoTokoB. Ansi [ICX xapakTepHO MEAAEHHOE NporpeccupyroLLe
TeueHue ¢ pa3BuTHeM BUAMAPHOTO LMPPO3a NeYEHH, B PE3YAb-
Tate yero 30% nauMeHTOB HyXAAKTCS B TpaHCNAAHTaLMM
neueHn. OTmeuaetcs cuAbHas accoumaumsa [CX ¢ Bocnanu-
TEeAbHbIMU 3a00AEBAHUAMU KULLIEYHMKE, MPEUMYLLECTBEHHO
C SI3BEHHbIM KOAMTOM (A0 85% cayyaeB). Yactota BCTpeuyae-
moctu MNCX cocraBaset 0,2 Ha 100 000 AeTCKOro HaceneHwus,
ManbunkKn 6oAetoT B 2 pasa valle, Yem AEBOYKM, 3aboreBaHKWE
MOXET BbIABASATLCA B AtOBOM Bo3pacte. B 64% cayuyaes MCX
AMArHoCTMpyeTCs Ha NO3AHEN CTaAUM, Tak Kak HayanbHas ¢pasa
06bIYHO HE UMEET CneLUUPUUECKUX KAMHUYECKMX NPOSABAEHWUN.

KAvHuueckuin cayuan. Manbuvk A., 7 AeT, B wuione
2020 r. 6purapoit ckopor nomolum 6bin poctaBreH B OPUT

Mopo3soBckoi AFKB ¢ xanobamu Ha 60Ab B XMBOTE, TOLLHOTY,
OAbILLKY, YBEAMUYEHUE XUBOTA.

M3 aHamHe3a u3BecTHO: ¢ 1,5 AeT y pebeHka nepuoanye-
CKWM OTMEYaAUChb B3AYTME XMBOTA W HapyLUeHWe CTyaa — pas-
XUXKEHHbIN, MNEHUCTbIN, XUPHbIA. CUMNTOMbI KYNMPOBAAWUCH
CcaMOoCTOATeAbHO. [1ocTENEHHOE YBEAMUEHWE XUBOTA POAUTEAU
cTaAv OTMeyaTb ¢ Bo3pacTta 5 AeT, He 06CAeAOBaAKUCD.

Mpy NOCTYNAEHUW COCTOSIHUE CPEAHEN TAXeCTW 3a cuyer
OTEYHO-aCLIMTUUYECKOrO CUMHAPOMA. Mpu dusmkanbHoMm obcne-
AOBaHWM ObIAM BbISBAEHbI MACTO3HOCTb AMLA, BU3yaAbHOE
yBEAMUYEHUE XMBOTA, NPW NaAbnauMn — BbIPAXEHHbIN MeTe-
OpM3M MO XOAY TOACTOW KMLUKM, BbICTYNnaHue MNepKyTOPHbIX
rpaHUL, MeyeHn Mu3-Nop kpaa pebepHow AyrM Ha 4 cMm Mo
NpPaBOM OKOAOTPYAMHHOM AMHWMK, NMPW ayCKyAbTaLMU AETKUX —
ocrabaeHue AblXaHUS B HUWXHUX OTAEAaX, OTEK MOLLOHKM.
®dusnyeckoe pasBUTME O4YeHb HU3Koe. NabopaTopHo: yme-
PEHHaa UWMTOAUTMYECKAss aKTMBHOCTb C npeobrapaHuem ACT



