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MCNO/Mb30BAHUE FTEHHO-UH)XXEHEPHOMN
BUONMOrMYECKOW TEPAMUN
NP COYETAHUN BONE3HN KPOHA
N NCOPNA3A
A6pueBa K.E.'
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T OTAQY BO PHAMY um. H.A. Mnporosa M3 PO,
2OrbY «OHKU pgeten n nogpoctkos GMBA Poccun»

bone3sHb Kpoua (BK) — BocnanutenbHoe 3a6one-
BaHMe KuweuHuka (B3K), xapakTepusyiouieeca rpa-
HyNeMaTo3HbIM BOCNaNneHMem Cnu3nCcTon 060N0UKM
N rybxenexawmx cnoes C BOSMOXHbIM MOPAXEHNEM
BCEX OTAENOB NULLEBAPUTENbHOrO TpakTa 0T POTOBON
nonocTu Ao aHyca. Mo pesynbratam KOropTHOro uccne-
[JOBaHWA naumeHToB ¢ B3K ycTaHOBNEHO, UTO aKTMBHaA
cTagua BK accouumpoBaHa ¢ ncopuasom B 2% cnyua-
eB. lNpu B3K puck passutua ncopuasa ysBennumBaercs
B 1,5 pa3a, uTo JOKa3biBaeT BbICOKYI YACTOTY KOMOp-
6UIHOCTM AaHHBIX COCTOSAHMN. [Tcopnas — XpoHMYecKoe
BOCNANMTENbHOE ayTOUMMYHHOE 33a60MeBaHNe MynbTu-
(haKTOPMANbHOW 3TMONOTMK C AOMUHMPYIOWMM 3HAue-
HMeM TreHeTMYeckoro (akTopa, XapakTepusymwuieecs
runepnponudepaumen u HapyweHuem auddepeHLum-
POBKM KEPATUHOLNTOB.

Mpu o6boux 3aboneBaHuax B Taxenon gopme wuc-
NONb3yeTcA TeHHO-UHXEeHepHas 6uonoruyeckas Te-
panus (TUBT): aHTU-OHO-a 1 TapreTHble mpenaparbl.
®HO-a  fBNSETCA  KNOUEBbIM  MPOBOCMANUTENbHbIM
areHTOM Ha paHHWX CTafguax LMTOKMHOBOrO Kackajga,
uTo 06ecneunBaeT AOCTATOYHO YHUBEPCA/bHbIN MeXa-
HU3M 1eNCTBUSA — aKTUBaLMi0 T-KNeToK C nocneaytoLlen
Jkcnpeccuen nHTepdepoHa-y, UN-2, Wi-1, N-12, UN-8.
AHTU-OHO-a npenapatbl (MHdAMKcMab, Aganumymas)
6noKnpytoT 3TN 3deKTbl U ABNAIOTCA Npenapartamu
Bblbopa. TapreTHas Tepanus LeneHanpaBneHHo 6noKu-
pYyeT Takue 3BeHbs naTtoreHesa, kak W1-12, N-23 (Ycre-
KVIHyMa6), WN-17, yTo no3BonAeT A4OCTUYb PeMUCCUN B
cnyyae HeathekTUBHOCTM NepBuyHomn MBT.

MaymenTka C., 12 net. 3 aHamHe3a M3BECTHO, UTO
pebeHOK OT 1 6epeMeHHOCTH, NpoTekaBlleil 6e3 0co-
6eHHOCTEN, 1 CaMOCTOATENbHbIX POA0B. Macca Tena npu
poxaeHumn 3060 r, gnuHa Tena 51 cm. OueHka no wkane
APGAR 8/9 6. NMpodunakTuueckne NPpUBMBKYA NO KaneH-
Aapto. CeMeitHbIN aHAaMHE3 He OTATOLLEH.

B asrycte 2017 r. nosBMAMCL MPUCTYNOO6pPa3Hble
6011 B XNBOTE, 60Mblle B NpaBoil NOAB3/0LHOK 06Na-
CTW, C NOAbEMOM TeMMepaTypbl U MHOFOKPATHOW pBO-
TON. 10 3KCTPEHHbIM NOKa3aHMAM roCnUTanu3MpoBaHa
B HUMMJ 1. KulinHeBa € nofo3peHMem Ha OCTpbliA an-
NEHAULMT, KOTOPbIN He NMOATBEPAMICA HA NanapoCko-
nuun. C Lenbio YyTOUHEHNUA AMarHo3a U TaKTUKU neyeHuns
6blna nepeBefeHa B XMpypruyeckoe oTaeneHue, rae 3a-
nopospeHa bonesub KpoHa.

Brnepeble o6cnenoaHa B POKB r. MockBbl B HoA6pe
2017 r. Mpn 3HOOCKONUYECKOM UCCNEef0BaHNMN: MHOXe-
CTBEHHblE TNy6OKMEe N3BEHHO-3PO3MBHble AedeKTbl,
MPOCBET CYXKeH 3a CYeT 0TeKa CIM3UCTON U yBENNYEHUS

numdouaHbix donnukyn go 7-10 mm. lMpu ructonoru-
UeCKOM MCCnenoBaHMWU BMONTATOB: CTPYKTYpa CAU3M-
CTOW NOAB3AO0WHON KULWKMN CTEPTA, FMY6OKMiA A3BEHHDIN
pedekT, B CMenon M BOCXOAALEN KULIKAX 04Yarosble
KpunTabcueccbl, HepaBHOMepHas numdonnamouu-
TapHasa nHgunbTpaums. Mpu peHTreHorpadmn opraHos
XKT: cyxeHue ao 3,5 cM TepMUHANbHOrO OTAENa noj-
B3[0LWWHON KNWKK C aedopmaumein penbeda cknagok, B
06nacTu 6ayrmHMeBoW 3acNOHKKU 6ONbLIOK AedeKT Ha-
MONHEHUs NONYNYHHOW OpMbl, CynpacTeHOTUYECKoe
pacwupeHne KnWKkM Ao 2 cMm. Ha oCHoBaHMK NPOBeaEH-
HOro 06cnefoBaHNA AMarHoCcTMpoBaHa 60ne3Hb KpoHa
C NopaxeHMeM TepMUHANbHOIO OTAeNa NoAB3/0WHON U
TONCTON KWLKKU, MUHUMANbHOW AaKTUBHOCTU. YUunTbIBaA
BO3pacT pebeHKa, NMPOTAXEHHOCTb MOPaXeHMs, Bblpa-
KEHHYI0 JHAOCKOMUYECKYI0 aKTUBHOCTb 3aboneBaHus,
Ha3HaueHa aHTULUMTOKMHOBAA Tepanus WHGnukcuma-
6om 200 mr B/B, a TaKe a3aTnonpuH 50 mr/cyT, meca-
nasuH 1,5 rfcyT.

15.12.17 BbINONHEHO 2-e BBeAeHue WHGAMkcumaba.
3a Bpema rocnutanuM3auuyM OTMevanocb 2 npuctyna
WHTEHCUBHbIX abfOMUHANbHbIX 6ONEN C MHOTOKPATHOW
peoTon. Mocne 3-ro BBeaeHus npenapata FMET B fH-
Bape 2018 r. COXpaHANCA CTeHO3 NOAB3/0LHON KULLIKK,
B CBA3M C yem 12.02.18 6bIn10 NpoOBEAEHO ONepaTUBHOE
neyeHne B BuUAe nanapotomuu C pasfenieHuem cna-
€K, pe3eKuMen MneoLeKanbHOro yrna, HanoxeHuem
TOHKO-TO/ICTOKULWEYHOro aHacTtomosa. B mapte 2018
r. nocne 4-ro sBegeHuda npenapata MBT oTmeueHa
KnuHnueckasa pemuccus BK. CymmapHo ¢ gekabps 2017
r. no cepanb 2019 r. pebeHOK nonayuun 11 BBeEHUN
NHhnnkcumaba. Ha doHe monyuyaemon Tepanum nos-
BUANCH 60NN B XWBOTE, (heKanbHbIN KanbNpOTEKTUH
6onee 1000 MKr/r, 4TO pacLLeHeHO Kak noTepa nepsuny-
HOro oTeeTa Ha MMBT. MaymeHT noayumnn Kypc aHTnbuno-
TUKOTEpanuu, MecTHyto Tepanuio (neHa Canodanbk). Ha
(boHe HenpepbIBHOTO TeUeHNA OCHOBHOI0 3a60neBaHns
B Aekabpe 2018 I. NoSBMANCL CUMITOMbI (DYpYyHKYe3a
Ha AroAMLAX, NeyeHre NPoBoANIOCL ambynaTopHo (no-
BA3KM C XNOPOMUAMNTOM Ha HOUb) C HE3HAUNTENbHBIM
achhekToM.

Mpn nnaHoBon rocnutanu3auum B PAKB B uioHe
2019 . Npu 3HAOCKOMUYECKOM WCCNefoBaHWUW BbiAB-
NleH 3PO3UBHbIN UNEUT, IPO3MBHbIA AHACTOMO3NT, UTO
CBUAETENbCTBYET 06 YXYAlIEeHUM 3IHAOCKOMUYECKON
KapTWHbl. B CBA3M C HefocTaTOYHON 3(PheKTUBHO-
ctbolo TUBT WH(Ankcumabom 6bI10 MPUHATO pelle-
HWe O 3aMeHe npenaparta Ha Aganumymab no cxeme
160 mr — 80 Mr — 40 mr n/K.

B utone 2019 r. nayMeHT 6bla KOHCYNbTUPOBAH AepMa-
TONOrOM M3-3a MOPAXEHUSA KOXN NULQ, YIWHbIX PAKOBUH,
MONOBbIX OPraHOB, ATOANL, B BUAE 3PUTEMbI C UH(UITb-
Tpauuen u WenyweHnem, anoneunu. lMarHoCTUpPOBaH
BynbrapHblil ncopuas. YuutbiBas TAXECTb COCTOSHUA,
[e610T Nncopmasa, nporpeccupyrowyio gopmy 3abonesa-
HuA, B cnyyae HeaddekTuBHocTn TMBT Aganumymabom
6blI0 PEKOMEH0BAHO PACcCMOTPETb Mepexof Ha YcTe-
KUHYMab. VIHTepec npeacTaBnseT 10T (haKT, uTo AeboT
TAXENOro TeyueHWUd ncopuasa NpUWenca Ha nepuoj
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npuema Afanumymaba, KOTOpbIA NCNONb3YeTca B Tepa-
nun AaHHoro 3aboneBaHus.

C nioHs 2019 r. no cheBpanb 2020 r. pebeHOK nony-
uun 16 BBefeHUn Aganumymaba, ofHaKo He 6bina fo-
CTUrHYTa CTOMKas pemuccus. N3-3a HeathdekTUBHOCTU
nepeuyHon TMBT aHTU-OHO npenapaTtamu U TAXKECTH
TeueHns bK B anpene 2020 r. nepewnn Ha YCTEKUMHYMAb
90 mr n/k. B mexrocnutanbHblii Nepuof oTMeuyanacb
KNnHU4Yeckas pemuccusa bK n nonoxutenbHaa guHamu-
Ka CO CTOPOHbI KOXHbIX MPOSIBNEHUN, MO3)Xe — IHAOCKO-
nuueckas pemuccus BK n perpecc seneHun ncopmasa.

Takum 06pa3om, B HACTOALLEE BpeEMS MALMEHTbI C TH-
XenNbIM TeUeHUEM COYETAHHOW UMMYHOBOCMANMTENbHON
naTonoruen MoryT U JOMkHbl nonyyatb TUBT. bonee
TOro, B C/iyuae HeaPheKkTUBHOCTM NPenapaToB NepBoil
NMHUM — aHTaroHucToB OHO-a, HeobxoguMo nepexo-
AUTb Ha TapreTHyw Tepanwuio, YTO NO3BOMUT AOCTUYbL
pemnccum no Bcem «HpoHTam».

TPAHCN/IAHTALMNA
FEMOMO3TUYECKUX CTBONMOBbIX
KNETOK NPN BETA-TAJIACCEMUN
N MUENOANCNNACTUMECKOM CUHAPOME
A6pynaesa A.P.,, MonoBa A.A.

HayuHbili pykogodumenb: K.M.H., douyeHm JlapuHa /1.E.

Kathenpa nponeaeBTukM geTckux 6onesHen N
OrAQY BO PHUMY um. H.W. Mnporosa Mun3apasa
Poccuu

beta-Tanaccemns — reHeTuueckoe  3aboneBaHue,
Hacnefyemoe No peLeccUBHOMY Tuny, B pe3ynbrate
KOTOPOro OTCYTCTBYET WM CHUXEH CMHTe3 6eTa-rno-
O6UHOBBIX Lienen, BXOAAWMX B COCTaB remornobuHa
A, cocTaBnawwWwero noutn 97% o6wero remornobuHa
3pUTPOLMTOB. ITO MPUBOAWUT K Pa3BUTUIO FeMOMN3a,
He3ahheKTUBHOMY 3pUTPONO33Y WU TUNOXPOMHOW MW-
KpoUWTapHOW aHemuu. 3ab6oneBaemocTb eTen 6eTa-Ta-
naccemmel B mupe coctaBnseT okono 1 cnyvas Ha 100
TbIC. HACNEHUSA B FOf.

OCHOBHbIM METOZIOM NleYeHNs NaLMeHToB ¢ 6eTa-Ta-
naccemmen SBASIOTCA TpaHCQY3UM AOHOPCKMX IPUTPO-
LMTOB B COUETAHUM C XeNaToOpHOI Tepanuen. Takas noa-
AEPXMUBAIOWAA TePanus He ynydlliaeT KauecTBO XU3HK
1 He M3neunBaeT oT 3a60neBaHus.

B HacToflwee BpemA eAMHCTBEHHbIM PafMKaJIbHbIM
METO/IOM fleueHUs ABAAETCA npoleaypa annoreHHon
TPaHCNNAHTALMMN TeMOMO3TUUYECKUX CTBONOBbIX KNETOK
(TFCK), HO KONMWUYECTBO TMCTOCOBMECTUMbIX JloHOpOB
OrPaHNYEHHO (TaKOBbIX MOXHO HaTK ana 25-30% na-
LMEeHTOB), a NpefonepaLyoHHaa MOAroTOBKA BHOCUT
TPYAHOCTU A8 NPOBEAEHUA AAHHOW NpoLeaypbl.

Manbunk M. 9 neT, U3 aHamHe3a U3BECTHO, UuTo C 1
roAa Xu3Hu HabngaeTca no nosogy 6eta-Tanaccemum
B pecnybnnkaHCKoM LeHTpe AsepbanpxaHa. [lmarHo3
BbICTAaBMIEH HA OCHOBAHWUM 3neKTpodopesa remorno-
6uHoB. MpoBoamunach TpaHCyY3MOHHAA M xenaTopHas
Tepanus.
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B Bo3pacTe 3 net 8 ®rbY HMUL, ATOWN um. Amutpus
PoraueBa BbIMO/IHEHO TEHETMUYECKOE WCCNeAoBaHue,
B pe3y/nbTaTe KOTOPOro O6HapyXeHbl MyTauuu B reHe
6eTa-rnobuHa B reTepo3MroTHOM COCTOSIHWUM, TaKXe
BbiiBNIeHa remodunms A NErKon CTeNeHn TAXECTU, He
Tpebyiolan perynsapHon 3amectutensbHon Tepanun Vil
(haKTOpOM CBepPTbIBaHUSA KPOBM.

B nioHe 2021 ropa rocnutanu3smposanca 8 Mopo3oB-
CKYI0 [ETCKYI TFOpPOACKYI0 KAMHUYECKY 60MbHULY C
LLenblo NpoBeAeHUs npeaTpaHCnAaHTaLMOHHON NOATo-
TOBKM — B CBA3M C BbICOKOI (1 pa3 B 2 Heaenu) TpaHc-
(hy3MOHHOW 3aBUCUMOCTbIO, Mpenapatamu dnyanapa-
6uHoM 1 Mr/Kr/cyT u fekcameTa3oHoMm 0,5 Mr/kr/cyT.
Mocne npoBefeHns Kypca Tepanuy 0TMEYEHO pa3BuTume
rny6oKoW annasnn KPOBETBOPEHNS, BbIMONHEHA Tpena-
Hobmoncus KOCTHOro mo3ra. B npegenax nccnefosaH-
HOro Matepuana npPU3HaKW MUENOoAKUCNNACTUYECKOro
cuHapoma. HLA-MOeHTUUHbIX POACTBEHHbIX JOHOPOB Y
nauneHTa Her.

Bo Bpems npeb6biBaHMUsA B CTALMOHAPE B X04e 06cne-
[0BaHusA y pebEHKa [MAarHOCTUpOBaHa A3BeHHas 60-
ne3Hb BEHAALATUNEPCTHON KULWKN C KPOBOTEUEHUEM,
BbinonHeHa remoctatudeckas (koHueHntpatom VI dak-
TOpa 120 ME/Kr/cyT B TeueHue 2 AHel) 1 racTponpoTek-
TUBHaA Tepanus.

B Hos6pe 2021 ropa HanaeH HLA-coBMeCTUMbIN [0-
Hop. [locne pexuma KOHAULMOHMPOBAHMUA pebeHky
nposefeHa onepauusa TICK. MocneonepaunoHHas Te-
panus BKMOUana B ce6s MMMyHOCYNpeCcCcuBHbIE, LUTO-
cTaTuyeckue, aHTMbakTepuanbHble, NPOTUBOBUPYCHbIE,
NpoTUBOrpu6bKOBbIE Mpenapatbl. [lanbHenwas TaKTUKa
npeanonaraet rocnuTanu3aumnio 1 pas B MecsL, ANns KOH-
TPOMA COCTOAHUSA N NeYeHus.

Bo Bpems HacToAwen rocnutanusauun (saHeapb
2022 1) OTPULATENbHON JMHAMMKW HET, Nonyyaet Te-
panuio Takponumycom 0,12 mr/kr/cyT, MukoeHonaTom
modheTunom 30 Mr/Kr/cyT, a Takxe asUTPOMULUHOM
10 mr/kr/cyT, aunknosupom 12 mr/kr/cyT. CamouyBcTBUE
COOTBETCTBYET TAXECTU NPOBEJEHHON MaHMNYNALUN W
COMYTCTBYIOLLETr0 NeUeHns.

[laHHbI NpUMep NauueHTa C TAXENOW GeTa-Tanac-
CeMnen U MUENOANCNNacTUYECKUM CUHAPOMOM fe-
MOHCTPUPYET BAXXHOCTb CBOEBPEMEHHOTO NPOBEEHUs
TPAHCNNAHTALMKU KOCTHOrO MO3Ta 10 Pa3BUTUA OCOX-
HEHUI — Neperpy3kn opraHoB Xenesom u Headdek-
TUBHOIO remorno3sa.

Pe3ynbratbl  TpaHCMiaHTauuMm  remono3TUYeCcKuX
CTBONOBbIX KNETOK CerofHA 3HauYMTeNbHO YNYYLLUNCH.
BbMBaemMoCTb nocne onepauun coctaBnseT 90%. Tem
He meHee TI'CK conpseHa CO MHOTMMU pUCKamu, no3-
TOMY HEO6X0AUMO MPOLOMKATb MOUCK Bonee 6esonac-
HOro MeToja fieueHus.



TEYEHWE FEMOOAIOLVTAPHOIO
CMHAPOMA'Y PEBEHKA
MOC/E NEPEHECEHHOV
KOPOHABUPYCHON UHOEKLU
A6petenésa [1. Ai., fonosko E.A.
HayuHbili pykogodumenb: K.M.H., doyeHm JlapuHa /1. E.

Kathenpa nponeneBTuky feTckux 6onesHen Nd
OrAQY BO PHUMY um. H. W. Muporosa MnH3gpasa
Poccun
bY3 «Mopo30oBcKas feTckad ropoackas
KNuHnyeckasa 6onbHuua A3mM

femodbarouutapHbiit cunapom (FOC), uam remoda-
rouMTapHblA NMMAOrMCTUOLMTO3 — TsKenoe 3abone-
BaHWe, XapaKTepu3yloleecs HapylleHnem perynsuumn
MMMYHHOrO OTBeTa. B ocHOBe martoreHesa: aHOManb-
Haf aKTMBALMA LUTOTOKCUUECKUX T-numdouuToB U
MakpodaroB, UX HaKOMMeHMe B MOPAXEHHbIX OpraHax
1 pa3BUTWE CUCTEMHOrO BOCMNANNUTENIbHOrO OTBETA. Xa-
PaKTepuU3yeTca coueTaHnem KAnHuueckux (nuxopanka,
cnneHomeranus) u nabopaTtopHbix (MaHLUTONEHMs, KO-
arynonatus, AMCNUNUAEMIAA) NPOABNEHNIA, KOTOPbIE OT-
PAXAKT runepakTUBALMI0 UMMYHHON CUCTEMbI U MYfb-
TMOpraHHOe BOCMANUTEeIbHOE NOpaXeHune.

MauvenTtka B., 3 roga 11 mec., 04.10.21 nocTynuna B
MZAFKB ¢ kanobamu Ha XeNnTyLWHOCTb KOXHbIX MOKPOBOB
1 cknep, 60N B XMBOTe.

3 aHamHesa: ¢ 23.08.2021 no 23.09.2021 neBouka
NpoXoAuna neyeHue U obcnefoBaHue B YNbAHOBCKOM
obnacTHoM 60onMbHULE C AMArHO30M «MynbTMCUCTEM-
Hblil BOCNANMUTENbHbIA CUHAPOM, CBSi3aHHbIN ¢ Covid-19,
HEYTOUHeHHbIA. OCTpas MPABOCTOPOHHAS HUXKHELO-
neBas nonucermeHTapHaa MHEBMOHUA, TAXenoe Te-
yeHune, OCNOXHEHHaA AUCKOBUAHbIMU aTefnekTa3amu C
06enx cTOpoH. MenatonaTms HeyTouHeHHas. XAA ner-
Koil cTeneHu». 28.09.2021 B 6UOXMMUYECKOM aHANKU3e
KPOBMW, COAHHOM ambynaTopHO, OTMEUYEHO MOsABNEHUE
ANT 2970,3 Eqa/n, ACT 2485,5 En/n, 6unupybuH npamon
63,8 MKMOMb/N, 6unupybuH obwwmnii 89,3 MKMOnNb/N.
30.09.21 mama 3ameTnNa UKTEPUYHOCTb KOXHbIX MOKPO-
BOB, CK/ep; NosBUANCH 6051 B xuBoTe. 3.10.21 — pBoTa.
£410.21 camoCTOATENbHO 06PATUNNCH B MPUEMHOE OTAE-
nenne MArKB.

N3 aHamHe3a XM3HU: HACNEeCTBEHHOCTb He OTAro-
lleHa, XpoHuYecKne 3a6oneBaHus, TpaBMbl 1 onepaLmn
OTPULLAET, NPUBKUBKN NO BO3PACTY.

Mpu NOCTYNNEHNUN COCTOAHME CPeHE TAXeCTH, Co-
3HaHKe AcHoe. KoXHble MOKPOBbl CYGUKTEPUUHbIE, CbiMnK
HeT. YAA 27/muH. UCC 115/MuH. XUBOT yBenuUeH, Mar-
Kuir, 6e360ne3HeHHbIN. fenaTomeranus.

B remorpamme oT 4.10.21 neikouuTo3s 23,54x10°/n,
HenTpodhunes 20,84 x10°/n, aHemus 1 cTeneHu. B 6uno-
XMMUYECKOM aHanuse npusHaku LUTOMK3a, NeveHou-
HO-KNeTOYHON HefoCTaTOUYHOCTU: TUMNONPOTEMHEMUA
(46 r/n), runoanbbymunemus (23 r/n), Tpurnuuepu-
Abl 2,76 mmonb/n, 6unupy6buH oblmii 155 MKMONb/n,
npamoi 6unupy6uH 85 mkmonb/n, ANT 772 Ea/n, ACT
800 Ea/n, NAr 555 mmonb/n, [TTN 144 Ep/n, tdeppu-

TWUH 2323 MKT/N. BbipaXeHHaa BocnanuTenbHas akTuB-
HOCTb: CPB 22,7 mMr/n, NpOKanbLUUTOHWH 9,83 Hr/mn. IgG
SARS-CoV-2 — 73,38 Ef/mn. B Koarynorpamme: runodu-
6puHorenemuns (1,69 r/n), runokoarynauus (npotpoméu-
HOBbI MHAEKC 38%).

Mo pe3ynbTaTaM MHCTPYMEHTANbHOW AMArHOCTMKM:
Ha Y3Wl — renatomeranus, OTeUHO-WH(MNBTPATMBHbIE
M3MEHEHNA CTEHKMN XEeNUHOro ny3bips. NpefBapuTens-
HO 6bIN NMOCTAB/IEH [UArHO3: X0NecTaTMYeckni renaTut
BbICOKOI CTeNeHU aKTUBHOCTH.

B AuHamuke pesynbTatbl MHCTPYMEHTANbHbIX Uccne-
A0BaHU: Ha Y3 opraHoB 6PIOLIHON NONOCTU — AdNb-
Hellllee YBENNUEHUE PA3MEPOB MEUEHN U CeNe3eHKN.
Mo faHHbIM 31aCTOMETPUM NeyeHn — puobpos, Hanuune
yuyacTKoB Uuppo3a. Ha KT opraHoB 6ptowHoi nono-
CTW — aCLWT, CHWXEHNEe NIOTHOCTU TKAHW NeveHu, pac-
WMPEHNe BHYTPUTEYEHOUHbIX MPOTOKOB.

HecmoTps Ha NpoOBOAMMYIO Tepanunio 0TMeyanach oT-
puuaTenbHas AnHamnKa B N1abopaTopHbIX NOKa3aTensx:
aHeMus 2 cTerneHu, TpomboLuuTONEHUs 10 45x10°/n, co-
XpaHeHue runombpruHOreHeMmn, rMNONPOTENHEMUM,
BbICOKOI0 YPOBHSA (DeppUTUHA, NEYEHOUHbIX (DEPMEHTOB,
HapacTaHue runepbunupybuHemum ao 232,59 MKMonb/n.
B muenorpamme: npu3Hakm remocharounuTosa.

KnuHuueckn oTmeuanocb mnosBneHue 3Huedano-
natum, KaHguAo3a CNU3UCTbIX MONOCTU PTa, 3ajHeN
CTEHKUM TNOTKM. COXPaHANACh WKTEPUUHOCTb KOXHbIX
MOKPOBOB, renatomeranusa Ao 3 cm. Mpu3HaKoB KPoBO-
TOUNBOCTM HE OOGHAPYXNBANOCh.

[IncdbdhepeHunanbHblii AWarHo3 NpoBOAUNCS B Kpy-
ry cneaywolux 3aboneBaHun: remodarounTapHbii
CUHAPOM, fe6I0T peBMaTUUECKUX 3abONEeBaHuiA, B TOM
uncne KHOLWECKNA apTPUT C CUCTEMHBIM BOCMANeHU-
€M, MyNbTUCUCTEMHbBIN BOCNANMTENbHBIN CUHAPOM. o
COBOKYMHOCTW K/IMHUYECKUX U NAaBOPATOPHbIX JAHHbIX
y MauMeHTKU NpeanonoxeH remodarouuTapHbin CUH-
APOM, reHe3 KOTOPOro A0 KOHL.A He iCeH.

MPOBOAMMOCH NleueHne: UHGY3MOHHAsA, remocTaTi-
veckas, KC-Tepanus, aHTu6akTepuanbHas, NPOTMBO-
rpubKoBas, KenueroHHas, aHTauuaHas, cnasmonnTuye-
CKas Tepanus.

HecmoTps Ha npoBoguMmoe fneyeHue, NabopaTopHO
OTMeuanacb oTpuuaTenbHas AWHaMKUKa — NaHUuUTONE-
HUS, HapacTaHue GeppuTIHa, B CBA3M C YeM NpoBeaeHa
KoppeKuust Tepanun 1 6bi10 NPUHATO pelleHne o ne-
peBofe B peBmaTonornyeckoe otaenernne Gray HMUL,
3[10pOBbs AeTen AnA AanbHenwero obcnefoBaHus pe-
6eHKa.

FemocharoLMTapHbIM NUMQOrMcTUOLNTO3 UMeeT pas-
HO06pa3HblE KNMHUYECKNE NPOSIBIEHNSA, UTO MOXET AIB-
NATHCSA NPUUYNHON €ro NO3AHEN LMArTHOCTUKM. 3TUONOTU-
YECKMMW NPUUYNHAMMU MOTYT 6bITh BUPYCHbIE MHEKLNY,
nepBUYHble UMMYHOAEMULNTBI, CUCTEMHbIE 3a60neBa-
HUSA COEANHUTENbHOMN TKAHU, HACNELCTBEHHbIE 6H0NE3HN
obMeHa BeLecTB, NO3TOMY 0COBEHHO BaXHO Bepudu-
LMPOBATb OCHOBHOM AMArHO3 U3HAYANBHO.



TPYAHOCTN ANATHOCTUKN
ANNACTUYECKOI AHEMUN
Apanosa B.B., Mocecosa E.A., TumuHoBa A.B.
HayuHbili pykogodumernb: K.M.H., doueHm JlapuHa /1.E.

Katheapa nponeaeBTuky aetckux 6onesHen Nd
®rAOY BO PHUMY um. H.W. Mnuporosa
MwuH3apasa Poccun

NauonaTnueckas annacTuyeckas aHemus — 3abo-
neBaHMe CUCTeMbl KPOBW, XapaKTepusyluieeca MNaH-
LMTONEHNEN HeU3BECTHOM 3TMOMOTUHY, 06yCnoBNeHHOE
CHMXEHHOM KNIeTOUYHOCTbIO 1 OTCyTCTBMEM LUTONOIrNYe-
CKUX, UNTOreHeTn4yeCKnx, mMoneKynapHo-reHeThyeckmnx
NPU3HaKoB neiiko3a, MMeNOAUCNNACTUYECKOTO CUHApPO-
Ma, MI/IEﬂOCbVI6pO3a, N OTCYTCTBMEM TEHAEHUWNN K CNOH-
TaHHOMY BOCCTaHOB/1EHUIO.

MauuenT N. (nata poxaexus 20.07.20, 1 rog 6 mec.).
17.01.22 rocnuTanu3npoBaH B OTAENEHWe rematonoruu
MArKb ¢ HanpaBnaOWUM gnarHo3om MIMMyHHas Tpom-
6ounTOoNeHnYeckas Nypnypa, ¢ xanobamm Ha 06UNbHYIO
neTexmanbHylo Cbifb, CHUKEHME KONMMYeCTBA TPOM6O-
untos (go 30x10*9/n). U3 aHamHe3a 3abonesBaHus n3-
BECTHO, CO CNIOB MaTtepu, uTo ¢ 07.09.21 no 13.09.21 6bina
nepsas rocnuTanu3aums, B CBA3N C NOABNEHUEM remop-
paruit Ha KOXe 1 CHUXEHUeM KonmyecTsa TPOMOOLMTOB
[0 32x10*9/n. Mo pe3ynbTaTtam UCCNEef0BaHNA YCTAHOB-
neH AnarHo3 WMmyHHas TpombouuToneHuyeckas myp-
nypa. Mo pe3synbratam MWENOrpamMmbl — He BbISBMEHO
AebioTa remobnacTosa 1 annasum KposeTsopeHus. MNpo-
BOAMNAch Tepanusi BHyTpUBEHHbIMIU MMMYHOT06YNMHA-
mu (BBIT) B go3e 1 r/kr Ha Kypc. Ha choHe nposoanumoin
Tepanuu oTMeyanacb NOMOXUTENIbHAA AUHAMUKA — YBe-
NNYeHne KonuyecTsa TPOMOOLMTOB (mo 187x10*9/n) u
perpecc KOXXHOo-remopparmyeckoro CMHgpoma.

23.09.21-01.10.21 — noBTOpHasA rocnutanu3auua c
N30NMPOBAHHON TpombouuTOoneHnn ([o 20x10%9/n.), ne-
TEXMANbHOW CbiMbio N0 BCeMy Teny. HasHaueHa Tepanus
rMOKOKOPTUKOCTEPOUAAMU — NPEeiHN30M0H B [03U-
poBke 3 mMr/kr. OTMeuYanacb NoNOXnTeNbHas AUHAMMUKA
(tpomboumTbl fo 107x10*9/n.).

B nepuwop akTyanbHoi rocnutanusauum, ¢ 17.01.22
6blin  NpoBeAeHbl AOMONAHMTENbHbIE nabopaToOpHbie
W MHCTPYMeHTanbHble MEeToAbl MccnefoBaHus. B re-
MOrpamme oOTMeuanacb TPEXPOCTKOBAsA LUTOMEHMUS:
HOPMOXPOMHas HOPMOLWTApHas aHemMus 1-2 cTeneHwu,
abcontoTHas HeiTponenus (10 0,2 x10*9/n), TpombOLM-
Tonewus ( 1o 19x10*9/n). B mmenorpamMmme OTCYyTCTBOBA-
NN NpU3HaKN remo6nacTo30B. C yYUETOM TPEXPOCTKOBOM
LMTONEHNUM, OAHOPA30BO MONOXUTENbHON NPO6LI Kym6-
Ca OT NPOLUAbIX FOCNUTANN3ALMNA, YBENNYEHUS pa3mepa
ceneseHkn (70x22) nposoguncs AvuddepeHLnanbHbIn
AMArHO3 C ayTOMMMYHHbIM AUMconponugepaTnBHbIM
CUHAPOMOM, C BPOXAEHHbIMWU TpOMOGOLMUTONATUSMU U
TPOMOOLMTONEHUAMU, C AHTUDOCHONUMULHBIM CUH-
APOMOM, C MUENTOAUCINACTUYECKAM CUHAPOMOM.

C yyéToM aHaMHe3a U JaHHbIX NPOBEAEHHOr0 WUC-
cnenoBaHus 6bin YCTaHOBMEH AWarHo3: Annactuueckas
aHemus. B KauecTBe CUMNTOMATUYECKOrO fIEYEHUS HA-
3HAUeHbl: 3Tam3unar 125 Mr per os, 2 p/cyTkun, 10 fHeR.
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BBUI — 1 r/kr/cyTku B/B, 1 p/cyTKu, 2 AHA. MpoBoannuch
TpaHCchy3un 3pUTPOLUTAPHON B3BECU M TPOMOOKOH-
LueHTpaTa. [lpoBeaeHbl foo6CneaoBaHUs: wnccneao-
BaHMWEe Ha HaNnuuue KNOHA NapOKCM3MasNbHOW HOYHOW
remornobuHypumn, UCccneaoBaHme KOCTHOrO Mo3ra Ha
KOnbLEeBUAHbIE CMAEP06acTbl, TPENAHOBMONCMA KOCT-
HOro M03ra, UMMYHOTUCTOXUMUSA W LINTOTEeHEeTHKa. [laH-
Hble MOATBEPXAAIOT anna3nto KPOBETBOPEHMUS.

3aknioueHue. AnfactTnueckas aHemus — KpaiiHe Ta-
XEnoe 3aboneBaHne, 06yCNOBNEHO MOPaXeHUMeM BCEX
POCTKOB KPOBETBOPEHMSA, KOTOPOe NPUBOANT K pa3Biu-
TUIO remMopparnyeckoro, rMNOKCUYECKOTO CUMHAPOMOB,
K pa3BUTUI0 BTOPUYHOTO UMMYHOAE(ULMTHOIO COCTO-
AHUA, KaXAbIA U3 KOTOPBIX YCyry6nseT coctosiHue na-
LMEeHTA. EAMHCTBEHHBIM NAaTOreHETUUYECKOM NeyeHnem
ABNAETCA TPAHCNNAHTALMUSA FemMono3ITMYeCKUX CTBOJMO-
BbIX KNETOK W TIATesbHblli KOHTPONb 33 COCTOSIHNEM
nauueHTa.

KNUHWYECKUIA CNYYAI
HEAOHOLEHHOIO PEBEHKA
C 3KCTPEMANIbHO HU3KOI1 MACCOM
TENA V1 BONME3HbIO XATEMAHA
OT MATEPW, UMEIOLLLEN OTAFOLLEHHBIN
COMATWUYECKWUI AHAMHE3 U NMEPEHECLLEN
HOBYIO KOPOHABWUPYCHYIO UHOEKLUIO
SARS-COV-2
bugynsa A.C., ErnasapsH [1.K.
HayuHbiii pykoeodumenb: K.M.H., doyeHm JlapuHa J1.E.

Kathenpa nponeaesTuky feTckux 6onesHein NMd
®OrAQY BO PHUMY um. H.U. Muporosa
MwnH3apaBa Poccum
[BY3 Mopo30BCcKaa AeTcKad ropoackas KnnHnyeckas
6onbHMLa A3M

bepemeHHble XeHWMHbI, nepeHecwmne SARS-CoV-2,
NMetoT 60nee BbICOKUA PUCK MPeXLEBPEMEHHbIX PO-
[0B. [JOCTOBEPHO M3BECTHO, YTO 3TO ACCOLUMPYETCH C
PecnMpaTopHbLIMI U HEBPONOTMYECKMMM PACCTPONCTBA-
MU Yy HOBOPOXAEHHbIX. OHAKO HA CEroAHAWHUN feHb
HEeJOCTAaTOYHO aHHbIX O HEOHATAMbHbIX OCMIOXHEHUSX,
BO3HMKAOWMX M3-3a NepeHeCeHHON BepeMEHHbIMU HO-
BOW KOpPOHaBMPYCHOW MHeKunn. B HacToslee Bpems
n3yuaetca snmsaHne SARS-CoV-2 Ha cucTemy remocrasa
y Nnofja 1 HOBOPOXAEHHOrO, @ TakXXe BO3HWKAET He-
06X0MMOCTb M3yueHus Bo3aencTeus SARS-CoV-2 1 Ha
HEPBHYIO CMCTEMY NNofa.

[lleBouka M., 15 CyTOK XWU3HU, NOCTYNuUNa B oTaene-
Hue HeoHaTonormm u3 OPUTH. U3 aHamHe3a: pebeHoK OT
mMaTepu 39 neT, UMeloLLen OTArOLEHHbI COMAaTUUECKNIA
aHamHe3 (XpoHuuecknit nnenoHepuT o CMOPLLUBAHM-
eM NeBON NoYKK, BUKApHOE YBENNUEHNe NPaBOoii NOUKN,
XpOHUYeCKas aptepuanbHas runepteHsus, 8 2019 rogy
TpenaHauus uepena, yAaneHune TremaHrnoonacTombl
npaBoii remuctepbl MO3xeuKa), oT 1-0i 6epeMeHHOCTH
(3K0), npoTekasLielt B | TpumecTpe 6e3 0C06eHHOCTEl, B
Hauane Il TpumecTpa nepeHecna COVID-19, nosbiweHmne



apTepuanbHoro aasnexus Ao 150/90, B 06uiem aHanuse
Mouun o6HapyxeHa bakTepuypus, B lll TpumecTpe — yme-
PEHHas npe3knamncus, nnaleHTapHas HeaocTaTou-
HOCTb [EKOMMEHCUPOBAaHHAsA (PopMa, HapylWeHne Mma-
TOYHO-NNALEHTAPHOr0 KpoBoOb6palleHus 3 cT. Pogbl
nepsble, NpexAeBpemMeHHble Ha 31 Hefene recrauuu,
CaMOCTOATENbHbIE, B FONOBHOM NpefnexaHuun. Macca
Tena npu poxageHun 910 r, gnnHa 34 CM, OKPYXHOCTb
ronoBbl 26 CM, OKPYXHOCTb rpyan 21 cm. OueHKa no
wkane APGAR 7/7. Mpwu poxaeHun cnabblin MUCK, Ablxa-
Hue HeperynspHoe, cToHyuwee, YCC > 100 B MUH, pa3nu-
TOW LMaHO3, rTMNOTOHUS, runopednekcus. NpousseneH
NPOANEHHbIN BLOX, HAYaTa HEMHBA3WBHAA BEHTUAALMA
Nerkux € MNOCTOSHHbIM MONOXMTENbHbIM AaBNEeHNEM
(CPAP) uepe3 nuueByto Macky. Ha 3-eit MuHyTe Xnu3Hu,
YyUnTbiBasA HapacTaHue 3aBUCUMOCTU OT KUCNOPOAQ,
pebeHOK WHTYOWPOBaH, NepeBefeH Ha WHBA3UBHYIO
BeHTURAUMIO nerkux (MBN). AycKynbTaTUBHO AblXaHue
C 60MbLINM KONNYECTBOM KPENUTUPYIOLLUX NMPOBOAHbIX
XpUNoB MO BCeM NeroyHbiM nonsm. Hauata aHTubakTe-
pranbHaa (AMIULMAAKH + HeTUNMULIMH), UHGY3MOHHaS,
aHTUremopparmyeckas u CUMNTOMaTuyeckas Tepanus.
C neye6bHoM Lenblo BBeAeH Kypocyd 200 mr/kr. Ha 3-u
CYTKW nepeBefieH Ha CamoCTosATeNbHOe AbixaHue. Mpu
NpoBefeHN HeilpocoHorpadun BbiBNEHbI NPU3HAKK
YMEPEHHO-BbIPAXEHHbIX TUMOKCUYECKU-NLIEMUYECKNX
M3MEHEHUN BELeCTBa rOf0BHOr0 Mo3ra, MopdodyHk-
LLMOHANbHOW HEe3penocTn, Hebonbllon aunatauum ne-
BOro 60K0BOro »enyaouka. Ha 3xo-KI oTKpbITbIA ap-
TepUanbHbIN NPOTOK, OTKPbITOE 0BafibHOE OKHO. Ha 3-u
CYTKW XU3HU Yy pebeHKa 0TMeYanucb NPU3HaKu HeKpo-
TU3NPYIOLLEr0 IHTEPOKONUTA: B3yTUe XNUBOT], Bbipa-
XE€HHAsA BEHO3Has CeTb Ha NepefiHen 6PIOLWHON CTEHKE,
XMBOT 60NE3HEHHDbINW, He A0CTYNeH rny6okoi nanbna-
LMK, PEHTTEHONOMMYECKN — MHEBMATO3 KMWeYHMKa. B
TeueHue 3 [Hel NpoBOAMNACh IHTepanbHas naysa. Ha
5-€ CYTKM XM3HWN NpOBEeHA PeHTreHorpadus opraHos
FPYAHON KNeTKW, No pe3ynbraTaM KOTOPOW NErouHbin
PUCYHOK YMEPEHHO 060ralleH B MefuanbHbIX 0TAenax
33 CYET COCYANCTOr0 KOMNOHEHTA. 3a Bpems npebbiBa-
Husi B otaenenmn OPUTH cocTosiHue pebeHka ¢ NonoXun-
TeNbHOW ANHAMMKOW. [Tocne 3 AHeN 3HTepanbHOM nay3bl
nUTaHne B0O306HOBNEHO. CTYN CaMOCTOATENbHbIN, pery-
NAPHbINA. feMoMHaMUUYEeCKN U pecnupaTopHO YCTONYMB,
NnoAAepXKM He TpeboBan. AHTUOaKTepUanbHasa Tepanus
3aBeplueHa Ha 15-e cyTKu. MepeBefieH B OTAeNleHne He-
oHaTonorum B Bo3pacTte 15 CYyTOK.

CocTosiHMe npu nocTynneHun: Ob6uiee COCTOAHME
TAxenoe. Macca Tena 958 r, AnuHa 34 CM, OKPYXHOCTb
ronoBbl 27 CM, OKPYXHOCTb rpyamn 20 cM. LiBET KOXHbIX
NOKPOBOB 6/1e€HO-PO30BbIN. MpPaMOpPHOCTb B MOKOe,
HapacTaeT npu Harpyske. Typrop CHWxeH. Mpun Harpys-
Ke NepuopasnbHbin LLMAHO3, akpounaHos. YA 44 B MUH.
[lbixaHne perynspHoe, ocnabneHHoe, Xpunos HeT. Mpu
nepeBoje OTMeuyanacb HecTabunbHas catypauus B
npegenax 85-90%, Hauata OKCUreHauus yepes Kucno-
POAHbIE KAHIONMM CO CKOPOCTbO NOTOKA 1 /MUH. Oabill-
Ka C 3anafieHnMem yCTYnuUMBbIX MeCT rpyfHON KNeTku B
nokoe, HapacTaeT npu 6ecnokonctee. YCC 158 ya./MUH.
ToHbl cepila siCHble, PUTMUYHbIe. HeBponornueckni

CTaTyC: KPpUK cnabon cunbl, No3a Bsnon nonydnekcum,
ABUraTeNbHas akTUBHOCTb CHUKEHA, MbILWEYHbIA TOHYC
CHWXeH, usmonoruueckue pednekcol ocnabneHol, 6bl-
CTPO MCTOLAOTCS.

3aknioueHue. LepebpanbHas uwemus 2 ctenexu. Le-
pebpanbHas genpeccus.

Mpn othTanbMONOrMYECKOM OCMOTpPE CNeBa BbisiBe-
HO CNe30CTOosHNE, CKYAHOE CNM3UCTO-THOMHOE 0TaeNs-
eMoe B KOHbIOHKTWBANbHOW NONOCTU U3 CNE3HOW Tou-
Ku. NocTaBneH AMarHo3 BPOXAeHHas HenpoxoLmmocTb
CNe3HbIX NyTen, AAKPUOLMCTUT. PUCK pPa3BUTUA PeTUHO-
naTuu HeJOHOLEHHbIX. B AnHammke B Bo3pacte 1 mecq-
La 23 agHen pa3BuUTHUE PETUHONATUM HeJOHOLWEHHbIX, I
CTagms, akTuBHas ¢asa.

Uepe3 Mecsil, Ha peHTreHorpatum oTpuLaTenbHas
[MHaMNKa (HEOAHOPOAHOE CNABOMHTEHCMBHOE CHUXKE-
HUEe MHEeBMATW3aLUN C 06EUX CTOPOH, NEroYHbIN pUCy-
HOK yCMeH 33 CYeT COCYAUCTOr0 KOMMOHEHTA, KOPHM
Nerkiux 4eTKo He NPOCeXnBaloTCA). 3a ABa MecaLa 13-
MEeHeHUN B pazmepe (eTanbHbiX KOMMYHUKALMIA HET.

B Bo3pacTe 1 mecsua 24 AHEN COCTOAHME pebeH-
Ka C OTPULATENbHON AMHAMMKOW 3a CYET peannsauum
MHGEKLMM MOYEBbIX NyTel, NpoBeAeHa aHTMbBaKTepu-
anbHas Tepanus no YyBCTBMTENbHOCTM BAKTEPUONOTU-
4eckoro nocesa (AMUKaLMH) C NONOXUTENbHbIM 3thek-
TOM, TEpanus 3aBeplleHa B BO3pacTe 2 MECALEB 2 AHEN.
B koarynorpamme B JuHaMuKe 0TMeUanocb yanuHeHne
AYTB, NnpoBeAEeHO paclMPeHHOe KOarynormyeckoe 06-
cnepoBaHue, BbisiBneH geduumt XIl daktopa u Buta-
MUH-K-nedmumtHasa koarynonatus. NMonayyuna Tepanmio
BMKACONOM B TeUeHue 5 AHel ¢ ynyylleHnem nokasare-
neii. 3a Bpems HabnwaeHUs B CTaLuMoOHape NOBbILIEH-
HOW KPOBOTOUMBOCTY U KOXHO-FEMOPPArMyYeckoro CuH-
APOMa He 0TMeYanoch.

MpoBeaeHo neuyeHune: BuTamuH [13, WHdY3NOHHAA
Tepanus, KodenHa 6eH30aT, NPOTUBOAHEMUYECKASA Te-
panus (3no3tun 6eta, Xenesa lll rugpokcna nonumans-
TO3aT), 3aKanbiBaHWe B NEBbl rNa3 rnasHblX Kanenb
MInknokcuanH.

Ha hoHe npoBefeHHON Tepanun COCTOSIHME YayULIn-
N0Cb, € 21 CYTOK XW3HM NepeBefieHa Ha OKCUTEHALUIO
uepes Macky co CKOPOCTbto NOTOKa 2 N1/MuH. C 2 MecsLeB
He 3aBMCUT OT KNCNOpOAa. B AMHamuKke NpoBOANNOCH
pacwupeHne 06bema IHTEPANbHOrO NMUTAHNUSA TPYAHbIM
MONIOKOM, MOCTENeHHOe BBeAeHMe opTudmkaTopa.
Hauana cocatb camocTosTenbHo ¢ 1 mecaua 8 gHen. K
MOMEHTY BbIMMCKN COCTOSHUE pebBeHKa YAO0BNeTBOPU-
TenbHoe. Pu3nyeckoe pas3BuUTHe < 3 LEHTMAA NO Macce
1 POCTY NO WKane NOCTHaTanbHOro pocta Intergrowth.
Mo3a runoToHWYHas, ABUraTeNnbHas aKTUBHOCTb YCU-
nnBaeTcs, pednekcbl HOBOPOXAEHHBIX CHUXEHbI. Koxa
61ejH0-p030Bas C MPAMOPHOCTbID Npu Harpyske. OT-
MeuaeTCsl YMEPEHHbIN LMaHO3 HOCOryBHOro Tpeyrosb-
HUKa Npu Harpyske. [bixaHne ocnabneHo. Mo octanb-
HbIM OpraHam 1 cuctemam 6e3 0Co06eHHOCTEN.

Takum 06pa3om, onucaHue NaLmeHTa CBUAETENbCTBY-
€T 0 HeobxoAMMOCTK bonee TWATENBHOIO HabnoaeHNs
32 6epeMeHHbIMM XeHLWHamu, nepeHecwumn COVID-19,



0CO6EHHO WMEKWMUMN OTATOWEHHbI COMATUUYECKUI
aHamHe3, a TaKkxe 06 aKTyanbHOCTW AaNbHENLero us-
YUYEHMS BO3HWKAKLWMX M3-3a AAaHHON WHGEKUMKU nepu-
HaTasbHbIX OCMOXHEHWUA Y HOBOPOXAEHHbIX, UX Npea-
ynpexaeHus n Tepanun. JaHHbIN KNWHUYECKWIA CyYal
TaKXe AEMOHCTPUPYET, UTO MYNbTUAMCLMNIMHAPHDIN
nojaxoJ — OCHOBHOW KPUTEPWU NPOBEAEHNSA YCNELIHOW
Tepanuu Npu neveHnn HeOHOLWEHHbBIX JeTeN.

CNYYANHOE OBHAPY)KEHWUE TEMOOUINN
B XOAE NPEAOMNEPALIUOHHOIA
NOAroOTOBKU
Bnacosa A.A.

HayuHbili pykogodumernb: K.M.H., doueHm JlapuHa /1.E.

Kathenpa nponeaeBTukM geTckux 6onesHen N
®rA0Y BO PHUMY umenn H.A. Muporosa
MwuH3apaBa Poccun
BY3 Mopo30oBCkada aeTckas ropofickas KnnHuyeckas
6onbHMLa 3M

lemochunua — 370 BpOXAeHHOe 3aboneBaHue, cue-
nNeHHoe ¢ X-XpoMocomoW. [pu AaHHOW NaTONOruun
HapylleHa CBepTbiBAeMOCTb KPOBW BCNeACTBME He-
pocTatka B nnasme IX dakTopa CBEpTbIBAHNSA, TAKKe
M3BeCTHOro Kak ¢aktop Kpuctmaca. lemodmnus B B
CpaBHEHMN C remocmnuen A nonyyaeT meHbliee pac-
NpoCcTpaHeHne u cocTaBnseT nulb 15-20%. OCHOBHOWA
npo6nemon remomnumn ABNAKTCA HEKOHTPONNPYEMble
KpOBOTEUeHMUs, C KOTOPbIMM OPraHu3m 3ayacTylo He
CNocobeH CnpaBUTbCA CaMOCTOATENbHO. ITOT BOMNPOC
KacaeTcs Kak MauMeHTa W ero noBCeAHEBHOM XWU3HW,
TaK ¥ Bpaya npu NpoBeAeHUn PasnnuHbIX MaHunyna-
LM, NPU KOTOPbIX €CTb BO3MOXHOCTb BO3HUKHOBEHMUS
KPOBOTEUEHMUSA, B OCOHEHHOCTU CTOMATONMOTMUYECKUX W
XVMPYpPruyecknx BmMeLatenbers.

KnuHnueckuit cnyyan. NauyueHT 4., 4 mec. Moctynun
B CTalLMOHAp C *anoboi Ha rHoeTeueHue u3 rnas. Co
CNOB Mambl: y pebeHKa rnasa rHoATCsA C poxaeHus. 3a
Hefento Ao rocnUTanu3aLmm KONMYeCTBO FHOMHbIX Bbl-
AeneHnn yBennuunocCh, 0COHBEHHO Npu NanbnaLlnm cnes-
HOro MelwKa. Mpu NOCTYNNEHMN NpaBbliA FNas: cne3Hbli
annapat — pe3ko BbIPaXXeHO Cne30CTofHKUe, cKomnne-
HWe XenToro cekpeta BO BHYTpPeHHem yrny rnasa. Mpu
nanbnaummu o6nacT CNe3HOro Melka yMepeHHoe KO-
NMYECTBO FHOMHOIO XEeNTOro LBeTa CeKPeTa, KOHbIoH-
KTMBA: cnabo MH(UUMPOBaHa. /leBblil rNas: cne3Hbli
annapart — pe3Ko BblpaXeHo C1e30CTosAHNe, CKonneHne
)XENTOro cexpeTa BO BHYTPEHHeM yray rnasa, npu nanb-
nawuum 061acTu CNe3HOro Mewka 06unbHoe BbigeneHune
rycTOro rHONHOrO CEeKPEeTA XEeNTOro LBETA, KOHbIOHKTU-
Ba: YMEPEHHO MHULMPOBaAHA.

Na6opaTopHO B X04e NpefonepaLMoHHO NOAroToB-
KW BbISIBMIEHbI HAPYLIEHNA B Koarynorpamme nauueHTa
B Buie yanuHeHus AUTB. lNpu pa3sepHyTOM nccnego-
BaHWM (haKTOPHOro remocTas’a MOBTOPHO YANUHEHUE
AYTB g0 50,9 cek U CHUXeHMe aKTUBHOCTU (hakTopa IX
00 29,1%. Taknum 06pa3om, y pebeHKa BbisBNEHA nerkas
remochnnns B.
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BbiNo NpPoBeAeHO NepBUYHOE 30HAMPOBAHNE HOCO-
CNe3HOro KaHana 1 yaaneHue gakpuoumuctouene cnpa-
Ba UM cneBa. HazHAueHO MeJMKAMEHTO3HOE feueHue:
KCUNOMETa3oNuH,  6eH3UNAMMETUA-MUPUCTONNAMU-
HO-MPONUNAaMMOHUIN, ToBpamMuLuH. Ha oHe neyeHus
HabnoAanach NONOXUTenbHash ANHAMMUKA, NPU BbiMU-
Cke B O(hTaNbMONOrMYeCcKOM cTaTyce CnpaBa W che-
Ba — CNe3HbIN annapart B HOPMe, KOHbIOHKTUBA CMOKON-
Ha.

3aKnioueHne. PacCMOTPEHHbIN KNUMHUYECKUIA Clyyan
NoAYepKMBaeT BAXHOCTb NpefonepaLmoHHONl Nofro-
TOBKM, B X0[i€ KOTOPOI B AAHHON CUTYyaL N 6bin BbISIB-
NeH HacneCcTBEHHbIN aethmuuT chakTopa IX, uTo ABNs-
eTCA 3HAUMMbIM ANA UCKMIOUYEHNA OCNOXHEHUN B XOAe
onepauuu.

KNNHUYECKUIA CNYYAI BONE3HU
KABACAKW C MOPAXXEHVEM
KOPOHAPHbIX APTEPUN
FapranosH M.A., laBpoBckas A.3.
HayuHbii pykogodumernb: K.M.H., doyeHm JlapuHa J1.E.

Kathenpa nponenesTuky feTckux 6onesHen Nd
OTAQY BO PHAMY um. H.A. Muporosa
MuH3npaBa Poccum
bY3 Mopo30oBCkasd getckas ropofckas
KnuHnueckasa 6onbHuLa A3M

BonesHb Kasacaku (BK) — ocTpoe cuctemHoe 3a60-
neBaHue, XapakTepusyiolleecss NPeUMyLLeCTBEHHbIM
NopaXeHnem Menkux U CpefHUX apTepun, passutnem
AeCTpYKTUBHO-NponudepaTuBHOro Backynuta. B Poc-
cum BK pmarHoctupyetca BCe uvalle, OfHAaKO Hepeako
B MO3JHMe CPOKM, BCNEACTBUE YEro NeyueHne Ha3Haua-
eTCA HeCBOeBPEeMeHHO. M0o34HAA AMArHOCTNKA MOXET
6bITb 06YCNOBNEHA KaK HECBOEBPEMEHHbIM 06paLLeHN-
€M 32 MeANLIMHCKOMN NOMOLLbIO, TaK M pa3BUTUEM HENON-
HoM ¢hopmbl BK. IMeHHO HecBOeBpeMeHHOe neyeHue
fIBNAETCA OCHOBHbIM (DAaKTOPOM pUCKA Pa3BUTUS OC-
NIOXXHEHNI CO CTOPOHBI CEPLEUHO-COCYLUCTON CUCTEMDbI,
a MUMEeHHO — NMOPaXeHMs KOPOHAPHbIX apTepuit ¢ 06pa-
30BaHMeEM aHEBPU3M U BbICOKMM PUCKOM NOCneayloLe-
ro TpoM603a M/Mnn CTeHO3a KOPOHAPHbBIX apTEPUR, KO-
TOpbIE MOTYT MPUBECTU K MWeMUN/UHDAPKTY MMOKapAa
1 BHE3aMHOW CMepTW NUL, MONOZOr0 BO3pacTa. Takum
o6bpa3om, B HacTosiwee Bpemsi bK sBnsetcs ogHon u3
OCHOBHbIX NPUYMH NPUOBPETEHHbIX OPraHUYecKnx no-
paxeHnin cepaua y feten.

KnuHuueckuin cnyvan. [leBouka M., 5 mecsues. AHa-
MHE3 XWU3HW: pebeHOK OT 2- 6epeMeHHOCTU BTOPbIX
CpOuUHbIX husmonoruueckux poaos, APGAR 8/9 6annos.
Macca Tena npu poxgeHun 3300 r, anuHa Tena 53 cm.
Mpususku: bUX-M, renatut B — B pofunbHOM fome.
AHamHe3 3aboneBaHus: ¢ 20.11.21 y pebeHka oTmeuva-
Nacb NUXOpajKa C MakcMmanbHbiMK umdpamm go 39°C.

28.11.2021. 06wuit aHann3 kposu (OAK): MOHOLMUTO3.
Ha3HaueHo cuMmnTOoMaTUyeckoe neueHue (KapomnoHu-
alwWui npenapar npy NoBbllEHNUN TeMnepaTypbl).



30.11.2021. OTMeYanucb THOWHbIA KOHDBIOHKTUBWUT,
MENKOTOUEUHas CbiMb, UTO MaTb pebeHKa cBA3ana ¢
NPUEeMOM XapOMOHMKAKILMX NpenapaTos.

5.12.2021. OAK: nemkouuTo3 16,8 TbiC/MKN, HENTpPO-
hunes co CABUIroOM NENKOLMTApPHON (OpMynbl BReEBO,
TpombounTo3 400 Tbic/mkn. CPB: 31 mr/n. Monyuana
Kypc uedTprakcoHa 5 AHENW, KNapUTPOMULINH — C He-
3HAQUMTENbHbIM 3 (DEKTOM.

11.12.2021. Y3 opraHoB 6ploLLHOK nonocTu: 6e3 na-
Tonorum. Y31 nouek: 6e3 natonorun.

14.12.2021. loceB Moum: poCTa HeT.

16.12.2021. Tocnutanu3auunsa B MAIKG B cBA3M € co-
XpaHeHneM NUXoPafKM ¢ auarHo3om «MHdekums moye-
BbIBOAALWMX MyTel 6e3 yCTAHOBNEHHOI NOKANn3aLumy.

Mpy NOCTYNNEHWM COCTOSIHME NALMEHTKN CpeaHeil
TAXECTU 3a CYET CUHAPOMA MHTOKCUKALUWU. YPOBEHb
CO3HAHMA: ACHOE, HA OCMOTP pearupyeT nnayem. innHa
Tena 66 cm, macca Tena 7 Kr, UMT 16 Kr/kB. M, Temnepary-
pa Tena 38,5. KoxHbll NOKpOB 6neiHO-PO30BOrO L|BET],
BNAXHbIW, CbIMN HET, TYProp coxpaHeH. WHbeumpoBaH-
HOCTb cknep. Anddy3Has runepemms CnU3mMCcTon poTo-
rNOTKWU. TumMcoy3nbl He yBennueHbl. [lbixaHne camocTo-
AtenbHoe, YA 36 B MUH., ayCKYNbTATUBHO: Ny3pubHOe
JbIXaHue Hag BCEMMW NONAMM NErKux, Xpunos Het. Sp02
98%. UCC 134 ya. B MUH., TOHbI CepALA ACHble, pUTMNY-
Hble, WYMOB HeT. )XMBOT MATKMNIA, 6€360Ne3HEHHDbIN, He
YBENNYEH.

MpoBepeHbl UCCNeaoBaHUSA:

16.12.21: OAK: moHouuTo3 (1,10%10°/n), numdoumntos
(8,6*10°/n) TpombounTO3 (707*10°/n), mukpouutos (72
tn), aHemus 1 ctenenu (Hb 99 r/n).

06wuit aHanus moumn (OAM): netkountypus (70/mKn).

17.12.21: D-gumepbl — 0,48 mr/n, dmbpuHoreH — 4,87
r/n, CPB — 39,1 mr/n.

OAM: 6€3 NaTONOrMYecKuX N3MeHeHuMn.

Y3/ nouek, HaANOUYEYHUKOB, 3a6PKLWNHHOIO Mpo-
CTpaHCTBa: 6e3 3xorpacmueckux NPpU3HaKkoB CTPYKTYp-
HbIX U3MEHEHUN

3xo-KT: 6onblune 1 cpeAHNe aHeBPU3MbI NMPABOI KO-
POHAPHOW, NeBO KOPOHAPHOWN, NepeaHen HUCXOAALLEN,
ornbatowen aptepuii. Tpomb6 B 60MbLIOA aHeBpU3Me
MMXB.

Ha ocHOBaHMUM JaHHbIX aHaMHe3a, 0CMOTPa, nabopa-
TOPHbIX U MHCTPYMEHTANbHbIX METOL0B 06CNe0BaHUS
6bIn BbICTaBNEH AnarHo3 «bonesHb KaBacaku, nonHas
thopma ¢ NopaxeHMeM KOPOHapHbIX apTepuii. Tpomb B
npocBeTe NepeHen Mex)KenyaoukoBon BeTau». Mauu-
eHTKa 6blna nepeBefeHa B peBMaTonornyeckoe otae-
neHue.

bbino HayaTo neyeHne HOpPManbHbIM BHYTPUBEHHbIM
NMMYHOTNIOBYNMHOM UenoBeka U3 pacyeta 2 r/Kr/kypc,
aueTUNCcanuuMIoBon KNcnoTon n3 pacyeta 80 mr/kr/
CYTKW, JanTenapuHom Hatpusa u3 pacyeta 150 Eg 2 pa3a
B [€Hb NOJ KOHTPOMEM aHTU-Xa-aKTMBHOCTU. Ha ¢oHe
fleyeHns oTMevyanacb MOMOXUTeNbHAd AMHAMUKA B

BUAE KYMMPOBAHWA NUXOPAAKMW, CKNEpPUTa, runepemumn
CNM3NCTOW POTOTNOTKM.

Jlanee ¢ 17.12.21 go 30.12.21 BLINOAHANUCH CNieAyOLMNe
nccneaoBaHusA:

JNlabopamopHbie:

OAK: K MOMEHTY BbIMUCKN COXPAHANNCb MOHOLUTO3,
nMMQOoLNTO3, HENTPONEHNUs, TPOMOOLMTO3 U aHeMUs.
CO3 3a Bpemsa neyeHus CHMU3MNAChb U K 27.12.21 cocTas-
nana 33 Mm/u.

D-pumepbl, mbpuHoreH, CPb HopmanuzoBanuco K 9
cyTKam rocnutanusauunm (24.12.21).

Takxe ¢ 9 cyToK 0TMeuanocb NOBbILLEHHOE 3HAYeHue
TponoHuHa | (7o 19,90 nr/mn).

WHcmpymenmanbHbie:

Aonnnep3X0-KI: k 5 cyTkam rocnutanusaumm (20.12.21)
MPOU30LLN0 paccacbiBaHne TPOM6OA; OCTanbHble N3MEHE-
HUSA 6€3 ANHAMUKN.

17.12.21 npoBoannacb peHTreHorpagma nerkux, no
pe3ynbTaTam KOTOPOM 6bina BbisiBNEHA (DOKYCHAS TeHb
B S3 cnpasa.

25.12.21 1 30.12.21 npoBogmnacb KT opraHoB rpyaHoi
nonocTn ¢ B/B 6ONMNOCHbIM KOHTPACcTUPOBaHMEM: 06pa-
30BaHue B S3 cnpasa, npunexawee K 6pOHXy, pasme-
pom 8.9%10.9 MM., BEpOATHO COCYANCTOrO reHesa.

Pe6eHOK 6bin HanpaB/eH Ha KOHCYNbTALMI0 ETCKOro
XMpypra u cepaeyvHo-cocyaucToro Xupypra: yuutbiBas
OTCYTCTBUE KIMHWUKM CO CTOPOHbI COCYI0B NErkux, Bbl-
COKMI PUCK MHBA3UBHbIX BMELIATENbCTB, 6bI10 NPUHATO
peLleHne 0 KOHCEPBATUBHOM fIEUEHUN.

31.12.21 pebeHOK 6bin1 BbINMCAH B YAOBNETBOPUTENb-
HOM COCTOSIHUM NoJ HabNAeHNe NefmaTpa, Kapanono-
ra, peBMartonora, remaTonora no MecTy XuTenbCTea.

JlaHHbIA KAWHWUYECKNIA CNyYyan AeMOHCTPUpYeT pas-
BUTME MATONOrNUECKNX U3MEHEHUI KOPOHAPHbIX apTe-
pWii, UTO, BEPOSITHO, MOIN0 6bITb NPEAOTBPALLEHO MPH
CBOEBPEMEHHOM 06palleHNn 33 MeJULMHCKON MOMO-
Wbl 1 Hauyane neyeHus B nepsble 7-10 aHen 3abone-
BaHUA.

MPOrHo3 y faHHOW NALNEHTKM HEOAHO3HAUeH. AHeB-
pU3Mbl KOPOHAPHbIX apTepUiA MOTYT 3HAUNTENbHO
YMEHbLNTbCS B pasmepax, a B HEKOTOPbIX C/lydyasx uc-
Ye3HyTb B MepBble 2 FOAa NoC/ie NepeHeceHHoro 3a6o-
NIeBaHMA, HO TaKXe BO3MOXHO Pa3BUTME KOPOHAPHOIO
CTeH03a unn TpoM603a, UTO MOXKET NOCAYXNTb MPUUM-
HOW Pa3BUTUS KAMHNYECKON KapTUHbI UILEMUN MUOKAP-
Aa. 310 06ycnoBnnBaeT HeO6XoAMMOCTb UTENBHOMO
HabnioAeHUs C LeMblo paHHe:n ANArHOCTUKN YrpoXato-
LWMUX XM3HU OCTIOXKHEHWA.
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KNWHNYECKUI CNYYAIR NMALMEHTA
C FEHEPA/IN30BAHHOI ®OPMOM
FTPAHYIEMATO3A C NO/INAHTMINTOM
(5ONE3HU BETEHEPA)
lepacumosa 10.A., MbiwKuHa E.B.
HayuHbili pykogodumernb: K.M.H., doueHm JlapuHa /1.E.

Katbenpa nponefeBTuky feTckux 6onesnen Nd
®rAOY BO PHUMY um. H.W. Mnuporosa
MwuH3apasa Poccuu

lpaHynemato3 ¢ nonuaHrumtom (IMA) — 370 ruram-
TOKMETOYHbIN FPaHyNeMaTo3HO-HEKPOTU3UPYIOWMA Ba-
CKynuT, oTHocsiwmmnca K rpynne ANCA-accoummupoBaH-
HbIX CUCTEMHbIX BACKYNNTOB, U XapaKTepu3yoLWNICs
XPOHNYECKUM UMMYHHbIM BOCNANeHnem CTEHKU COCYA0B
MeNnKoro kanuépa, npeumyLLeCTBEHHbIM MOPaXeHNeM
BEPXHUX U HMKHUX AbIXaTENbHbIX NYTEN, Nerkux, noyek.
3aboneBaHne CBA3AHO C FeHETUYECKUMMU BapuaHTamu
B npegenax HLA-DP, SERPINA1 (koaupyeT a1-aHTUTpUn-
cuH), PRTN3 (kogupyeT npoTenHasy-3), nycKoBbIMI (haK-
TOpaMM MOTYT CAYXMWTb 3arpAasHUTeN Bo3gyxa (aBy-
OKUCb KpemHua), nHdekuumn (Staphylococcus aureus),
NeKapcTBeHHble npenapatbl (aHTM6MOTUKM). HUM3Kas
3a6bonesaemocTb B neauatpuueckoi nonynauuu (0,02-
0,64 Ha 100 TbIC. YeNOBEK B rof), WMPOKNIA CNEKTP COo-
CTOAHWIA Ans anddepeHuUnanbHON AUarHoCTUKKM, Heao-
CTATOYHOCTb CBELEHWA O PALWOHANbHbIX CTpaTErmax
neyeHns Ans aeTen, BepOSATHOCTb Pa3BUTUS TSKENbIX U
KU3HEYTPOXAIOLNX OCNOXHEHUN, — TPEBYIOT HacTopo-
XEHHOCTU B OTHOLIEHWUM AAHHOr0 3a6onesaHus, Mynb-
TUANCUUNANHAPHOIO U MepCcoHanM3nupoBaHHOro NOLAX0-
A2 K KaXXA0MY KOHKPETHOMY C/lyyalo.

Knuunueckun cnyyvaid. MaumenT E., 12 net. Moctynun
B MAMKB 22.06.2021 r. ¢ %anobamu Ha NUXopajgky, Ba-
NOCTb, Kallesb C MPOXUNKaMU KpOBMU.

N3 aHamHe3a: pebeHOK OT MepBoOii GEpPeMEHHOCTH,
nepBbiX CPOYHbIX POAOB, NPUBUBKM A0 3-X NeT, Aa-
nee — 0TKa3, HACNeACTBEHHbIA U annepronornyeckun
aHaMHe3 He OTAroLeHbl. B mae-uoHe 2021 . TpUXAbl MO~
ctynan B MArKG c gnarHo3om «OCTpblil OTUTY. 14.06.21T.
poctasneH B KB N°9 6puragoin CMIM ¢ HanpaBAsowmum
ANArHo3om «KuweuHas WHMEKLNS HeyCTaHOBNEHHON
3TUONOTNNY, — [NATHO3 UCK/IOYeH. YuuTbiBas Kallenb
C anon MOKpOTOMW, ANWUTENbHblA ABYCTOPOHHWIA OTMT,
ANUTENbHYI0 NUXOPAAKY, U3MeHeHus nerkux Ha KT, npo-
TEUHYPUIO U remaTyputo, 6bina 3anofo3peHa pesmaT-
ueckas npupoaa 3abonesaHus. Pe6eHOK nepeBefeH B
MATKB ¢ uenbto foo6cnesoBaHms.

Mpwn noctynneHnn: T 37,6°C. ObLyee cocTosHMe cpen-
HeW TAXeCTH, 06yCNOBNEHO reMOPPAruyecKM 1 UHTOK-
CUKALMOHHbIM CUHAPOMamu. Koxa 6nefHas, remopparu-
yeckas Cbifb C HEKPOTUYECKMM KOMMOHEHTOM B 0611aCTH
KWUCTeN 1 roneHen, 60ne3HeHHa Npy nanbnawum; OTEKOB
HeT. Jlumdatnueckue y3nbl He yBenmyeHbl, runepTpodus
MUHOANMH | ctenedn. YA 24/MuH, ObIXaHNe XKeCTKoe,
Xpunos HeT; SP02 99%. ToHbl cepAua ACHblE, PUTMUNY-
Hble, UCC, ps. 100 ya/muH, AQl 100/70 Mm.pT.cT. CUMNTOM
MOKONAUYMBAHMSA OTPULLATENbBHbIN C 06enNX CTOPOH.
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Na6opaTopHo: remorno6uH 95 r/n, 3pUTPOLMUTbI
3,42*10%/n, remaToKpuUT 27,8%, neikountbl 11,2%¥10°/n,
Tpom6ounTbl 409*10°/n; 06w 6enok 57 r/n, anbbymuH
21r1/n, CPB 240,9 Mr/mn, NPOKANbLUUTOHWH 0,79 Hr/Mn; K+
2,8 mmonb/; Tnl 1125 nr/mn, KOK-MB 5,9 Hr/mn; J-gume-
pbl 6,97 Mr/n; TemaTypus (M3MeHeHHble 3pUTPOLMUTDI 27 B
n.3p.), ymepeHHas npoteunypus (1r/n).

23.06.21. 3KI: Taxukapaua (UCC 142 ya/mun), Hapy-
WeHne NpoBefeHNs MO NpPaBoOM HOXKe Nyyka luca,
AnddysHble n3meHeHus B Mmokapge. IX0-KI: OB 58%,
OTKPbITOE 0BafibHOE OKHO 2-3 MM 6€3 3HaUMmMoro c6po-
ca, peryprutaumua 1-1,5 cTeneHn Ha TpUKycnujanbHom
KnanaHe, nokasatenu cokpatumoctu JIXK He3Hauu-
TenbHO AN dY3HO CHMxKeHbl. KT TM: HepaBHOMepHOe
yTONLLEeHMe CIM3NCTON 0600UYKN KNMHOBUAHOMN Na3y-
XM U AYeeK peweTyaToro nabupuHta ¢ AByx CTOPoH. B
6apabaHHON NONOCTH, AYEMKAX COCLEBMAHOIO OTPOCT-
Ka C ABYX CTOPOH BU3yanu3mpyeTtca natonorumyeckoe
conepxumoe. KT opraHoB rpyaHon NOAOCTH: Yu4acTKu
YNNOTHEHNS NErOYHOW TKAHM MO TUMY KOHCONMAALMN, C
nepucoKanbHbIM anbBeOMSAPHbIM OTEKOM MApPeHXMMbl
nerkux, makcumanbHble pasmepbl rpaHynem: 17,5x11,5
MM — S5 npaBoro nerxkoro, 17x13 Mm — NpPUKOpPHEBbIE
oTaenbl S8 npasoro nerkoro, 10,5x15 MM — npukopHe-
Bble OTAenbl S6 NeBoro nerkoro, NPuU3Haku remoppa-
rMYeCcKoro anbBeonnuTa. [laHHbiX 3a Hanuumne TIMA He
nonyyeHo. KT opraHoB 6pIOLWHON NONOCTU: KAapTMHA
AN Y3HOro CHWKEHUA MAOTHOCTU MAPEHXMMbl ne-
YeHUW, ymepeHHoe yBenuyeHue pas3mepoB cefie3eH-
KW, B MapeHXxmme MHOXeCTBEHHble TUNOAEHCHUBHbIE
CTPYKTYPbl C YETKUMU, HEPOBHLIMN KOHTYpaMu, Mak-
cumanbHbIMK pasmepamu 8x5 mm. MeseHTepuanbHble
numdaTtuyeckne y3nbl yBennueHol Ao 14 mm, hopma u
CTPYKTYpa He M3MeHeHbl. MpoBogunacb auddepeH-
unanbHaa AMArHOCTUKA MeXAy rpynnamm CUCTEMHbIX
BACKYNNTOB (rpaHynemaros C NoAMaHrMUTOM, MUKpPO-
ckonuyeckuin nonuanrumt), AHUA-aHTuTENa B pa6ore.
Ha3HaueHa WHGY3UA CBEXE3aMOPOXEHHON Mna3mbl
(C3M) 10 mn/kr, pantenapuH Hatpua 3000 Ea x 2 p/n
n/K, nynbc-Tepanus MeTUNNPeaHU3010HOM 500 mr B/B
(23.06, 24.06, 25.06), annpocTaaun 25 MKr 2 p/a, uede-
num B/B 2 p/cyT.

24.06.21. Pa3BuUnCA remopparuyeckmii HeKpo3 Msr-
KX TKaHel (bynbMuHaHTHas nypnypa). OTpuuartenb-
HaA AWHAMWUKa NabopaToOpPHbIX NoKa3aTenen: remorno-
6MH 59 r/n, 3puTpoLNTbI 2,22*10%/n1, remaTokpuT 18,0%,
nenkouuTbl 15,1¥10°/n, Tpom6OLUMTLI 449*10°/n; 06LMN
6enok 50 r/n, anb6ymuH 22,7 r/n, CPB 141 mr/mn, npo-
KanbLMTOHWUH 0,89 Hr/mn; K+ 7,2 mmonb/; Tnl 1457 nr/mn;
[-anmepbl 4,51 mr/n. benkoBble dpakuun: Y-rn 16,1%,
b1-rn 12,3%, A2-rn 17,5%, A1-rn 12,9%. C yueTom nonoxu-
TenbHbIX aHTUTEN K PR3 1gG, XapakTepHON KNMHUYECKON
W NabopaTopHO-MHCTPYMEHTaNbHON KapTMHbI, YyCTa-
HOBJIEHO, UTO Y pebeHKa UMeeT MeCTO FpaHynemartos C
MONMAHTMUTOM, FeHepann3oBaHas dopma. B cxemy ne-
UeHUS C LeNblo MHAYKLUN PEMUCCUI BKIOYEHDI: Npea-
HM30/0H 15 mr — B 6.00, 10 mr — B 10.00, 5 Mmr — B 13.00,
PUTYKCMMA6 375 MH/M?, @ TaK)Xe CTIMPOHONAKTOH 25 Mr 2
p/n, kKo-Tpumokcason 480 mr/cyT 2 p/Hen.



25.06.21. KoHcynbTauusa AeTckoro Kapauonora: faH-
HblX 3@ OCTPbI/A KOPOHAPHbIA CUHPOM HeT.

28.06.21. BBMAYy HEAOCTATOUHOW MOMOXKWUTENbHON
AVHAMUKN W HanuumMs YacTUUYHOM PEe3UCTEHTHOCTU K
NPOBOAKUMOMY NEUEHNIO NPUHATO pelleHne 106aBUTb B
cxemy umknodocdamua 654 mr B/B.

05.07.21. CocTosiHMe pebeHKa ynyywunocb, OAHAKO
nabopaTopHble Noka3aTenn 0CTaBanMCb 6€3 3HaUNMbIX
N3MeHEeHW: reMorno6uH 79 r/n, s3puTpoLnTbl 2,97*10%/n,
reMatokpuT 25,4%, nenkouuTsbl 16,95*10°/n, Tpom6GoLM-
Tbl 570*10°/n; 06wum 6enok 58,1 r/n, anbbymux 31,0 r/n,
CPB 97,7 mr/mn, moyeBuHa 11,1 MmMonb/n.

12.07.21 pebeHOK BbINUCAH B YAOBNAETBOPUTENbHOM
COCTOSIHUM, CbiMb B 06MACTN KUCTEN U FONEHeN B CTagum
yracaHus, nokpbiTa KOPOUKoi. Ha OCHOBaHMW KNWHU-
KO-aHaMHeCTUYeCKUX JaHHbIX N pe3ynbTaToB 06cneao-
BaHMA (BbICOKMI ypoBeHb aHTUTen K PR3 IgG, KT-npu-
3HaKN ABYCTOPOHHEro rpaHynemaTto3HOro nopakeHus
Nerkux), yCTaHoBMeH OKOHUATesbHbIA AnarHos: «fpa-
Hynemarto3 ¢ nonuaHruutom, ANCA-accoumMmnpoBaHHbIi
BACKYNNT, reHepani3oBaHHas opma (monoxuTenpHbie
aHTuTena K PR3 IgG, nonucuHycuT, peunansupyome
OTUTbI, NOPAXEHNe Nerknx, NopaxeHune noyek, TPOM60-
BACKyNNT). AHEMUS CpefHeR CTeneHu TKeCTu». [laHbl
pekomeHgauuu: usberatb NepeoxnaxpeHus, WHCONA-
LMW, YpE3MEPHbIX PU3NYECKMX U MCUXOIMOLNOHANbBHbIX
Harpysok; He MCNONb30BaTb B fIEYEHUU UMMYHOMOAY-
nATopbl; cobnaaTth Anety. MeAMKameHTO3Has Tepa-
nnue: NpejHN30M0H B TeuyeHne 4-x Hepenb no cxeme: 15
mr— 8 6.00, 10 mr — B 10.00, 5 mr — B 13.00, mukodge-
Honata mocheTtun 250 mr 2 p/a, unknodoctamug 0,5 r/
M2 B/B B yCnoBuaAX CTauMoHapa 1 p/4 Hepl, puTyKCUMao
375 Mr/m? B ycnoBusx cTaumuoHapa 16.07.21, nantenapuH
HaTpua 4000 EA 2 p/n n/k, 3Hananpun no 2,5 mMr 2 p/n
ANUTENbHO, KO-TpUMOKCa3on 240 mr 2 p/Hea, npenapa-
Tbl Kanbuusa, BUTAMUH [], Kanua u MarHusa acnaparuHar,
omenpason.

[lo nekabpsa 2021 r. pebeHOK 6blT HEOAHOKPATHO FO-
CMMTANU3MpPOBaH B npodunbHoe otaeneHne MATKG ans
LMKIMYECKOTO NIEYEHNS PUTYKCUMAbom u umknodoc-
hamngom B ycnosuax cTaunoHapa. Cnegyiowas rocnu-
Tanusauua 3annaHuposaHa Ha mapT 2022 T.

MpuBeaeHHOE ONKUCaHWe NauueHTa AeMOHCTpupyeTt
TPYAHOCTb BedeHusa neauatpuyecnx 6onbHbix ¢ A,
MonumopdHble KNMHUYECKNE NPOABNEHNs, OTCYTCTBUE
KPYMHbIX I0NTOCPOUHbBIX UCCe0BaHNM, NOCBALLEHHbIX
M3YYEHUI0 acNeKTOB AMArHOCTMKK M NeYeHnus AaHHOro
3aboneBaHus y ieten, He06X0MMOCTb arpecCcUBHOM Te-
panuu, CONPSXXeHHOW C Cepbe3HbIMU pUCKamu, TpebytoT
yyacTus MHoronpogunbHOW KOMaH/bl CNeLnannucToB 1
WHTEHCUBHOTO MEeXANCLMNANHAPHOIO COTPYAHNYECTBA.
Bbicokas yacToTa peunansos (4o 83% B Teuenue 8 ner)
06YyCnaBANBaET BAXHOCTb TIATENbHOIO HAGMIOAEHMUA U
ANNUTEeNbHON NoAAEePXMBALOLLEN Tepanuu. HecmoTpsa Ha
peaky BcTpeyaemocTb IMA B nefmaTpuuecKkoin npak-
TUKe, NeinaTpbl AOMKHbI UMETb HACTOPOXEHHOCTb B OT-
HOLIEHUW AaHHOr0 3a60NeBaHusA, NOCKOMbKY 3a/lepXKa
B IMArHOCTWKE W1, ClejoBaTeNbHO, HECBOEBPEMEHHO Ha-
uaToe 1 HeKOPPEKTHOE NleueHne, 3HaUMTeNbHO yXylla-

10T NPOrHO3 NaLMeHTa U MOTyT NPMBECTYU K (haTanbHbIM
noCneAcTBUAM.

TPYAHOCTN ANDOEPEHLMANIBHON
ANATHOCTUKWN Y HEAOHOLUEHHbIX
HOBOPOXXAEHHbIX C MHOXXECTBEHHbIMW
NMOPOKAMU PA3BUTUSA
Mpunac A.10., Am6ynartosa E.M.

HayuHblili pykogodumernb: K.M.H., doueHm JlapuHa J1.E.

Katheapa nponeaeBTukM AeTckux 6onesHen NG
OrA0Y BO PHUMY unm. H.N. Mnuporosa
MwH3apaBa Poccuu
'bY3 Mopo30BCKas AeTckas ropoackas
KNuHunyeckasa 6onbHuua 3mM

OTmeuaeTcs, UTO YEM HUXKe mMacca Tena npu JaHHOM
reCTalMoOHHOM BO3pacTe, TeM Bbllle TAXECTb Hebnaro-
MPUATHBIX NCXOA0B. YT06bl CHU3UTD CMEePTHOCTb U WNH-
Bannansaunto, BaXXHO rnpaBuibHO N CBOEBPEMEHHO AN~
dFHOCTMPOBATb OTK/IOHEHNA Y HOBOPOXAEHHbIX netei.

Lenb: neMOHCTpaUus BbiABNEHUS MHOXECTBEHHbIX
MOPOKOB Y HeJOHOLLEHHbIX HOBOPOX/EHHbIX 11 NOAX0Aa
K B&€HUIO0 TAaKNUX JeTeil.

KnuHnueckuin cnyyain. Pe6€HOK B. 0T matepu ¢ 0TA-
FOLLEHHbIM aKYLIEPCKO-TUHEKONOTMYECKMM aHAMHE30M,
4-on 6epemeHHOCTM MXBA (MoHOXopuanbHon 6uam-
HUOTUYECKON) ABOIHEN, AUCTPECCOM MNOAO0B, npoTe-
KaBlwel ¢ MHorosoavem 1 nnoaa (pebeHok [1.) n mano-
Boanem 2 nnoaa (pebeHok B.). Poauncs Ha 29 Hepenu
€ maccon Tena 1170 r. Ha 6-ble CyTKU nepeBejeH B OT-
fleneHne peaHumauuu (OPUT) B TAXENOM COCTOSHWUM
Ha VIB/, 06yCNOBNEHHbIM [blIXaTeNbHOW W CepaeUHoN
HeAoCTAaTOUHOCTAMN Ha (DOHe BPOXAEHHOW MHEBMO-
HUW; TPOMBO30M HIDKHEN MONON BEHbI (HNB) n HepoHO-
WeHHOCTbI. bbin 3kcTybmpoBaH, nepesefeH Ha CPAP.
04.05 — camocTosTeNnbHoOe fAbixaHue. Mo aaHHbIM Y3U
HMB 30.04: npu3Haku Tpombo3a HMB. Ha3HaueHa rena-
puHOTEpanua HeNpPepbIBHO C yBeNnYeHnem [o3bl Ao 40
Efl/kr/uac. C 11.05 nepeBeaeH Ha [lanbTenapuH HaTpus
400 en./kr/ c JOCTUXKEHNEM LIeNeBOil TMNoKoarynauum.
17.05 pekaHanu3auus npocseta HMB. Mocne cTabunusa-
LM COCTOSIHMA NepeBeAeH Ha 2-1 3Tan BbiXaXUBaHUSA B
BoO3pacTe 25 AHEN. /leueHNe: MHTansLUKM NyNbMUKOPTOM,
KucnopogoTepanusi, OHKOMUCTWH B 06a rnasa B CBA3M C
JAKPUOLMCTUTOM, NPOTMBOAHEMUYECKAA Tepanus, CTu-
MynAaLuA abixatenbHoro ueHTpa (AL) kodenHom B cas-
31 ¢ 6POHX0NEroUHON AUCNNasmeil.

MaumeHT [. 1-bid U3 MXBA. Mpu poxaeHuu: OHMT,
AUCTPecc-CMHAPOM, NepeBeAeH Ha UBJ1. 26.04. nynbca-
LMA HA 6eApEHHbIX apTepuax OTCYTCTBOBANa, N0 AaH-
HbiM Y3 opraHoB 6piowWHOM NONOCTM 26.04: TpOM6 B
6ptowHoit aopTe (BA). HasHaueH renaput 28 ef./kr/vac.
NepeBeaeH B OPUT B Bo3pacTe 3 CYTOK XNU3HW B TAXe-
oM CoCTOSHUM Ha WBJ1, 06ycnoBNeHHOM AblxaTenb-
HOW W CepAeYHON HefOCTATOYHOCTAMM, MH(EKLNOH-
HbIM TOKCMKO30M, HEBPONOrMYECKOW CUMNTOMATUKON,
BPOX/AEHHON MHeBMOHMK, Tpom6o3om BA. Y3 OBI
27.04: HEOKKNIO3MOHHBIA TPOM603, remMofMHaAMUYECKM
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3HaUMMbI CTEHO3 TEPMUHANbLHOrO oTaena bA Koaryno-
rpamma 27.04: edpuuut aHtutpoméuHa Il (AT 11), nosbi-
weHne -AUMepOB; renapuH B TOMN Xe A03e, nHdy3us AT
[l 50 en. B/B. 29.04 3KcTy6UpoBaH, NepeBeféH Ha CPAP.
06.05 — camocTosATenbHoe fAbixaHue. 07.05 yBenuueHa
[03a renapuHa ao 40 ME/kr/uac. 08.05. AT 111 100 ME B/B.
11.05 nepeBeAéH Ha flansTenapuH Hatpua 400 EA/Kr ¢
AOCTWXEHUEM LieneBoW runokoarynsuum. 18.05 nepe-
BEAEH Ha 2-W 3Tan BbIXaXWBaHMA B Bo3pacTe 25 HEN.
25.05 MCKT aopTorpadus BA: nepeHecEHHbIN TPOM60O3
bA Ha ypoBHe budypkauuu. JleueHme: NpoTUBOAHEMM-
veckas, a/6 (MHeBMOHMA, UHDEKLMA MOUYEBbIBOAALLINX
nyTeit) Tepanua; KMCNOPOAOTEPANUA, UHFANALNN Nynb-
MUKOPTOM, cTumynaums ALl kodemHom. ety BbinnucaHbl
B YAOBNETBOPUTENbHOM COCTOSIHUM, ABNEHUA WHeEK-
LLMOHHOTO TOKCWKO3a, AbIXaTeNbHbIX HapYLEHWA HeT,
OT KNCNOPOAA He 3aBMCAT; MOYa CaHWPOBAHA; aHemus
KOMNEHCMPOBAHA, 3HTEPaNbHO NUTAKOTCA.

3aknwueHue. getn ¢ OHMT 1 MHOXeCTBEHHbIMU Na-
TonoruaMnM NOTpeboBanu  MynbTUAUCLUNAUHAPHOIO
NnoAXo4a K neyeHuto Ana ynyylleHnsa ux CocToaHus.

COUYETAHUE FETEPO3UIOTHON ®OPMbI
ANTbOA-TANACCEMUN N AEDULLATA
XENE3A
JoHuunk E.N.

HayuHble pykoeodumenu: K.Mm.H., doyeHm JlapuHa J1.E.,
acc. Xamwykoe 3.A.

Kathenpa nponeaeBTuky aetckux 6onesHen Nd
®OrAQY BO PHUMY um. H.W. NMuporosa
MuH3apasa Poccun

BeepeHne. Tanaccemuss —3TO rpynna Hacneg-
CTBEHHbIX 3a60M1eBaHU KPOBM, KOTOPbIE NPUBOAAT K
HapyLWeHNo BbIpaboTKM remornobuHa, a TAXEeCTb 3a-
6oneBaHMs 3aBUCUT OT FNY6UHbI NONOMKN TeHOB. Aflb-
ta-Tanaccemmss — 3T0 hopma Tanaccemuu, BKAKOUAl0-
was redbl HBA1 n HBA2. Bo BCcex HOpManbHbIX hopmax
remornobuHa NpuUCyTCTBYeT ABe anba-uenu u fBe
Apyrue Lenu B 3aBUCUMOCTY OT TUMA reMorno6uHa. Mpw
anba-tanacceMmn NPOUCXOANT MyTauus anbga-ue-
nen remorno6uHa. Y 340poBOro yenoseka 3a 06paso-
BaHMe anba-rnobUHOBLIX Lenei OTBEYANT ueTbipe
anba-rnobuHOBLIX reHa Nno fBa Ha Kaxaon 16-1 xpo-
mocome (aa/aa). FeHbl MOTYT TEPATbCA U MYTUPOBATD,
UTO CONPOBOXAAETCS Pa3HbIM TeueHMeM 3ab0neBaHus,
B HalleM KAWHWUYECKOM cnyyae y pebeHka MyTauus
O[JHOTO TeHa B reTepo3uroTHom dopme (-a/-o uam --/
a0) — manas opma anbga-Tanaccemiuu, YTo CoNPoBo-
XKAAETCH XPOHNYECKON TMMOXPOMHOW MUKPOLUTAPHON
aHemuel. Manas gopma anbda-Tanaccemms peiko Hy-
XKAAETCH B 3aMeCTUTENbHbIX TPAHCPY3UAX JOHOPCKUX
IPUTPOLMTOB, HO B HEKOTOPbIX CAyYasXx yacToTa nepe-
NINBAHWI Y HUX MOXET yuallaTbCsA: C BO3PAcTOM, Mpu
pa3BUTUM CNAEHOMEeranuu, Npu NPUMCOEAUHEHUN WH-
thekunin 1 BO Bpems 6epeMeHHOCTW. bonbluas dopma
anba-TpebyeT perynspHbiX TPAHCY3UN [OHOPCKUX
3PUTPOLMTOB.
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KnuHuueckuii cnyyain. Manbuuk 1., 11 net (12.05.2010
roga poxenus) 13.02.2022 nocTynun B oTaeneHue re-
matonorun MArKb B cpegHeTsXenom coCcTosHue.

Anamnesis morbi: ¢ 20.01.2010 BnepBble BbIABIEHO
CHWXeHNe ypoBHA remornobuHa Ao 90 r/n, oTMeuanachb
runoxpomus, aHm3ountos. Ha doHe cheppoTepanuu
remorno6uH noAHanca Ao 99 r/n, ¢ CoxXpaHAWMMCS
NPU3HAKKW TUNOXPOMUKN. Manbumk 6bil HanpaBneH Ha
o6cneposanue B ®HKL um. imutpus Porauesa, no pe-
3ynbTaTam 3nekTpodope3a TUMOB remornobuHoB: re-
MOrno6uH A 96,3%, A2 2,2% F 1,5% npu Hopme: remorno-
6uH A > 95%, A2 1,5-3,5%, F < 2%. Mpu nccnegosaHum
Hambonee YacTblX jeneLuin C BOBNeueHnem anbda-rno-
O6VWHOB BbifiBNEeHA Aeneuns 3,7 B reTepoO3UroTHOM CO-
CTOSIHUW. Ha OCHOBaHUW NPOBEAEHHbIX WCCNeA0BaHUN
YCTAHOBNEH AMarHo3: Anba Tanaccemus, retepo3unroT-
Has dopma. B okTa6pe 2021 roga npu nnaHosom Y3U
OpraHoB OpIOLWIHON MOMOCTU BbISIBNEHO YBEMNUEHNE
ceneseHKkn. Ha NnpoTshKeHUM NocnefHUX mecaues CcTano
0TMeYaTbCs AUHAMUYHOE CHUXEHUE YPOBHA remorno-
6uHa 10 80 r/n, B cBA3M C uem B Aekabpe 2021 r. nony-
uan nepopanbHylo eppotepanuto 200 mr— 30 fHeil,
6e3 3HauuTenbHoro adekTa. CpegHeTKENANA aHEMUA
(80-90 r/n) coxpaHsnacb. focnutanusnpoBaH B MAT-
Kb ansa oueHku 3chheKTUBHOCTU paHee NpoBefeHHON
theppoTepanun 1 onpeaeneHns TaKTUKN fanbHellero
BeAeHus.

Anamnesis vitae: Annepruyeckas peakuus Ha non-
fIMHO3 W anenbcuHbl. PebeHOK mosyyaeT B paunoHe
nuTanma 200-250 r. KpacHbIX COPTOB MACA eXeAHEeBHO.
Mpo6nem ¢ paLMOHOM NUTAHUS He UMEET.

0T 14.02.2022. Mo 061wemy aHanNU3y KPOBM BbiABEHbDI:
TMMOXPOMHAsA, MUKpoOLMTapHaa aHemus Il cteneHu, cu-
feponeHus (2,19 mkmonb/n), nokasaTenu HeHacblLeH-
HOW )Kene3ocBA3biBalolleld CNOCOBHOCTU MOBbILIEHDI,
nokasaTenu (peppuTMHa B HOPMe.

07116.02.22. 13 pe3ynbTaToB ynbTPa3ByKOBOro nuccne-
[OBaHNsA OPraHoOB GPIOLWHON NOMNOCTMU 6bINU BbIBAEHDI:
NPU3HAKN YBENUUYEHUS NUHEAHbIX PAa3MEPOB MeYeHN.
Mo pe3synbTaTam 330(paroracTpoayocfeHOCKoONUN npu-
3HAKM 3p03UBHOIO pedhtoKc-330arnTa HKHel TPeTu
nuwesofa A cTeneHb, LA knaccuukaumm, naHracTpur,
OyNnbOMT, AYOAEHO-TacTPanbHbIN pediniokc.

Ha MOMEHT HabnoaeHnin B OTAENEHNM, AHEMUS pac-
LleHeHa, KaK CMelaHHoro reHesa (B pamkax anbga-Ta-
naccemun 1 xenesofeduUNTHOE COCTOAHNE). Manbumk
OblN KOHCYNbTMPOBAH FaCTPO3HTEPONIOrOM U eMy 6bin
MocTaBneH AnarHo3: KnuHuYecKknin conyTCTBYIOWNN ra-
cTpo3a3odaranbHblil pednioke ¢ 330¢harnTom, 3p03nB-
Has popma 6e3 CTeHO03a U KPOBOTEUEHMUS, KNMHNYECKN
COMYTCTBYIOLLNIA aHTPANbHbINA racTpUT.

Ha3HaueHa guetotepanusa: 1) co60eHNe CTPOroro
AHTUPEIOKCHOTO PeXuMa; 2) UCKMUYeHns n3 gue-
Tbl KUCAbIX (OPYKTOB, Arof, OBOLLEN M UX COKOB, NYKa,
UeCHOKa, nepua, YepHoro Kode, NpoAYyKTOB C HOAbLINM
COLEPAHMEM XMpa UNKN YCUNMUBAIOLLNX ra3006pa3osa-
HMe B KuWweuHuke. HazHaueHa Heobxoaumas Tepanus:
ractpouuTonpoTekTopamu 1) I3omenpason no 20 Mr
2 pasa B AeHb 2) TpuKanua BUCMyTa JULMTPAT o 120 mr



2 pasa, BuTamuHamm Omera 3, aHTUOUOTUKOM AMOKCa-
uunnuH 875 Mr 2 pasa B ieHb, aHTaUUAHbIMK npenapa-
Tamu, npedbuoTuKkamu.

17.02.2022. NMauneHT 6bIN BbINWCAH JOMOW B YA0B-
NeTBOPUTENbHOM COCTOSIHME, C PeKOMEHAALNsMU O
HabngeHWe racTpo3HTeponora, neguatpa u rema-
TONOra No MecTy XuTenbcTBa. C LENbl0 UCKMIOUYEHUN
KENne3ope3nCTeHTHON xene3oneUUUTHON aHeMun K
alepynonnasmmHeMui, pekomMeH0BaHa NnaHoBas cAa-
Ua KOHLEHTpauun CbIBOPOTOUHOrO rencuauHa, menu
W LepynonnasMuHa no MecTy XWTenbCTBa. Ha3HaueH
JH0CKONUYECKUN KOHTPONb Uepes 4 Heflenn no mecTy
KUTENbCTBA. YumTbiBaA OTCYTCTBUA 3hdekTa paHee
Ha3HAUeHHOW MO MeCTy XWUTenbcTBa eppoTepanuu,
npoBoAuTCs nop HabnogeHuem andcepeHunanbHan
AMArHOCTUKA C xene3ofedUUUTHON aHemuend U3-3a
XPOHWUUYECKOW KPOBOMOTEPU KENYAOUHO-KWLIEUYHOrO
TpakTa (KKT).

3aKnioueHne. B JaHHOM K/IMHUYECKOM CNyuae, y pe-
6eHka npupoaa xene3ofeduLNTa He CBA3aHHA C anu-
MEHTapHbIMU (DAKTOPAMNU U XPOHUYECKOW MOTepen u3
XKT, uTo MOXeT roBopuTb O HapylleHue BcacbiBaHUA
Xenesa, CBA3aHHOE NU60 C NOPAXEHUEM CTIU3UCTON Xe-
nyaka (13 06cnenoBaHuA: aHTPaNbHbIA racTpuT), NM60o
C alepynonnasmuHemmuen, nubo ¢ xenesonenUUTHON
KenesopesncTeHTHol aHemmeit (IRIDA). Ans yTouHeHUa
npupoabl xenesofepuunTa, HEOH6XOAUMO AanbHenlee
o6cnenoBaHue 6enkoB KPOBYU, TpebyeTcs aHANU3 Ha Le-
PYNONMA3MUH N HA TeNCUAKH, TaKXe HEOO6XOAUMO No-
CMOTpPeTb JMHAMUKY NeUeHWs aHTPANbHOTO racTpuTa.
Mocne Yero Mbl MOXeM Y3HaTb TOUHYKO NPUPORY Xene-
3o0ednLMTa B JAHHOM KIMHUYECKOM Criyuae y pebeHka.

HECMELMOUYECKNIA
I'IEPI/IKAPAI/IT,BO3HI/IKI.IJI/II7I
MNOCNE ONEPATUBHOIO NNEYEHNA
XPOHWYECKOIN TPOMBO3MBONNU
NErOYHOW APTEPUN Y NAUMNEHTKNU
C FEMATOTEHHOW TPOMBO®UNMEIN
Jouenko U.N., Ocuau A.A.

HayyHbiii pykoeodumens: K.M.H., doyeHm flapuHa /1.E.

Kathenpa nponenesTuky feTckux 6onesHein Nd
®OrA0Y BO PHUMY um. H.WU. Mnporosa
MwuH3apaBa Poccum
bY3 Mopo3oBckas aeTckas ropoackas
KNuHnyeckasa 6onbHuua A3mM

lemaToreHHas Tpomb6odunns — BPOXAEHHOE WN
npuobpeTeHHOe COCTOSHWE, BbI3BAHHOE HAPYLIEHUAMM
B CMCTeMe remocTasa, ANMTeNbHO npegpacnonarawliee
K NaTonoruyeckomy Tpomb6006pa3oBaHuio, BKIOUA-
towee: Tpom603 y nuy Ao 40 net, TPOM603 peakomn Nno-
Kanusauum, nanonaTuueckuin TpomM603, OTATOLEHHbIN
CeMeliHbll aHamMHe3. BeHO3Hble TpoM603bl U TPOM60IM-
6onun y aeten He npesbiwatoT 0,7 cnyyaeB Ha 100000
JAETCKOro HaceneHus, nx NPpUUNHON peiko BbiBaeT rema-
ToreHHas Tpombounus, npu 3Tom B ee aeboTe y 60%

nauMeHTOB OTMeYaeTcsl TPOM60O3IMOBONMA NEroYHon ap-
Tepun (TINA).

Mpu HEAOCTATOUHOWN HACTOPOXEHHOCTN Bpayei nep-
BUYHOIO 3BEHA B OTHOLEHUM JAHHOW NATONOTUK, CTep-
TOW KNNHNYECKOW KapTuHe, Hanuumne pakTopos pucka B
0,1-9,1% MOXeT pa3BUTbCA XPOHUYecKas Tpom60IM60-
NN NEroYHOI apTepuu.

Hecneundunuecknii  nepukapanT XapakTtepusyetcs
OCTPbIM HAYanoM, OTCYTCTBMEM [JOKa3aHHOIO BO36YAU-
Tens, 4yacto 6naronpuATHLIM TeueHneM, 0fHaKo B 19%
CNy4YaeB MOXET OC/OXHWUTbCA TaMNoHagon CepAaua, B
9,1% peunanBupyoLLUM TEYEHNEM,

KnuHnueckui cnyyaii. fleouka M., 17 neT B TeueHne
11 neT 60nbHA CaxapHbIM uabeTom 1 TUNa, OC/TOXKHEH-
HbIM pa3BUTMEM [AMabeTUUeCKOW MONKMHelponaTum,
HehponaTuu, XMPOBOTO renaro3a, aunoruneptpodny,
06MeHHON KaTapakTbl. [0 AaHHbIM MpeablayWnx ro-
cnutanu3auun B MAMKG kone6aHus rMUKMPOBAHHOTO
remornobuHa 12,5%-14,1%, uTo CBMAETENbCTBYET 0 ANN-
TeNbHOW AeKOMNeHcaLun yrneBogHoro obmeHa. B utoHe
1 aBrycte 2018 rofa B COCTOAHUN OCTPOro KeToaumpo-
3a ABa¥Abl 6bina rocnutanu3npoBaHa B8 OPUT M/TKB.
B Hauane HOA6GPSA TOro e roga y AeBOYKN MOABUANCH
Xanoobbl HA OAbILWKY, 3aTPYAHEHNE AbIXaHWS, YCUANBAB-
weecs npu U3NYECKOW Harpyske, oTeku roneHen. Co
CNOB MaTepu, B 60oNMbHULE ropoaa buwkek nposeaeHa
KT opraHoB rpyfnHoi kneTku — BbiseneHa TI/1A, 0aHaKo
fleyeHns He MPOBOAMNOCH. B KoHUe HoA6psa 2018 roga
Xano6bl KynupoBannucb CamoNpoM3BObHO.

08.05.21 nosBunuch 601K B rpyAHOIA KNeTKe, 3aTpya-
HEHHOe AbIXaHWe, KaleNb, 0TMeYanach CTOMKas runepr-
nnkemus 4o 20 MMOnb/N, B CBA3M € yem 12.05.21 rocnu-
Tanu3npoBaHa B OTAeneHue 3HgokpuHonorum MACKB.
Mpu nocTynneHun coctosaxue Taxenoe, UCC = 129 ya/
MUH, Afl = 101/70 mm pT. cT., SpO2 = 90-93%, Ha Macou-
HOW oKcureHoTepanum — 94-98%. Ha 3xo-KI' Bbipa-
XEHHas aunartaumsa npasbix OTAeN0B cepaua, CUCTonu-
yeckoe AaBneHune B npasom xenygouke (CAMXK) 75-80
MM pT. CT., IErOYHAA TUNEPTEH3UsA, HeJOCTATOUYHOCTb
TPUKYCNUJANbHOrO KnanaHa Ao 2 cteneHu. B npocsete
MpaBoM NIErOYHOI APTEPUM C MEPEXOSOM Ha CTBOA fe-
FOYHOM apTepuy nouupyeTcs Tpom6 TOAWMHOW — 9,5
MM, ANIMHOW — A0 35 MM. Mo aaHHbIM KT-aHrnorpaduu
NpU3Haku mMaccusHom TIMIA C 4YaCTUUHbIM 06bI3BECT-
BNIEHMEM TPOMBOTUUECKMX MACC B NTEFOYHbIX apTEPUAX
MPaBOro W NeBOro Nerkoro, MHMPApKT-NHEBMOHMA, ne-
BOCTOPOHHWIA TMAPOTOPAKC, Tmaponepukapd. Bbise-
NeHO HOCUTENbCTBO TEHETUYECKUX MNONMMOP(U3MOB
CUCTEMbI remoCTa3a: roMo3UroTHas MyTaLua reHa UH-
rméuTopa akTUBaTopa NNA3MUHOTEHA, FETEPO3UrOTHbIE
MyTaLWM FEHOB MeTufieHTeTparngpodonarpeaykrasbl
(677 C/T, 1298 A/C), METMOHNH CUHTA3bl peayKTa3bl, Me-
TUOHWMH-CMHTA3bl, UHTErpUHA 6eTa-3.

YuntbiBass AaBHOCTb (popmupoBanus TIJA, oTcyT-
CTBME AABHbIX MPU3HAKOB [EeKOMNEeHCauun, HayaTta aH-
TUKOAryNAHTHAA Tepanua renapuHom B go3se 25 EA/kr/u
C nocnegyoLwmm ysenuyeHem o3bl o 28, a 3atem 4o
30 En/kr/u B BMAe HenpepbiBHON WHMY3UKW. ¢ 14.05.21
nepesefieHa B OPUT ana panbHenlwero HabnwoaeHus
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1 NPOBEAEHUS AHTUKOArYNSHTHON Tepanuu, 3amecTu-
TeNbHON Tepanuu KOHLEHTpPATOM aHTUTpom6uHa Il
TakKe MpOBOAUANCH NEYeHWe auUTUACANNLANOBON
KUCNOTOW, aMOKCMLMNANHOM, TpaHCdy3ns anbbymuHa
20%, VH(MY3NOHHAs Tepanus, UHCyNUHoTepanus. Yuu-
TbiBas NOCTIMOBONMYECKYIO BbICOKYIO NErOYHYI0 runep-
TeH3uo, HK 2A, pekomeHj0BaHa Tepanus cunaeHadu-
nom. 25.05.21 nepesefeHa B OTAeneHuWe remaTonoruu
AN NPOAOMKEHMA NeyeHns n obcnenoBaHus. Ha oHe
neyeHUs 0TMeYanach NONOXUTENbHASA ANHAMUKA B BUAE
KynupoBaHMA OAbIWKK, 6ONEBOro CUHAPOMA, NOTpe6-
HOCTW B KMCNOpofe, rmapoTopakca, HOpManu3oBancs
YPOBEHb /1abOPaATOPHbIX Mapkepos, CAMK — 30 mm pT.
CT. TeM He MeHee COXPAHANMUCb NMPU3HAKW MACCUBHOMW
TpoM603M60ONNM NEroYyHON apTepun NpaBoro Nerkoro,
TPOM603MOONMNA 3aHECEerMeHTapHbIX IEFOUHbIX apTe-
pWiA 1 NX BETBEW NEBOIO NErkoro.

Beugy HenoctaTtouHon 3deKTUBHOCTM MefuKa-
MEHTO3HOW Tepanuu, HanUumA NEeroYHoN runepTeH3uu,
dhnoTupytolero Tpoméa B NpaBoii BETBU NMpaBon fe-
FOYHOM apTEpPWUM M CBA3AHHOIO C 3TUM HebnaronpuaT-
HOro NporHo3a, 16.06.2021 gesouka 6bina nepeseeHa B
Orby HMUL, CCX um. bakynesa ans npoBefeHUs TPOM-
63HAAPTEPIKTOMUM B YCNOBUAX FNYHOKON runoTepmuu,
WCKYCCTBEHHOrO  KPOBOOGpalleHNUs,  BbIMONHEHHOW
28.06.2022.

23.07.2021 nauueHTKa noctynuna B oTAeneHue pea-
HUMaLMK C Xxanobamn Ha MOSIBEHNE OTEKOB, OAbILIKY
npu xoabbe B nocnegHue 5 AHeil. Mpu 06bHEKTUBHOM
o6cnegoBaHuu: SPO2 = 93%, nynbC Ha nepudepmyeckmx
apTepumax cNaboro HaMmoMHEHNS, HANPSHKEHMSA.

Ha 3xo-KI 3HauuTenbHoe KOMMYeCcTBO XUAKOCTN [0
250-300 mn, ymepeHHOe KOnu4yecTtBO MPUCTEHOUYHOTO
1 cB060AHOTO (hMOpNHA B NMepuKkapae, NPU3HaAKN KOM-
npeccum ceppua, ABYXCTOPOHHUI MAPOTOPAKC, acLuT,
He3HAUUTENbHOE KOMNUECTBO XUAKOCTM B NEYEHOUHON
CYMKe; He,0CTaTOYHOCTb MUTPANbHOIO KnanaHa 1-2 ct,,
TPUKYCNUAANbHOrO — 2 CT., N€roYyHoro — 1 CT., yMepeH-
Has neroyHas runepTeHsus, nesoe nerkoe nogxaro,
npasoe — cnasleecs. JlabopaTopHO OTMeYanocb no-
BbilweHue cepputnHa, CPb n C3-KOMNOHEHTA KOMNAU-
MeHTa.

BbicTaBneH AMarHo3 MAWONATMYECKMIA Hecneundu-
uecKuin nepukapaut. MpoBefeHa NyHKLUMA Nepukapaa
U NneBpanbHbIX NOMOCTeN C ABYX CTOpOH. 02.08.2021
Ha (hoHe aHTMBAKTepUANbHOW, JUYPETUUECKOW, Kap-
AMONPOTEKTUBHOMW, NPOTUBOBOCMANNTENLHON U aHTH-
KOAryNnsHTHOW Tepanuu BOCManuTenbHas aKTWBHOCTb
CHU3MNACb, CUMNTOMbI CEepPAEYHON HEeAOCTATOUHOCTU
KYNMpoBanucb. MarnctpanbHble apTepum U KnanaHHbIil
annapart 6e3 0co6eHHOCTEN, COKPATUMOCTb MUOKapAa B
HopMe.

CBoeBpemeHHas anarHoctuka T3/IA n Ha3HauyeHue
afieKBaTHOM NPOTMBOTPOMOOTUUECKOW Tepanuu cno-
CO6CTBYeT 6e3peLnanmBHOMY TeuyeHWto 3aboneBaHus.
B cBA3M C 3TUM, BO3HWUKAET HEOOGXOAUMOCTb B BblsiB-
NeHun MapkepoB Tpombodnaum 1 BbIGOPE PEXUMOB
MPOTUBOTPOMOGOTMYECKON Tepanun. U3mMeHeHuss B cu-
CTEME remMocTas3a y AeBOYKM BEPOATHO CBA3AHbI C M-

16

nepdubpmuHOreHeMmen, rMNepTPUrNULEpPUAEMMEn, 06-
YCNOBAEHHbIX NAaTONOrMeil NeyeHn, MeTabonnueckumm
HapyleHMAMU NpPU CaxapHOM pAuabete. HapyweHwne
CUHTETUYECKOW DYHKLIMM NEYEHN NPUBOANT K Aeuuuty
AHTUTPOMOUHA, UTO ABASAETCS BbICOKUM PUCKOM TPOM-
603a y feTen. [pn 3TOM reHeTUYecKme Nonumopcdmnsmol,
BbISIB/IEHHbIE Yy pebeHKa, NOBbIWAKT PUCK Tpomb03a B
1,01-1,2 pa3a. Heobxoamma npodunakTuka: Hopmanusa-
uMsa 06pasa XWU3HU, KOPPEKLUS NUTaHKUA, CObnaeHmne
pekomeHfaumii IHAOKPUHonora. MpodunakTuky aHTu-
KOarynsiHTamm n aHTuarperaHTamu cnegyeT npoBOAMTb
HeonpeaeneHHo A0NTO. B CBA3U C TAXECTbIO COCTOSHUA
pebeHKa MOXeT 6biTb peKoMeH0BaHa NpodnunakTmka
KOHLLeHTPATOM aHTUTpoM6MHa Il yenoBeyeckoro B KOM-
OMHALNM C HU3KOMONEKYNAPHBIMU renapuHamum.

CENCUCY PEBEHKA
C BPOXXAEHHbBIM AEOULUTOM
NMPOTEWUHA C U HOCUTENbCTBOM
NMPOTPOMBOTUUYECKNX MYTALLNIA
Eroposa A.l., Tynynosa C.A.
HayuyHblili pykosodumenb: K.M.H., doueHm JlapuHa /1. E.

Katheapa nponeaesTukn feTckux bonesHen MO
@OrAQY BO PHAMY nm. H.W. Mnporosa
MuH3gpasa Poccum

BeegeHue: MpotenH C— ButamnH K-3aBUCUMbINA aH-
TUKOArynsHT Mnasmbl KpoBW. BpoxpaeHHbin Aeduunt
npotenHa C npeactasneH B AByx (DOPMax: romo3nroT-
HOM U reTepo3nUroTHOW. YacToTa romo3uroTHbIX hopm
coctaBngeT 1: 4 000 000 HaceneHus, reTepo3nUroTHbIX
1:20 000. OMO3MrOTHOE HOCUTENbLCTBO MPOABNALTCA Y
HOBOPOMXJEHHbIX B BUJIE HEOHATAMbHOMN MYpPNypPbl U CUH-
JApOMa AUCCeMUHUPOBAHHOMO BHYTPUCOCYAUCTOrO CBEp-
TbIBaHUSA, F€TEPO3UrOTHOE HOCUTENbCTBO MaHudecTn-
pyeT yalle nocne NoA0BOro CO3peBaHMs Tpombo3amu.

KnuHuueckuin cnyyan. Manbuumk 2 roga 8 mecsues ¢
BPOXJAEHHbIM MOPOKOM Cepala 3abonen ocTpo € CUMM-
nTomMamu pecnupatopHon uHdekuun 01.02.2021, ne-
yuncs ambynaTopHo B TeueHue Hepenu. B cBasm ¢ He-
3(hheKTUBHOCTbIO TEPANUN 1 YXYALIEHNEM COCTOSHUSA
6bIN TOCMMTANU3UPOBAH MO MecTy XuTenbctea (08.02-
12.02), pebeHKy 6b1IM ANArHOCTUPOBAHbI KPUMTOr€HHbI
Cencuc v NpaBoCTOPOHHAA NHEBMOHMA. Ha oHe neve-
HMA COCTOSHWE 63 AMHAMMKK, OCTABANOCh TSXKENbIM,
poaMTENny CaMOCTOATENbHO AOCTaBUAM peberka B MAI-
Kb 14.02.2021.

Mpu NOCTYNNEHUN COCTOAHME TAXKENO0e 3a CUeT Abl-
XaTenbHOW HeAOCTAaTOUHOCTM U TeHepanu30BaHHOO
BOCMANMTENbHOIO npolecca. [uarHocTupoBaHa fe-
CTPYKTUBHAA MHEBMOHMA. Habnoaanucb CUMITOMbI
remMopparnyeckoro HeKpo3a MArKMX TKaHeil npasoro
thnaHKa XuBoTa, NEBOW NOAbLKKM, NeBOro nneva. flabo-
paTopHo: nosbiweHne CPB (168,4 mr/n), moueBuHbl (13,6
MMONb/N), KpeaTuHuHa (48,98 mKkmonb/n), GUANPY6UHA
obuiero (53,8 mkmonb/n) u rnybokas TpoméouuTomne-
HUA(11*10°/n). BoisBneHbl geduuut npotenHa C (5%) u
npoTpoM6OTUYECKNEe MyTauuu (FOMO3UrOTHAA WHIU-



6uTOpa akTWBaTOpa NNA3MUHOreHa, reTepo3nroTHble
uHTerpuHa anbda 2, axropos VI, Xlll), ycyryénasiime
TeUeHMe Cencuca ABNEHUAMU TSXKENOW Koarynonatuu.
Mo pe3ynbTaTam MUKPOBUONOrNYeckoro NCCnefoBaHmus
B 6MONTIOrNYeCKMX XUAKOCTAX BbiABNeHa Pseudomonas
Aeruginosa. PebeHoK nonyuyan aHTub6aKTepuanbHylo,
3aMeCTUTENbHYI MOYEYHYI0, BA30NPECCOPHYH0, aHTUKO-
arynsaHTHY M 3aMeCcTUTENbHYI0 Tepanuio KOHLEeHTpa-
Tom npotenHom C. HecMoTpsi Ha NPOBOANMYIO Tepanuto,
COCTOAAHME NaLMEeHTa yXyallanocb B CBSA3M C HapacTa-
HUeM ABNEHUN NONMOPraHHOM HeaoCTaTOuHOCTU (Abi-
XaTenbHOW, MOYEUHOIA, NeYEHOUHON, CEPACUHON).

B 22:45 24.02 oTMeuYanacb 0CTAaHOBKA CEpAeUHO Ae-
ATENbHOCTU, MPOBOANINUCL PEAHUMALMKU MEpPOonpUATUS
C nonoXuTenbHbIM 3dydekTom. B 00:20 25.02 3admkcu-
poBaHa Nporpeccupylowas XusHeyrpoxatowas 6pagu-
Kapaus ¢ nepexofom B acuctonuio, 8 00:50 25.02 6bina
KOHCTaTMpoBaHa CMepTb.

Mo pe3ynbTaTam MaTOMOrOAHATOMWUYECKOrO MCCe-
[0BaHNA ANArHo3 AeCTPYKTMBHAS MHEBMOHUS 1 Cencuc
6bin noaTBEPXAEH. CMEpPTb NauueHTa C HAaCNeACTBEH-
HbIM AeduunTom npoTenHa C n NPoTPOMBOTMUYECKUMN
MYTaLMUSMU B COYETAHUN C AECTPYKTUBHOW MHEBMOHM-
e, OCNOXHUBLINECH Pa3BUTMEM CEMTUYECKOrO LIOKa,
HEKPOTMYECKMM MOPAXEHUEM KOXW, MEPUTOHUTOM, Ha-
CTynuna BCNeACcTBNE MPOrPeccumn NosMopraHHoN Heflo-
CTaTOUHOCTU MHADEKLIMOHHOTO NMPOUCXOXKAEHMS.

3aK/loueHne. y [aHHOTO MaLMeHTa BPOXAEHHDI
peduumnt npotemHa C cTan OQHOW W3 FMABHBIX NPUYMH
HebnaronpuaTHOTO Mcxoda 3abonesaHns. HasHaueHne
CBOEBPEMEHHOI 3aMeCTUTENbHOW Tepanuy NaLneHTam
¢ peduumtom npotenHa C cnoco6CTBYeT Koppekuuu
remocTasa 1 npefynpexaeHnio passuTus TpomboTuue-
CKUX OCMOXHEHUA U AMCCEeMUHUPOBAHHOTO BHYTPUCO-
CY[UCTOrO CBEPThIBAHUS.

PASBUTWUE MUENOANCINACTUMECKOIO
CMHAPOMA'Y PEBEHKA C BOJIE3HbIO
LIBAXMAHA-AANMOHAA
Wmweneukas C.K., Ceperuna B.A.
HayuHbiii pykoeodumenb: K.M.H., doyeHm JlapuHa /1. E.

Kathenpa nponeaesTuky feTckux 6onesHein Nd
®OrA0Y BO PHMMY um. H.W. Mnporosa
MwH3apaBa Poccum
Y3 Mopo30BCKas AeTckas ropoackas
KnuHnuyeckas 6onbHuua 3mM

Beeaenue. CuHapom lsaxmaHa-flaimonaa (CLUA) —
HacneaCTBeHHOE ayTOCOMHO-peLeccMBHoe 3abonesa-
Hue, 06yCNoBNeHHOe MyTauuamm B reHe Shwachman—
Bodian—Diamond syndrome-gene (SBDS) Ha 7-i1
xpomocome 7q11. CLUA nposiBnseTCcA 3K30KPUHHOW Heflo-
CTAaTOUYHOCTbIO NOAXKENYA0UHON Xenesbl, AUchyHKL e
KOCTHOIO MO3ra ¥ aHOMaNIMAMU CKENETa, a TakKXe MOXeT
NPOSABNSATLCA CEPAEYHbIMU, HEBPONOrNYECKMMM AaHOMa-
NWUSMK 1 TeMaToNOrMUYeCcKUMI HapyleHusamu. CUHAPOM
lIBaxmaHa-[laimoHfla ABNAeTCA pefkum 3abonesa-
HMeM, ero pacnpoCcTPaHEHHOCTb B MUpe cocTaBnseT 1

cnyyan Ha 75 000 uenosek. NMocne mykosucumaosa CLUJ
CUMTAETCA BTOPOI MO YACTOTE MPUUNHOMN 3K3OKPUHHOW
HEeA0CTAaTOUHOCTM NOLKENYLOUHON XKene3bl.

KnuHnueckun cnyuyain. TMaumeHtka M. 14 ferT,
11.01.2022 noctynuna B F'bBY3 Mopo3sosckasa ArKb A3M
B remMmaTosiormyeckoe oTaeneHmne C paHee Bepuduumpo-
BaHHbIM AMArHO30M XpOHMUYECKasa NenkoHenTponeHus,
cuHapom  LBaxmaHa-flanmoHaa. Tpu  NocTynneHuu
npeabaBAAna Xanobbl HA BNEpPBble BbiSIBIEHHbIE aHe-
MU0 1-2 cTeneHu, TPOMBOLMUTONEHMIO [0 61 TbiC/MKN
nocne nepeHecexHoro OPBU.

N3 aHamHe3a XM3HM M3BECTHO, peBeHOK OT 4 bepe-
MEHHOCTH, B CEMbe Tpoe [eTei, BCe C YCTAHOBEHHbIM
Anardosom CLUA, poauTenn umeldT 6€CCUMMNTOMHYIO
tdopmy 3aboneBanms. MaumeHTka M. pocna u pa3BuBa-
nacb B COOTBETCTBUM C BO3PACTOM, B 4 rofja NOABUAUCDH
CUMMNTOMbI CO CTOPOHbI XeNYA0UHO-KULIEYHOr0 TPaKTa.

CocTosiHME npun noCctynneHnn cpenHeVl TAXeCTHn, Co-
3HaHNe ACHOe, LBET KOXHbIX MOKPOBOB 1 BUAUMbIX CNA-
3NCTbIX 6ne,uHo—p0303017| OKpacCKu. [MHTMBUTBI, CTOMA-
TUTbl HE OTMEYalnChb.

Mo KnuHUYeckomy aHanusy kposu ot 11.01.2022: yme-
peHHas Tpom6ouuToneHus (KONMYecTso TPOMBOLMTOB
133 10°/n), aHemuns 1 cTenexu (remorno6uH obwmit 91,0
r/n, KONWUecTBo 3pUTPoLUTOB 3,58 /n), OTHOCMTenb-
Hbli NUMGOLNTO3 (OTHOCUTENBHOE KONMNYECTBO NUM-
thountoB 52,3%), rpaHynouuToneHns (OTHOCMTeNbHOE
KOMMUeCTBO rpaHynountoB 30,2%), MoHouuto3 (oT-
HOCUTENIbHOE KOMMYeCTBO MOHOLUTOB 17,5%) , HOpMa
CbIBOPOTOUHOTO Xene3a (33,80 MKMONb/N), CHUXeHune
nokasatenei nunassl (5,00 Ef1/n) n naHkpeatuueckom
amunasbl (2,30 EA/n). Uccneposanue Epstein-Barr virus
VCA: nonoxutenbHo, > 200 EA/mn (IG).

Mo faHHbIM Muenorpammbl oT 12.01.2022: 6nacTHble
KNeTKn 1,4%, rpaHynouMTapHbIi POCTOK CY)XeH, OTHOCK-
TeNbHO YBENNYEHO KONNYeCcTBO numdounTtos — 16,2%,
MMEKTCSA NPU3HAKNM MeranobaacTHOro KPOBETBOPEHNS,
a TaKxe (parmeHTauus U ypoannBoCTb aaep 3puTpo-
KapuoLumToB.

12.01.2022 nonyyeHbl pe3ynbTatbl LUTOrEHETUYECKO-
ro uccnefoBaHus: 06HapyXeHbl KOMMIEKCHbIE XPOMO-
COMHble nepecTpoiiku, B ToM uncne ¢ aeneumnen del(5)
(q31). Mpu nccnenosaHuu metogom FISH B 80% agep
obHapyxeHa aeneums del(5)(g31), B 13% spep — MoHO-
comusi 7. Ha OCHOBAHWUM AAHHbIX LUTOrEHETUYECKOro
uccnenoBaHus 6bin AWArHOCTUPOBAH MUeNoaucnna-
CTUYECKUN CUHAPOM, peKOMEeHA0BaHA TpaHCNaHTaLus
reMono3TUYECKMX KNETOK, KaK efJUHCTBEHHbIN naTore-
HETMYECKUN MeTo[ Tepanuu.

OTmeuanacb nonoxutenbHasa AnHamuka, 20.01.2022
nauMeHTKa 6bina BbiNMCaHA M3 CTaLMOHapa, C PeKOMeH-
AaumaMmu 0 fanbHenem HabnaeHNN neguaTpom, re-
MaTo/IOroM, raCTPO3HTEPONIOroM N0 MeCTY XUTeNbCTBa.
[TauneHTKa HanpaBneHa B cneuuanusnpoBaHHoe oTae-
neHue AN TpaHcnaHTaLum KOCTHOro Mo3ra.

3akntoueHue. Cuuapom LLiBaxmaHa-flanmonga — pea-
Koe, Heu3neunmoe 3abofieBaHMe, XapakTepusymwliee-
CA Pa3nUUHbIMM (DEHOTUMMYECKNMI MPOSBIEHUAMMU W

17



BbICOKMM PUCKOM Pa3BUTUA MUENOAMCNNACTUYECKOrOo
cnHApoma. Ha dhoHe HenTponeHMn MOryT HabnoAaTbCs
peuugmsupyiowne BupycHole nHgekumn. CLUA Tpebyet
HenpepbIBHOM Tepanuu 1 CTPOroro KOHTPONa cnelma-
NINCTOB Ha MPOTSKEHNMN BCEMN XM3HN.

OCNOXHEHNS YXENUEKAMEHHOMN
BONE3HN N OCOBEHHOCTU ANHAMWKN
3ABO/IEBAHMNA V AETEN, CBA3b
C N(HOEKUWOHHbIM MOHOHYK/TEO30M.
KMHWYECKWI CNYYAIA
KapmanoBa C.E., HaymoBuy H.C., boitueHko 4.B.
HayuHbiii pykogodumenb: K.M.H., doyeHm /lapuHa /1. E.

Katheapa nponeaeBTuUKM AeTCkux 6onesHen NG
®OrAQY BO PHUMY um. H.W. NMuporosa
MuH3gpasa Poccun
'bY3 Mopo3oBckasa aeTckas ropojckas
KNuHnYyeckasa 6onbHuua A3mM

XOneumcTaKTOMNUS SBASETCS BTOPON MO CTAaTUCTUKE
(24,4%) onepaumert nocne anneHa3KToMNN (26,4%) cpean
NaLWeHTOB, FOCAUTANM3NPYEMbIX C KIMHUKOW «OCTPOro
XUMBOTa». B cpefiHem 3a601€BaemMoCTb OCTPbIM X0ONeLm-
CTUTOM cocTaBnseT 145 cnyyaes Ha 100 TbiC. B3pOCNOro
HaceneHus. XoneumcTuT y AeTeli ¢ 3a601eBaHMAMM Op-
raHOB XENy[OYHO-KUILEYHOro TPaKTa BCTpeuyaetcs B
6% cnyyaes. MoKa3aHMAMU K XONELMUCTIKTOMUN MOTYT
6bITb OCTPbIN U XPOHUUECKNIA XONeLMCTUT, 06CTPYKLUS
KENTYHOro NPOTOKA. TeueHne XenyekameHHON 6onesHu
()KKB) oTnuuaeTcs y B3pOC/bIX U AeTei. Y aeTel peako
pa3BMBAETCS XONeUMCTUT. B 0oCHOBe pa3BuTUa xoneuu-
CTUTA MOXeT 6biTb BuIMapHaa rMNepTeH3us, BO3HMK-
Wwas u3-3a W3MeHeHWUs cocTaBa xenuu. MakTopamu,
NMPOBOLMPYIOILMMN U3MEHEHUE COCTaBa Xenuu, ABNA-
I0TCA reHeTUYeckan NpeapacnonoXeHHoOCTb (reHbl, Ko-
avpytowme HLA B12, B18 n apyrue), GakTopbl BHELWHEN
cpefbl (BpeaHble NPNBbIUKKM, HYTPUTUBHDIE HApYLIEHNS,
noTpe6neHne HEHOPMNUPOBAHHOI BObI), 3a60NeBaHNA,
nofasnswowme (PyHKLUUM neyeHn. B npeacTtaBneHHOM
K/IMHMYECKOM Clyuae pPa3BuICA OCTPbIN KaNbKynesHblid
xoneuncTnT Ha ¢oHe XKB, 6bi10 peweHo NpoBoanTb
nanunnocUHKTEPOTOMMIO, NCXOAA U3 06CTPYKLNM Oy-
0[leHaNbHOro COCOYKA U NPOTOKOMA KNUHUYECKUX PeKo-
MeHfauuni 2021 roaa. [laHbl peKkoMeHaaLmu o nposee-
HUU XONELMCTIKTOMMUK B ByayLiem.

KnuHuueckuin cnyvail. NMaumeHT 13 neT NOBTOPHO
obpatuncs B MATKB ¢ 0fHOKPATHON PBOTOM, KNIMHUKOK
«OCTPOro XWBOTa», CUHAPOMOM TOKCMKO3a. [epeHe-
CeHHble 3a60neBaHMA: UH(EKLUMOHHbIN MOHOHYKNEO03,
y3/10Bas IpUTEMa; XpPOHUUECKNe 3a60NeBaHNA: MUKPOC-
thepouuTapHan aHemus, a TaKXe OUCKMHE3UN xenuye-
BbIBOAAWMX NYTEN, 0CNOXHEHHAs KB 1 peakTUBHbIM
naHkpeaTMTOM. BakumHauma no MHAUBUAYANbHOMY rpa-
uky. 3apukcpoBaH Cnyyail Bble3aa 3a rpaHuLly MeHee
2 Heflenb Ha3ag. Npu oCcMOTpe 3aMeyeHbl XeNTYWHOCTb
CNM3NCTbIX 060M0YEK, UKTEPUYHOCTDb CKNep, 60Nne3HeH-
HOCTb NP Nanbnaumu X1BOTa B NPaBoil NogpetepHoit
obnacTtu, fedmunT Maccobl Tena, CTyn B HOpMe.
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JlabopamopHbie 0aHHble:

NHdekumnn (cudunnc, renatut C u B, BUY) He 06Ha-
pyxeHbl. 1IgG K SARS-CoV2 — 57,11 EA. OTmeuanuch nak-
TOAUMAO03 M TUNOTNUKEMUSA, TUNEPKAMHUA, TMNOHATPK-
emus, runokannemus (0 MMonb/n), runokanbuuemus
(0 MMonb/n) B nepBble AHW NoCTynneHus (1anee nposo-
[MNAacb KOPPEKLMA BOAHO-3NEKTPONUTHOIO, ra30B KPo-
BW), aHEMUS NIETKON CTEMNEHN TAXECTU, OTHOCUTENbHASA U
abcontoTHas nuMdoLnToneHns, 303HONEHUs, HEUTPo-
tunus, noeblweHne COI. B aHann3ax Moun B AUHAMIUKE
Habnganucb rematypus, 6akTepuypus, NpoTEMHYpHUS,
NeNKOUNTYpUs, KETOHYpMs, MOBbIWEHWE MUIMEHTOB:
6UANpPYyoMNHa U ypOOUNMHOTEHa. B BUOXMMUUYECKOM aHa-
nn3e KpoBW runepepmeHTEMIUS NEYEHU, B SUHAMUKE
Habnoaanocb NoBbileHne anbga-amunasbl, NOBbile-
HWe naktataerngporexassl (IA0), cmewanHas runepéu-
NMpPYGUHEMUS C NOBbIWEHMEM 3HaUeHU B 5 pa3. NMocne
neuveHns runepdepmeHTEMIUS MeYeHN ncuesna, noka-
3atenu anbga-ammnasbl U 6UANPYGUHA NOBbIWEHbI C
TeHAEHUMEN K CHUXEHNIO.

WncmpymenmanbHbie 0aHHble:

Ha YnbTpassykosBom uccnegoanuu (Y3M) opraHos
OpPIOWHON MONOCTN B ANHAMMKE OTMEYANoChb paclim-
peHne xonepoxa no KMCTO3HOMY Tuny, NeBOro neve-
HOUYHOrO XeNYHoro npoToKa, YBenuuyeHue pasmepos
X@NYHOro ny3bipAd C HEOJHOPOAHbIM COAEPXUMbIM 1
rMNep3XoreHHbIMU BKAKOYEHNAMN (no 10 mm). 14.09.2021
ObINK 3amMeyeHbl KOHKPeMeHTbI B 061aCTV LWeNKN Xenu-
HOro My3bips, Ha ypoBHe ®aTepoBa cocouka (B AMHA-
Muke yBenuuuncs). CTpyKTypa NogKenynouHon xene-
3bl HeEoAHoOpoAHa, runepisxoreHHa. CnneHomeranus.
MarHMTHO-pe30HAHCHaA  XOnaHrnonaHkpearorpagus
(MP-xonaHrunonaHkpearorpadus) noaTeepauna 3akntwo-
YyeHuns no Y3 — KB c 0CNoXHEeHUAMMN: OCTPbIM KanbKy-
Ne3HbIM X0NeLNCTUTOM N peakTUBHbIM NaHKPeaTUTOM.

JinarHo3 K80.1 OCTpblii KanbKyne3Hbll XONeLnucTuT,
XEMYHaA KoNMMKa 6bin MOCTaBNeH MCXoAas W3 AaHHbIX
aHaMHe3a, KNMHUKO-NabopaTOPHbIX U MHCTPYMEHTaNb-
HbIX AaHHbIX. [TaToreHe3 Kb ABnAeTCA MHTEPECHON ya-
CTbi0 AJAHHOTO CNyYas, Tak KaK B aHAMHe3e XU3HU Y na-
LLMEHTA MepeHeceHHbll UHHEKLIMOHHbIN MOHOHYKEO03
1 XPOHMYeCKoe 3aboneBaHne — MnkpoctepoumTapHas
aHemus. NHMEKLMOHHbIN MOHOHYKNEO3 ABNAETCA TPUr-
repHbiM )akTopom AN MUKPOCHepoLMTapHON aHeMUN
n XKb. Bo3byauTenb MHGEKLMOHHOTO MOHOHYKNe03a
0Ka3blBaeT feiiCTBNe Ha neyeHb W ceneseHky (rena-
TOCM/EHOMEranus) C HapyleHuem (yHKLMM OpraHoB
(runepdepmeHTeMUs neueHn), Ha CepALe C pa3BuTuem
MUOKapPANTa, Ha NOAXENYAOUHYIO Xene3y C pa3BuTuem
peakTUBHOro naHkpeartuta (Y3M-npusHaku 1 nosbiwe-
HIe YPOBHSA MaHKPeaTUueCcKon amunasbi).

bbINo NPUHATO pelleHne 0 NPpoBeAeHUN IHLOCKONM-
uecKol peTporpagHon xonaHruorpaduu, nanunnoc-
(OUHKTEPOTOMUM, PEBU3UN XKENUHbIX NYyTeil C UCNONb30-
BaHuem gyogeHockona Olympus TJF-Q180V u KOp3uHKK
[Jopmua. MNocnepywouwaa Tepanua cuMmnTomaTuyeckas
(MHY3NOHHAA Tepanna rMKo30-CoNeBbIMI PacTBOPa-
MU, CNA3MONUTUKM, aHTUCEKPETOPHAA Tepanusa), aHTu-
6akTepuanbHas (AMnuuunnnH-CynbbakTam, AMUKaLMH).



PekomeHfj0BaHbl  NpenapaTtbl  YpCOAE30KCUXONEBON
KNCNOTbl, OMENpPasofi, aHTauuAbl, KOHTPO/b COCTOAHUA
1 NPOBEAEHMNE CMIEHIKTOMUM N XONELNCTIKTOMUM B BY-
ayuem.

MpeAcTaBAEHHbIN CNyYal MHTEpeceH NaToreHe3om
pa3BuTus XKb u xoneuuctuta B AETCKOW NPaKTUKe,
TaKTUKOW BefleHUs NOAOGHbLIX ClyyaeB, CMMOUO3a XU-
PYpPryeckoro n TepaneBTUYECKOro fneyeHus.

KNUHWYECKUI CNYYAI
rMNO®OCOHATA3NN Y HOBOPOXXAEHHOIO
PEBEHKA
KonukoBa M.A., bypkoBa K.I.

HayuyHbili pykosodumenb: K.M.H., doyeHm JlapuHa J1.E.

Kathenpa nponenesTuku feTckux 6onesHen Nd
®OrAQY BO PHUMY um. H.1. NMuporosa
MuH3npaBa Poccum
['bY3 Mopo30BCKas AeTcKad ropofckas
KNuHnuyeckasd 6onbHuua A3mM

MMnodocdatasma — 310 opaHHOe, BPOXAEHHOE,
reHeTMUYeCKn 06yCcnoBneHHOe, MeTabonuueckoe 3abo-
neBaHue, Bbi3BaHHOE AeULNTOM WenoyHon docdata-
3bl, BO3HUKAKOLWMM 13-33 MyTaLMM B reHe, KOAMPYIoLLEM
HecneuM(UUecKMii TKAHeBON M30(EPMEHT LLEeNOYHO
thocaTasbl, U NposBASIOLLEECS HApPyWEHUeM MUHM-
panu3aLnu KOCTen CKeneTta u 3y60B, a TaKKe CUCTEM-
HbIMU OCNOXHEeHUsAMKU. PacnpocTapHEHHOCTb AAHHOMO
3aboneBaHus B Poccuu coctaBnseT 1cnyyai Ha 100 000
HaceneHus.

KnuHuueckuin cnyvail. Pe6eHoK 2 mecaueB OT Ma-
Tepu 35 NeT C OTATOWEHHbIM aKyLWepPCKO-TMHEKONOrU-
UECKMM aHaMHe30M: 18 NeT — 3KTONUA Weilku MaTKM,
XUpypruueckas koppekuus. bepemeHHocTb BTOpas: |
TPUMeCTP — B 4 HEAleN Yyrpo3a BbIKMAbILLA, PETPOXOPU-
anbHasa rematoma, Il u lll TpumecTpbl — 6€3 natonoruw,
1 pofbl NyTeM KecapeBa CEUEHMS B CBA3N C NpPexeB-
PEMEHHbIM U3IUTUEM OKOMOMMOAHbIX BOJ, NPU3HAKAMU
XPOHUYECKON TUMOKCUMW NNofa, KPYMHbIM pa3mMepom
NnoAa 1 HeroTOBHOCTbIO POAOBbIX NyTei. MNpu poxae-
HUM Macca 4340 rp., AnuHa Tena 57 cm. APGAR 7/7 6an-
nos. O6pawano Ha ce6s BHUMAHWE OTHOCWUTENbHOE
YyMEHbLUEHME Pa3MepOoB TPyAHON KNETKU, MArKMe Ko-
CTU uyepena, KOPOTKas OTEYHAs Les, OTHOCUTENbHOE
YKOpOUEHMe NNeyeBbIX KOCTeW, bpaxupaktunus cron,
TUMOTOHMSA, TUNEPNOSBMXHOCTb CYCTaBOB. PeHTreHo-
NIOrNYECKM: YNNoLeHUe Ten NO3BOHKOB, Aethopmauus
FONOBOK MMEUEBbIX KOCTEMW, MOBbILEHUE MOPO3HOCTH
KOCTHOM TKaHW. Ha 6 MUHYTE XU3HU ¥ pebeHka oTme-
uanocb HapacTaHme AbIXxaTeNbHbIX HAPYLWEHWUN, NepeBe-
JEH B OTAENEHNE PeAaHUMALNN U NHTEHCMBHOW Tepanuu
(OPUT) Ha MCcKyccTBeHHYI0 BeHTUnsLMio nerkux (MB).
NabopaTopHO: pecnupaTopHON auuao3, HenTpounes
€O cABUrom hopmynbl BNEBO, CHUKEHME YPOBHS LLEN0Y-
HOM hocchaTasbl, NENKOUMTYPUSA. YCTAHOBNEH ANATHO3:
BpoxpaeHHas nHeBmoHus. Munodocdartasus, nepuHa-
TanbHasa opma. JleueHune: MHPY3NOHHAsA, aHTUbaKTe-
puanbHas, remocTaTuyeckas, KapaAnoToHUYECKas Tepa-

nuu, acoTasza anbda 2 Mr/kr/cyT.

02.09.21 pebeHok 6bin nepeseaeH u3 OrbY “HMULL
AT um. B.N.Kynakosa” 8 MATKB B OPUT Ha WBJ/1. MNpu
MOCTYN/NEHNN COCTOSHUE TAxenoe. KoXHble MOKPOBbI
6neaHoO-po30Bble, NPEXoasawas MpamopHOCTb. Typrop
TKaHen cHmxeH. OTekoB HeT. [ibixaHue: UB/. SPO2 95%.
AyCKYNbTAaTUBHO: AbIXaHME XeCTKOe NPOBOAUTCA PABHO-
MepHO, 0CN1AbMIEHO B HWKXHUX O0TAENAX, KpenuTupytowme
1 NPOBOAHbIE Xpunbl. Mpu caHauum: 6enecoBatas Mo-
KpoTa 6e3 naTonornyeckoro otaensemoro. remoguHa-
MUKa cTabunbHas. Al 93/55 mm pT.cT. YCC 145/MuUH. ToHbI
cepaua fiCHble, pUTMUYHbIE, WYMOB HeT. CO CTOPOHbI
APYrUX OpraHoB u cuctem 6e3 natonoruu. MntaHue 3u-
TepanbHoe no 80 MmN Ka)kAble 3 yaca yepes 30HA.

NabopatopHo: HenTpodunes co casurom opmynbl
BNeBO 6e3 yBenuueHus 06LLEro KonuMuecTBa NEMKO-
LMTOB, TPOMOOLNTO3, FUNepKanbLUemMus, NoBbiLEHNe
YypOBHS LenoyHon docdotasbl, CPb cnabononoxu-
TeNbHbI, MPOKANbLUUTOHUH OTPULATENbHbIN, NenKo-
umTypus, 6aktepuoypus. Mo faHHbIM MUKPOGUONOTU-
UeCKOro UCCneaoBaHus monyyeH poct Pseudomonas
aeruginosa u3 moun, Staphylococcus epidermidis u
Enterococcus faecalis n3 Tpaxen, U3 BEHO3HOr0 KaTe-
Tpa M aHyca — Pseudomonas aeruginosa u Klebsiella
pneumonia. B kpoBu metogom MLP o6HapyxeHa [HK
LIMB.

Mo AaHHbIM HENPOCOHOrPathMn: MPU3HAKM YMEPEHHO
BbIPAXEHHOTr0 ANG(PY3HOro NOBbIWEHNA 3XOreHHOCTH
BellecTBa ronosHoOro mo3ra. Mo gaHubim Y3U: npusHa-
KN YMEPEHHO BbIPAXEHHOIO YBENUUYEHUS NUHENHbIX
pasmepoB nevenu, ceneseHkun. IxoKr, IKI — 6e3 nato-
noruun. Mo AaHHbIM 33 — 3NMNenTUYecKux NPUCTynos
1 nx 33M-NaTTepHOB He 3aperncTpupoBaHo. Mo AaHHbIM
peHTreHorpagmn: KapTuHa Auddy3HbIX UHTEPCTULM-
aNbHbIX U3MEHEHNI B NETKUX C YNIOTHEHUEM MAPEHXN-
Mbl Ha YPOBHe BEPXHEN ONW NPaBoro nerkoro, aegop-
MaLus NeroyHoro pucyHka.

MpoBepgeHHoe neuenune: B/, aHTubakTepmanb-
Has Tepanusa (BaHkomuuuH 30 mr/Kkr/cyT, uedone-
pa3oH-cynbbakTam 150 Mr/Kr/cyT, nuUnepauunauH-
Tazo6akTam 320 mr/kr/cyT, MeponeHem 90 mr/kr/cyT, no-
NUMUKCUH B 2,5 mr/kr/cyT, dhocdhomuumu 300 mr/kr/cyT,
uedrasmaum 150 mr/kr/cyT), natoreHeTuueckas Tepa-
nua (accotasa-anba 2 mr/kr, aksa-A3 1500-5000 ME),
npotusorpubkosas Tepanus (amdoTepuunH B 5 mr/
kr/cyT), nanuBusymab 15 Mr/kr, cefaTuBHas Tepanus
(nexkcmepgetomugund 1,4 mkr/kr/u, mugasonam 0,44 mr/
Kr/u), anypetndeckas Tepanus (CMMPOHONAKTOH & mr/
Kr/cyT), TpaHcdy3un 3puTpOLUTApHOR B3Becw, Byae-
COHMA 500 MKr/cyT, Haa30nuH, UMMYHOrNOBYNH Ye-
N10BEKa aHTULMUTOMEranoBMpycHbin 1 mn/kr/48 uacos,
raHuuknosmp 10 mr/kr/cyT.

MposBneHus runodocdaTtasnn BapbUpyoT No Taxe-
CTW COCTOAIHUA NalMeHTa U No BO3PACcTy BO3HMKHOBE-
HUS NEepBbIX CUMNTOMOB. YUNTbIBas NPOrpeccupyoLLmnii
XapakTep TeueHus 3a60neBaHMA, MaLMEHTbl A0MKHbI
ObITb 06ecneyeHbl NeyeHnem U NOXNU3HEHHbIM Habnio-
JEeHWEeM Yy Bpauyen PasHbiX creumanbHoCcTel. PaHHAS
AMArHOCTMKA, KOTOpas OCHOBbLIBAETCA Ha COYETaHWUM
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KNUHWYECKMX MPU3HAKOB N HU3KOTO YPOBHA WENOUYHON
cdocdartasbl, M03BONSAET NOAO06PATb NPABMIIbHYIO Tak-
TUKY BefeHUs NAUMEHTOB U CHU3UTb PUCK PA3BUTUS
OCNOXHeHui. [osBneHne QepmMeHT-3aMeCcTUTENbHON
Tepanun 3HaUMTeNbHO YAyyYllaeT NPOrHo3 Ans nauueH-
TOB C runodoccarasmen.

KNUHUYECKNIA CNYYAN
FENATONY/IbMOHA/IbHOIO CUHAPOMA
V PEBEHKA C BUY-UHOEKLMEN
Kpiokosa /1.B., l'ypxeesa M.O.
HayuHbili pykogodumenb: K.M.H., doueHm JlapuHa /1.E.

Katbenpa nponeneBTuky feTckux 6onesnen Nd
®rA0Y BO PHUMY um. H.W. Muporosa
MwuH3apaBa Poccun
BY3 Mopo30BCKasd aeTckas ropofckas
KNuHnyeckasa 6onbHuua A3mM

Knuanueckun cnyuain. MaumenT [., 13 neT poxaeH
OT BUY-nHuLMpOBaAHHON MaTepu Ha 41-42 Hepene 6e-
pemeHHOCTU, Macca Tena npu poxaeHun 3050 r., AnuHa
Tena — 49 cm. B 2009 roay o6cnefoBaH Ha BUY-nHdek-
LMio, pe3ynbTaT NONOXUTENbHbIN. HauaT Kypc aHTupe-
TposupycHoi Tepanun (APBT). Ha [aHHbIi MOMEHT Y
nauyneHTa 4b ctagua BUY-nHdekumu, hasza pemuccun.
B unione 2010 roga no pesynbTaTam YnbTpa3BYKOBOro
nccneposaus (Y31) opraHos 6piolLHON NONOCTH Bbi-
siBneHbl Auddy3Hbie U3MEHEHMA MapeHXUMbl MeYeHn,
renatomeranus. B ceHTabpe 2015 roga noctasneH au-
arHo3 — (mbpo3 neyeHun, CMHAPOM NOPTANbHOU runep-
TEeH3UW, BApMKO3HOE pacluMpeHne BeH nuuiesoga (3
cTagus), CUHApPOM runepcnneHunsma. B 2016 rogy sbinon-
HEeHa CMNeH3IKTOMUA BBMAY NMPOrpeccupoBaHNA Hexe-
naTenbHbIX CUMNTOMOB runepcnnexdnsma. B 2020 ropy
06cnenoBaH B CBA3M C NOABNEHUEM C1abOCTU, OAbILIKN,
LLlMaHo3a KOXHbIX MOKPOBOB — BbINOMHEHA Nepdy3noH-
Has cumHTurpadma nerkux. Mo pesynbratam obcnego-
BaHWA MOCTaBMEH AMArHo3 — renatonynbMOHANbHbIN
CUHAPOM (TMC), pbiIxaTenbHas He[OCTaTOYHOCTb 2 CTe-
NneHun. YUnTbiBasi, YTO €4UHCTBEHHbIM OKOHYaTe/IbHbIM
neyeHunem [MC aBnseTcs TpaHCNMAHTALNA NeYeHn, na-
LIMEHT 6bIN1 BKNOUEH B NUCT oxuaanua 8 HMUL, TUO um.
B. . WymakoBsa. C 2019 roga manbymk UCNOMb3yeT LO-
Tauumn Kucnopona Ha HenpoAoMKUTeNbHOe Bpems no-
cne dn3nyecKoli Harpy3kn B CBA3N C BO3HUKHOBEHNEM
0AbllWKK. OTMEYAET, UTO CUMNTOMbI AbIXaTENbHOW HEA0-
CTaTOYHOCTM YCYrybaaioTca Npu CMEHe MOMOXEHUs U3
rOPU30HTANbHOTO B BEPTUKANbHOE.

AKTyanbHOCTb n3yueHus MC 06ycnoBneHa 4acToTon
BCTPEUAEMOCTM, CIIOXHOCTbI) AUATHOCTUKU, BbICOKOK
CMepTHOCTbIO NALMEHTOB yKe B TeueHne nepsoro roga
XXWU3HW nocne NoCTaHOBKMU AMAarHo3a v efUHCTBEHHbIM
Ha CEroAHALHMN 1eHb OKOHUATENbHbIM CNOCOBOM Neye-
HWUA — TPaHCNNaHTaLKA NeyeHu.

AHamHe3 3a6oneBaHus: pebeHKa 6ecnokomnm Bbipa-
XeHHble 60K B XnBoTe € 29.06.21, B 3TOT e [leHb OH
ObIN FOCMMTANM3NPOBAH B nNpuemHoe oTaenenune [ArKb
um. CnepaHckoro. Boinucan 30.06.21 nocne ctabunnsa-
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LMK COCTOAHMSA. Beuepom 3TOro e JHA — NOBTOPHbIN
anu3of 6onein, nuxopaaka 37,5°C. OCMOTp naumeHTa
Mpyu NOCTYNNIEHUN: COCTOAHME TAXENoe, CO3HaHue fic-
HO€, KOXHble MOKPOBbI 6efHble, LMAHO3 HOCOrY6HOro
TpeyronbHuka. Sp02 45%, YCC 92 ya/muu, Y40 26/mMuH,
AQl 113/58 MM.pT.CT. M3MeHeHne KOHLEBbIX (hanaHr no
TNy «6apabaHHbiXx nanoyek». Mpu ayckynorauuu ner-
KX B HDKHUX OTAeNax BbiCAyWMBAKTCA Xpunbl. Manb-
MAaTOPHO HVKHWUM Kpaid NeYeHN NNOTHON KOHCUCTEHLIUNY,
BbICTYNAeT U3-noj Kpas pebepHon ayru Ha 2 CMm.

JaHHble UHCMpPYMeHManbHbIX UCCNe008aHUL:

KomnbtoTepHas Tomorpacua (KT) opraHos 6ptowHom
NonoCT — NPU3HAKN BHYTPUNEUEHOUHOW NOPTANbHOM
runepTeHsnm, ¢pmbpo3a neyeHu, BAPMKO3HOrO pacluu-
PeHUs BEH xenyaka u nuweBofa. O6HapyxeH TpoM603
BEPXHEW U HWKHEN OpbDKeeUHbIX BeH, MPABOW BHY-
TpeHHen NOAB3[OLWHON BEHbl, BEH FeMOPPOUAANBHOIO
cnneTtenus. Mo pesynbraTtam cnupanbHon KT nerkux
BU3Yanu3npyloTcAa BEHO3Hble Konnatepanu Ha ypoBHe
nepeaHen rpynHoN CTEHKU, YCUNEeHUe COCYAUCTOro pu-
CYHKA B HUXHUX JONAX NErKux.

JaHHble na6opamopHbIx uccnedo8aHul:

O6HapyxeHbl aHTWTena K Bupycy 3nwTeliHa-bapp,
umTomeranosupycy, BWY. B 6umoxummnuyeckom aHa-
nu3e KPOBM MapKepbl BOCNANUTENbHOrO npouecca
(CPB — 100 Mr/n). INeKTPONUTHbIE HAPYLIEHUS B BUAE
rMNOHATPMEMUM, TUNEpPXopemMnun, ruUnoKanbLeumMnm.
Mo pe3ynbratam uccnefoBaHuWsa remoctasa: BTOpUUHan
koarynonatms. [pn nccnegoBaHu UMMYHHOTO Npodu-
Ns: BTOPMYHbIA UMMYHOAE(MUMT. NleyeHouHble Npobbl B
npefenax HOPMasnbHbIX 3HAYEHUN.

Mocne npoBeAeHHOro 06CneAoBaHMA MNOCTABNEH
AanarHos: BUY-uHdekuns 4b cTaaus, dasza pemuccun
Ha oHe APBT. ®ubpo3 neyeHu, CMHAPOM MOPTANbHOM
runepteHsnun. fenatonynbmMoHanbHbin CUHAPOM, XPO-
HWYeCKas AblXaTe/lbHaA HEAOCTATOYHOCTb 2 CTEMEeHMU.
Tpom603 BEPXHEN 1 HUXHEW BPbXeeuHbIX BeH, NpaBon
BHYTPEHHEN NOAB3AO0WHON BEHbI, BEH remoppounanb-
HOTO CNNeTeHus.

NeyeHne: nauneHTy nNpoBOAMNACL KOppeKuus
BOAHO-3M1eKTPONUTHOr0 6anaHca, KOMOGUHWUPOBAHHaA
NpPOTUBOMUKPOOHAA Tepanusa ANng KynupoBaHus Bocna-
NUTeNbHOro npotecca 6e3 BUANMOro oyara HdekLuu,
AHTUKOArynsHTHas Tepanusa HU3KOMONEKYNAPHbIMK re-
napuHamu no NoBoAY MacCUBHOrO TPOM603a BEHO3HOI0
pycna, cumnTomaTuyeckas Tepanusa no noBogy renato-
NyNbMOHaNbHOIO CUMHAPOMA B BMAE A0TALWUA KNCNOPO-
Aa, NpoAo0MKanocb neyeHe No NOBOAY OCHOBHOIO 3a-
6oneBaHus.

[laHHbIN KNMHUYECKNIA CNyYan LeMOHCTPUPYET BaX-
HOCTb CBOEBPEMEHHOro 06CneoBaHNA NaLMeHTOB C
XPOHUYECKUMU 3a60NEBAHUAMU TNEUEHW HA Hanuuue
cumntomoB ITIC. Bpau gomkeH NOMHMTb 0 Hecneundu-
UECKMX KNUHWUYECKUX NPOABAEHUsX, KOTOpPble, 0CO6EH-
HO Y KOMOP6UAHbIX NALMEHTOB, MOTYT OCTATbCA He3a-
MEUEeHHbIMMU,



MAHUDECT AYTOUMMYHHOI
FEMOIMTUYECKOW AHEMUU B BUAE
FEMOPPAIMYECKOIO LNCTUTA
Nasposa A.A., ManiornHa M.C., MaTBeeBa E.A.
HayuyHbili pykosodumenb: K.M.H., doyeHm JlapuHa J1.E.

Kathenpa nponeaeBTuky feTckux 6onesHen Nd
OrAQY BO PHUMY nm. HN. Muporosa
MuH3npaBa Poccuu

AyTONMMYHHbIE TeMOMMTUYECKUE AHEMUN — Fpynna
3a60neBaHni, KOTOpPasi XapakTepusyeTcsi CPbIBOM WM-
MYHONOTMYECKO TONEPAHTHOCTYU C PA3BUTMEM UMMYH-
HOro remonu3a 3puTpoLNTOB. femMonu3 onpegensieTcs
KaK npexAeBpeMeHHOe pa3pylleHue U yMeHblueHune
ANUTENbHOCTY XM3HM 3pUTPoLMTOB. Korga 3puTponoas
B KOCTHOM MO3re He MOXeT KOMMEeHCUPOBaTb yKopoue-
HUe MPOAOMKMTENBHOCTY XU3HU 3PUTPOLMTOB, Pa3BU-
BAeTCA aHeMUs.

KnuHuueckuin cnyvail. Manbuuk 3 roga 7 mecaues
noctynun B MANKB 10.01.2022 c »anob6amu Ha KpoBb B
Moue, nuxopagky ao 39,00, mmanruto. 3abonen octpo 3
[HA Ha3af, Koraa nocsie nepeoxnaxaeHus 6bin nogbem
Temnepartypbl go 39,00. KynupoBanca camocToATesib-
HO. Yepe3 CyTKM OTMeuanacb NOBTOPHAs NUXOpajKa
[0 38,60, BANOCTb, CHUXEHME aNneTuTa, B CBA3U C YEM
06paTUNMCh K NeanaTpy no MecTy XuTenbCTea. Mpose-
JeHbl 3KCNpecc-TeCTbl Ha HOBYK KOPOHABUPYCHYH WH-
ekunto u rpunn — pesynbTatbl OTpULATENbHbIE. bbino
PEKOMEH[0BAHO 06mnbHOe nuTbe. OfHAaKo Ha (hoHe
MPOBOAMMOrO fleyeHWs OTMeyanacb 3agepka Mouu.
Uepe3 12 yacoB — OTAENEHWE MOYM KPACHOro LBeta.
BbizBaHa BCMI1, poctaBneH B MPUEMHOe OTAeNeHue
MArKB.

Mpn NOCTYNNEHNN COCTOAHUE CPedHen CTeneHun Ta-
xecTu. Obpawanu Ha ce6s BHUMAHMe CyXOM Kallenb,
nanbnupyemble 4o 0,5 cM 60M1€3HeHHbIe MOAYENOCTHbIE
numdaTtuueckune y3nol. Mpu nposeaeHnn Y31 6pioLlHON
MonocTM B MOYEBOM My3bipe 06HAPYXKEHO 3HAUMTENb-
HOe KOMMYEeCTBO CMELLAeMOro 3XOMMOTHOTO Ocafka.
B XOfle MPOBefeHHbIX UCCNeaoBaHui 6bina BbiABNEHA
HOPMOXPOMHas HOPMOLUTApPHAA aHeMUs NETKON cTene-
Hu Taxectu (Hb 101,0 r/n, RBC 3,45 10™12/n, Ht 27,6%). Mo
OaHHbIM 06Llero aHanusa moun (OAM) — 6akTepuypus
(4,8 konuuecTBo/mKn), rematypus (115 B n/3p), neikoum-
Typua (nelikoumnTbl NONYKONMUeCcTBeHHo — 25). CocTos-
HMe pacLieHeHO Kak remopparnyeckui LWUCTuT. PebeHok
HanpaBfieH Ha NeyeHne B OTAeNEeHNe Hedhponoruu.

Ha cneaywownin AeHb Npyu OCMOTPE BbISIBNEHA Xef-
TYWHOCTb KOXHbIX MOKPOBOB M CKAep, N0 pe3ynbraTam
nabopaTopHOro WUccnefoBaHUs — ABNEHUA remonusa
(runepbunupybuHemms 1o 56,69 MKMOMb/N, npeumy-
L|eCTBEHHO 3a cYeT Henpamon cpakuuu, Hb — 80 r/n,
npsmas npoba Kymbca — cnabononoxuTenbHas, B
OAM — remaTypus, NPOTENHYPUS, ypOBGUINHOTEHYpUS).

12.01.2022 Habnionanoch yxyauweHne coCTOAHNA pe-
6eHKa 3a CYeT HapacTaHWUs TAXECTN TeYeHUs aHEMUU
(Hb — 68 r/n, Ht — 19,6%, RBC — 2,37 10™12/n), nakTatne-
rugporeHasa — 2441 Efl/n.

Ha naHHOM 3Tane npoBoAnnach guddeperumanbHas
ANArHOCTUKA C FeMOSTUTIKO-YPEMUYECKUM CUHPOMOM
1 TPOMBOTNUYECKON TPOMOOLMTONEHNYECKON NYPNYpPoH,
OAHAKO OTCYTCTBME TPOMOOLMTONEHUM U A30TEMUM,
a TaKXe HOPMAsbHblA YPOBEHb MEeTaNnnonpoTenHasbl
ADAMTS-13 ncknounnm 3t 3aboneBaHnsa. [juarHocTu-
pOBaHa ayTOMMMYHHasi reMofnuTWYeckas aHemus. B
CBA3M C 3TUM HAYaTO NeyeHMe BHYTPUBEHHLIM UMMY-
HornobynuHom yenoseyeckum (BBUI) n3 pacueta 1 r/kr
BHYTPUBEHHO B TeueHMe 10 4acoB OAHOKPATHO.

Ha TpeTun neHb 3aboneBaHWs B CBA3W C OTpula-
TenbHom auHamukoin (Hb — 61 r/n, Ht — 18%, RBC — 2,19
10"12) 6110 NPUHATO peLleHne 0 NPOBeAEHNN 3aMeCTy-
TeNbHOW Tepanum 3pUTPOLNTAPHOI B3BECbIO C UHAMBH-
AyanbHbIM NOAGOPOM JOHOPA. Uepes CyTKN COCTOAHME
CTabunu3mpoBanocb, yMEHbWMUINCh ABEHUA aHEMUN,
HOpMann3oBanucb Nokasarenu Kposu. MocTTpaHcdy-
3MOHHDbIX OCNOXHEHWI He Habnoaanoch. C natoreHeTu-
UECKOII LIeNblo MHMLMNPOBAHA TepPanus rMoKOKOPTUKO-
cTeponaamu (nepeaHn3onoH) — 3 mr/kr/cyT.

Ha choHe npoBofMMoOU Tepanun coCcTOsIHUE pebeHKa
cTabunusmposanocb. Mo pesynstatam 1abopaTopHOro
KOHTPONA — NONOXWUTEeNbHAsA AWHAMUKA (Hb — 129 r/n,
aHannu3bl MOUM HOPMAnN30BaANNUCh). Pe6EHOK Bbif Bbl-
M1caH AoMoi uepes 11 gHeil B yLOBNETBOPUTENbHOM CO-
CTOAHUW. [Ind npefoTBPALLEHUA peLnsnBa ayTOUMMYH-
HOW remMONMMTUUECKON aHeMUK Ha3HauyeHa AnuTeNbHas
Tepanusa NpegHU30N0HOM C NOCNEYIOWMM CHUXEHNEM
1 NOMHON OTMEHOW.

Ha oCHOBaHWM aHamMHe3a U KINHUYECKOU KAPTUHbI
MOXHO NPefnonoXuUTb CIeAYIoLLYI0 NPUYMHY Pa3BUTUS
3a6bonesaHus. Mocne nepeoxnaxieHus B OpraHu3me
pebeHka NpPOM30W0 HApyLeHe UMMYHOMOrNYecKon
TONEPaHTHOCTU. CHMWXeHWe (aKTOPOB MMMYHHOMW 3a-
WKUTbl CU3NCTON 0BONOUKM MOUYEBOTO Ny3bips NpuUBe-
10 K aKTUBM3aLMM NaTOreHHON MUKPohopbl, KOTopast
cTana npWYMHON PA3BUTUS KITMHUYECKON KapTUHbI
OCTPOr0 remopparuyeckoro LucTuTa. MapannenbHo ¢
3TUM NPOLECCOM NPOMCX0ANNa (HUKCALMS KOMMIeMeH-
Ta Ha NOBEPXHOCTW IPUTPOLMTOB, KOTOPbIE arperupo-
Banu nocne BO3LEUCTBUSA XOMOAOBbIX ArTMOTUHUHOB.
B fanbHenwem 3T0 NPUBENO K NOBPEXAEHNIO MeM6PaH
3PUTPOLMTOB, B pe3y/bTaTe BO3HUK OCTPbIA BHYTPUCO-
CYAMCTLIN FeMonu3, KapTUHa KOTOPOro MosIBUAACh He-
CKOMbKO MO3XeE B BUAE ayTOUMMYHHOU FeMONMTUYECKON
aHemuu. B cBA3n € pa3HbIM BPeMeHeM NpOosBIeHUs Kiu-
HUYECKOU KapTUHbI JAHHBIX MPOLECCOB YCTAHOBNEHWE
TOYHOTO AMArHo3a 6blno 3aTPyAHEHO.
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KNUHNYECKUIA CNTYYAN TPUXOBE3OPA
YXENVAKA Y AEBOYKU 4 NET
ManaxoBa T.W.

HayuHbili pykogodumenb: K.M.H, doueHm PycuHoea .C.

Kadbeapa hakynsTteTckon negnatpuu N
®rAOY BO PHUMY um. H.W. Mnuporosa
MwuH3apaBa Poccun
BY3 «rM 133 A3M»

AKTYyanbHOCTb. be3oapbl — OTHOCWUTENbHO pepkas
natonorna B negnaTtpuun, oCtarladca 4aCto HeCBO-
€BpemMeHHO [marHocmpyemoﬁl, UTO MOXET nNpuBecTn K
OMaCHbIM W XXU3HEYTrpoXatWwnm OCNMOXXHEHNAM.

Tpuxo6e30apbl 3aHWMAKOT BTOpPOE MeCTO NO pac-
NPOCTPAHEHHOCTN CPeAMn Bcex BUAoB 6e30apos. Yale
AaHHOMY 3a60neBaHNi0 MOABEPXKEHbI EBOUKN, UMEIo-
LWMe NaToNorMyeckyio HakMOHHOCTb KeBaTb M rNOTaTh
CBOW BONOCbl BCMEACTBUE CUIBHBIX 3MOLMOHAMBHbBIX
nepexuBaHniA, 3aepXK1 NCUXNYECKOTO Pa3BUTUSA UN
MCMXMYECKOTo PAcCTPONCTBA, Ha3bIBAEMOr0 TPUXOTUN-
fioMaHuen. Ha faHHbIli MOMEHT He pa3paboTaHbl Kiu-
HWYeCKMe peKOMeHAALMN NO [UCNAaHCEpPHOMY Habntofe-
HUIO NALMEHTOB NOCe ONepaTUBHOTO BMELIATEbCTBA.

KnuHuueckun cnyyvait. [lesouka H. 4 roga 11 mecaues
6bina rocnutannuposaHa B AFKb um. ®unatosa B 2021
rogy c AMarHo3om WHOPOAHOE Teno B Xenyake — Tpu-
xo6e30ap.

3 aHamHe3a n3BeCTHO, UTO pebEeHOK eCT CBOU BONO-
Cbl HA NPOTSHKEHUM OJHOrO roga. U3 cumntomoBs 6ecno-
KOMNM Nnepmoguueckme 60nun B XXMBOTE, U3MEHEHNA CTY-
nau B peBpane 6bin INU304 PBOTbI C YaCTMLLAMM BONOC.
C 28.01.2021 HabnogaeTcs y JETCKOrO HeBponora no
MoBOAY NOBbIWEHHOW TPEBOXHOCTU U NOeAaHUs cob-
CTBEHHbIX Bonoc. [loctaBneH gmarHos: HeBpoTuyeckue
paccTponcTBa, 06CECCMBHO-KOMMYNbCUBHBIA CUHAPOM.
B aBrycte Ha npueme y HEBPONOra BbiSIBEHbI HApYLLE-
HUA peun. [IBax bl HA3HAYaNCs Kypc Tepanuu HUKOTU-
HOWNT TaMMa-aMUHOMACIAHON KUCNOTOW, 6e3 0co6om
NONOXNUTENbHOW AMHAMUKW. [leBOYKA 6bI1a HAaNpaBneHa
Ha KOHCYMbTALMIO NCUXMATPA, HO MaTb OTKa3anach.

3a AeHb A0 rocnuTanu3aLun SeBOYKA XanosBanach Ha
6011 B XMBOTE NPUCTYNOOOPA3HOro xapaktepa, 6ec-
MOKOWCTBO, OTKa3blBanacb OT efbl. B nonuknuHuke no
MEeCTY XMUTeNbCTBA MO AaHHbIM Y3 opraHoB 6pIOLLIHON
MonocTy 6bin MOCTABNEH ANArHO3 6e30ap Xenyaka.

Mpu 06cnefoBaHMN NULLEBAPUTENBHOIO TPaKTa Bbl-
SIBNIEHO 60NEe3HEHHOE OLLYLLeHNe B 3MUIAacCTPUU U THU-
NOCTHbIN 3amax 130 pTa. Ha Y3U umeroTcs npusHaku
NNOTHOrO UHOPOAHOIO Tena B NpocBeTe xenyaka. Mpu
3OrAC BbiABNEHO UHOPOAHOE TENo 60MbLNX PAa3MeEpPOB,
3anonHsAoLee BeCb XenyaoK, NpeacTaBneHHoe KOHo-
MepaToM CBaNsABLUNXCA BOMOC U MULLEBbIX MACC. TaKnm
06pa3om, pesynbTaTbhl MHCTPYMEHTANbHbIX UCCNeA0Ba-
HWA NOATBEPXAAlT AWArHo3 Tpuxobesoap Xenyaka.
bbino npoBefeHo onepaTUBHOE yaaneHune Tpuxobesoa-
pa pa3mepamu 15*20*4 cM COCTOABLLErO U3 CBANSABLINX-
sl BONOC, YacTML, NULLK U cAn3n. NocneonepaLmoHHbIi
nepuog npotekan 6e3 0CO6eHHOCTEN.
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CnycTa 3 mecALa AeBoyKa 6blfa 0TNPaBNEHa Ha KOH-
CynbTauuio B «HayuHO-NPaKTUUECKUA LEHTP NCuxuye-
CKOT0 3710pOBbA AeTeil U NOJPOCTKOBY.

3aKntoueHue. BaxHo pa3paboTaTtb KNMHUYECKME pe-
KOMeH/aLn1 No BefieHu1Io NaLeHTOB C TPUX06e30apom.
Heo6x041MM MyNbTUANCLUNANHAPHDBIA NOAXOA K ANATHO-
CTUKe U peabunuTauun aeTen ¢ Nofgo6HoN natonoruen,
C 0653aTeNbHbIM yuacTueM Bpaya ncuxuartpa.

KNWHUYECKUI CNYYAI CMUHANBHOTO
NHCVY/IbTA
MamepoBa T.M. Kbi3bl, Muxannosckas A.C.
HayuHbiii pykoeodumenb: K.M.H., doyeHm JlapuHa J1.E.

Kathenpa nponeaesTuky feTckux 6onesHen NMd
®OrAQY BO PHUMY um. H.U. Muporosa
MwnH3apaBa Poccum
BY3 Mopo3oBckas JeTckas ropojckas
KnnHnyeckaa 6onbHuua A3m

0co6eHHOCTbIO TPABM CMIUHHOTO MO3ray 1eTel aBns-
etcs cuHgpom SCIWORA —-noBpexgeHune CnnHHOro Mo3-
ra 6e3 peHTreHoNornyeck BUAMMbIX NaTONOrMYECKNX
M3MeHeHUN NO3BOHOUYHMKA. HeBponormueckas cumnTo-
MaTWKa 3aBUCMT OT YPOBHS NOPAXEHNA CMUHHOMO MO3-
ra, Npu 3TOM OTMeYaeTcs npeobnagaHne ABMraTeNbHbIX
HapyLWeHUN HaJ YyBCTBUTENbHbIMN.

KnuHnueckun cnyyaid. MauueHT A, 8 neT, NocTynun B
MAIKB 23.11.21 ¢ )kano6amu Ha cnaboCTb B HOrax, Hapy-
WweHua moyeuncnyckanms. Co CNoB mambl, 3a ieHb A0 ro-
cnuTanusauuy ynan npu nonbiTKe BCTaTb Ha PYKKM € No-
cnepywolei 60Mblo B CMUMHE, 0TMEUANOCh NoCTeneHHoe
CHIWXeHMe cunbl B NpaBoil Hore. Ha cnefyiollee yTpo
OTMETUNM cnaboCcTb B NEBOI HOre, HapacTaHue cnabo-
€TV B npaBou Hore. Ha MPT 0T 24.11.21: nwemuns 1 npoTa-
XEHHbIN OTEeK CMMHHOIO MO3ra 0T YPOoBHSA Th6 10 KOHYCa,
dhopmupyiowwanca muenomanauusa. NoctasneH guarHos:
OCTpPOe HapylleHne CNMHHOMO3rOBOro KpoBoobpalle-
HUSA N0 UWemMnueckomy Tuny. B kposu IgG k Coronavirus
102 EA/MN. B KAWHMYECKOM aHanu3e moum ot 02.12.21
OPOXOKeBble KNETKU, 6aKTepuypus, MUKpOrematypus,
NeNKOLNTYPUS, KNeTKN NepexofHOro INUTeNnuns, HUTpu-
Tbl. Mpu noceBe moun o6bHapyxeHbl Citrobacter koseri
1 MAH B 1 MN. Ha doHe HelporeHHOM AnCYHKLUN MO-
4eBOro Ny3bipsi pa3sunacb MHEKLNS MOYEBbIBOAALLMX
nyTen. B Koarynorpamme Hab6no4anocb CHWKEHNE ak-
TUBHOCTW aHTUTPOM6MHA lIl. B cBA3M C Memmell, 6bina
npoBefeHa remapuHoTepanus, Ha oHe KOTOPOW Ha-
6nioganacb NOMOXUTENbHANA AWHAMUKA B BUAE YMEHb-
WWEHUA BbIPAXXEHHOCTM HEBPONOruYeckoro aeduumra:
yBeNnuunnacb mMbilleyHaa cuna B HMKHUX KOHEUYHOCTAX,
perpeccupoBasny Ta3oBble pacCTPOMCTBaA.

16.02.22 naumeHT 6bIn NOBTOPHO rOCNUTANU3NPOBAH
B MAIKB ¢ xanobamn Ha COXpaHALYyCA CnabocTb B
Horax. Mpu 06beKTUBHOM OCMOTpE: Mape3 HUKHUX KO-
HeYHOCTen A0 3,5-4 6aNN0B C 06€nUX CTOPOH, MblLLIEYHbIN
rMNepToOHYC, BbICOKME KoneHHble pedinekcobl. Moxogka
napanapetuyeckas ¢ NOALEPXKKOU, UCXOAHASA BapyCHas
YCTaHOBKa CTOM, KNOHYCbI CTOMN, B N03e Pombepra nowwa-



TbiBaetcs. Mpu nposefeHun MPT ¢ KOHTpacTUpOBaHUeEM
22.02.22 npu3HaKKW HeBblpaXeHHoW muenonatum Th9-
Th10 cermeHTOB CMUHHOrO Mo3ra. MauneHT NpofoMKan
MonyyaTb aHTUKOAryNSHTHYIO Tepanuio fanTenapuHom
HaTpusA. BbINO NPUHATO peLleHne 0 CMeHe aHTUKoary-
NAHTHOW Tepanuu Ha [e3arperaHTHyl Tepanuio ale-
TUNCANNLNNOBOI KNCNOTON B TeUEHWE ABYX NeT 0T MO-
MEHTa MHCYNbTa.

B AaHHOM KAMHMUYECKOM CNyyae Beaylmm hakTopom
WWeMUA CMUHHOTO MO3ra ABAAETCS TPaBMa, OfHAKO
CTOUT TakK e OTMEeTUTb BaXHOCTb COCYAMCTOro (hakTo-
pa 1 BO3MOXHYI0 B3aMMOCBSA3b rMNepKoarynauum c ne-
peHeceHHbIM covid 19.

TPYAHOCTb ANATHOCTUKN
UMMYHOAEDULMTHBIX COCTOSIHMIA
MawkuHa A.C., boiueHko .B.

HayuHbiii pykoeodumenb: doueHm, K.M.H. JlapuHa J1.E.

Kathenpa nponenesTuky feTckux 6onesHein Nd
®OrAQY BO PHUMY um. H.1. Muporosa
MwuH3npaBa Poccuu
bY3 Mopo30BCKas aeTckas ropoackas
KnuHnyeckaa 6onbHuua A3mM

MepBuunble ummyHogeduuntbl (MN) — akTyanbHas
npobnema coBpemeHHOW MeauuuHbl. M —3T0 reTe-
POreHHas rpynna BPOXAEHHbIX AedeKTOB CMCTEMbI
WMMYHUTETA C PA3/INYHbIMIA PELUANBUPYIOLNMU UH-
(DEKLMOHHBIMIU U AaYyTOUMMYHHbIMKA 3a60NeBaHMAMM, A
TaKXe 3/M10Ka4YeCTBEHHbIMIW HOBOO6Pa30BaHMAMM. [leTu
C IaHHON NPO6NeMOoii HYXAAlTCA B NPABUNbHOW U CBO-
€BpEMeHHON NpeHaTanbHOM AUArHOCTMKE, TaK KakK Cy-
WeCTBYET BbICOKMA PUCK CMEPTM B PaHHEM BO3pacTe.
MeToabl NabopaTOPHOW AWArHOCTUKW MMMyHoaedun-
LMTHbIX COCTOAIHWIA Yy AeTel ABNAIOTCA CNOXHbIMM, A0-
POroCTOALWMMN, TPYLOEMKUMN U TPEOYOWMMKU NOATO-
TOBMIEHHOIO NepcoHana nabopaTopuii.

KnuHnueckuin cnyyaid. NaumeHTt A. rocnutannusnpo-
BaH Ha 1 roAy XWU3HU B peaHMMaLMOHHOe oTaeneHue B
CBA3N C Xanobamu Ha OAbIlWKY, Nocne ctabunusaLnm
COCTOAHNSA nepeBeféH B WH(EKLMOHHOe OTaeneHue.
[lnarHo3 npu NocTynneHuu: nepBUYHbIA KOMBUHUPO-
BaHHbIN UMMYyHodeULUT.

/3 aHamHe3a U3BeCTHO: pOCT — 74 CM, Macca — 8,3 KT,
He nuxopaaut. Macca npu poxpeHun 2900 rpammos.
Pe6EHOK OT 3-it 6epeMeHHOCTH, NpoTeKaBLWen Ha oHe
Yyrpo3bl NpepbiBaHUs, NpexaeBpeMeHHbIX poaoB C ya-
CTUYHOW OTCNONKOW NNaLeHTbl CO BTOPOro TpumecTpa.
OueHka no wkane Anrap 8/9 6annos. C 2-x mecsLeB OT-
KasblBancs ot rpyan matepu. C 3-x mecsLeB nepeBeéeH
Ha WCKYCCTBEHHOE BCKapMIMBaHMWe, C 3TOr0 BO3pacTa
pMHOpes C pa3BuUTMeM AepmaTuTa B 061acTu Hocory6-
HOro TpeyronbHUKa. B 5 mecAueB 6bln 3KCTPEHHO ro-
CNUTanU3MpoBaH B MYyNbMOHOMOTMYECKOe OTAeNneHue
€ AuarHosom: OcTpas BHe6ONbHUYHAA [BYXCTOPOHHAS
NnonMcermeHTapHas MHEBMOHUA. [bixaTenbHas Hepo-
CTATOYHOCTb 0 CTeneHW. AHeMMs CpefiHen CTeneHmn Ts-
Xectu. B AHBape 2021 rocnuTanu3mpoBaH C NOLTBEPX-

AEHHOW HOBOW KOPOHABMPYCHOW WHeKLMel cpefHen
CTENEHU TAXKECTW. AHEMUSA CPEAHEN CTENEHM TAXKECTH,
KOMMNEHCUPOBAHHAS, HEYTOYHeHHas. [MNepTeH3MOH-
HO — ruapouedanbHbll CUHAPOM, 3aJepXKa BHYTpUY-
Tpo6HOro passutus. Tumomeranus. Knebcuenes. Mo
AaHHbIM HeilpocoHorpagum ot 17.03.21 r.: anddys-
Hble U3MEeHeHUs B napeHxume mosra. Mo Y31 opraHos
6prolWwHoi nonoctun ot 17.03.21 r.: Anddy3Hble n3meHe-
HWUA NapeHxumbl neyeHu. fenatocnneHomeranus. B mae
NOSABUANCH ANCTAHLMOHHbIE XPUMbI, CUMMTOMbI KYNUpOo-
Ba/nn, HO MO3Xe COCTOSHWUE YXYAWMNOCh — NOSABUIOChH
Bblpa)KeHHOe 6eCcrnoKoMCTBO C BbirmbaHuem Tena pe-
6eHKa, 6bIn0 OTMEYEHO BblbYXaHMe POAHMYKA.

Mpu ocmoTpe B MATKD B BO3pacTe 1rofa oTmeyanacb
MPaMOpPHOCTb KOXHbIX MOKPOBOB, NumdaaeHonaTus
OCHOBHbIX rpynn numdaTnyecknx y3noB. CHMXKeHHas
MbllLIEYHAs cMna neBon pyku. OTMeuyanach ynmoleHHas
rpyaHas KneTka, XEcTKoe AbixaHue. XX1BoT 6bin yBenu-
ueH B pa3mepe, 0TMeYaNach CNaboCTb MbllL, NepeaHen
OPIOLWHON CTEHKM 1 Bbl6YyXaHWe NpaBon NonoBuHbI. le-
naTocnneHomeranus, NONOXUTesbHble Ny3blpHble CUM-
NTOMblI.

Mo pe3ynbTaTam WHCTPYMEHTANbHbIX UCCNEA0BAHUN
Ha CMMPanbHOW KOMMbIOTEPHOW ToMorpacunm NErkux
ObIN BbISBNEHbI YUaCTKN MHGUALTPALUM B BEpXHEN
[one NpaBoro nerkoro B CTaguu paspeweHus. Mo pe-
3ynbTaTaM MarHUTHO-Pe30HAaHCHOW ToMmorpaduu ro-
MIOBHOMO MO3ra C KOHTPACTUPOBAHWEM BUAHENMNCD 30HbI
KWCTO3HO-TNMO3HON TPAHCHOPMALUM KOPKOBBIX U CY6-
KOPTMKANbHbIX OTAENOB TEMEHHOM W 33TbINOUYHbIX A0NEN
cnesa. ACUMMeTpUS 60OMbWIKUX MOAYLIAPUIA, CHUXKEHME
CUTHANOB CAarMTTaNbHOIO CMHYCa B MepefHNX oTAaenax.
Mo paHHbIM 6POHXOCKONMUW 6bIN BbiABNEH AUDQY3HbINA
ABYCTOPOHHUIA TPaxeo6pPOHXUT 1 CTeNneHU WHTEHCMB-
HOCTU BOCManenus. Mo pesynbraTam PeHTrEHOCKOMUN
W peHTreHorpadmn xenynka W [BEHAZLATUNEPCTHOM
KMWKN C KOHTPAcTUPOBAHWEM BbISIBUAM racTPO330-
tharanbHbli pedniokc 2 cTeneHn. HeaocTaTOUHOCTDb
kapauu. lyogeHut. Mo faHHbIM NabopaToOpHOro uccne-
A0BaHWUs Habnoganucb TpomM6oLNTO3, rnnoudprUHoO-
reHemus. boina obHapyxeHa [IHK uutomeranosumpyca.
Mo pe3ynbTaTam NPOBEAEHHOr0 06CNef0BaHUA Obian
BbICTAB/EHbl [MarHo3bl: MHEBMOKOKKOBbI MEHWHTUT.
leHepanu3oBaHHas LMUTOMEranoBMpPyCHas MHQeKums:
3HUedannT, MTHeBMOHUT. CUHYC-TPOM603. CUTYaLUOHHO
06yCcnoBneHHble cyaoporn Ha hoHe TeueHMs HEMPOUH-
thekuuu. NMPaBOCTOPOHHUM remunapes.

MpoBoannacb He06X0AMMas KOMBUHMPOBAHHAA Te-
panua TakMMW npenapatamu, Kak NpOTUBOBUPYCHble
(BanrauMHKNOBMp), aHTUKOATYNAHTbI (AanbTenapuH Ha-
Tpus), aHTUONOTUKMN (A3UTPOMULIH).

B comatnueckom neauaTpuueckom OTAeNeHun npo-
BENM MMMYHONOrMYyeckoe WCcnepoBaHue, onpepenus
BblpaKeHHOE CHMKeHne TREC 38 (Hopma 450), CHUXeHue
T-KNeTouyHOro 3BeHa UMMYHWUTETA B BUAE HapylleHus
COOTHOlEHMA CD 4+/CD8+, nHgekc 0,2 N BbipaXXeHHOe
CHWXeHMe paHHMX Tummuyeckumx smurpaHtos RTE CD
4+ n CD 8+. Mo pesynbTaTam McCneaoBaHnsa y pebeHka
BbIIBUIM HANUUWe MEepPBUYHOT0 KOMOWHUPOBAHHOIO
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UMMyHoAeMumMTa. M0 XN3HEHHBIM MOKA3aHUAM C UM-
MYHO3aMeCTUTENbHOW LEeNbld BHYTPMBEHHO BBOAMNU
UMMYHOTI06YNNH.

[lvarHo3 nocTtasfneH Ha OCHOBaHUK OCMOTPA U UMMY-
HONOrnyeckoro nccnenoBaHus.

Mo pe3ynbratam neyeHnda AOCTUTHYTA NOMOXUTENb-
Had AWHaMWKa B BuAe KynmpoBaHUa MHTOKCUKaLNOHHO-
ro CWUHApPOMa, ynyylieHunsa O6LI.I,€M03FOBOI7I N MeHUHre-
anbHOM CMMNTOMATUKN, CHUXEHNA BI/IpyCHOI?I Harpy3ku.
MauneHT BbIMUCAH B yAOBMeTBOpUTE/IbHOM COCTOA-
HUN. HanpaBneH anAd I'IOBTOpHOI;I rocnnuTann3aunn anga
LMKNN4eCcKoro neyeHus.

[laHHbIA KNUHUYECKMIA Cnyyan NOATBEPXKAAET Ba-
HOCTb B MpPaKTUKe Bpaya negmatpa CBOEBPEMEHHOI
AMATHOCTMKN UMMYHOAE(MULMTHBIX COCTOAHWIA M BHe-
OPEeHns B CMCTEMY HEOHATANbHOIO CKPUHUHIA TeCT-CU-
CTeMbl ONA KOMUYECTBEHHOro OonpefeneHus B CyXux
NATHAX KPOBMU M B LLENIbHON MAapPKepOB HanBHbIX T- (TREC)
1 B- (KREC) numdounToB. PaHHAA MOCTAHOBKA NPaBu/ib-
HOTO [MarHo3a MO3BOMMT MOBLICUTb 3 (PEKTUBHOCTb
TpaHCNMAHTALUMU reMOMNO3TUYECKUX CTBOMOBbIX KNETOK,
TeM CaMbiM YMeHbLWB CMEPTHOCTb U UHBANUAU3ALUIO
naumeHToB.

OKKNIO3US LEEHTPANbHOW APTEPUN
CETYATKW HA ®OHE TPOMBOOUINN
V AETEIl
MenbHuk E.E., 356n08a W.10.
HayuHbili pykoeodumenb: K.M.H., doyeHm JlapuHa /1.E.

Katheapa nponeaeBTuKM AeTckux 6onesHen N
®rA0Y BO PHUMY um. H.W. NMuporoea
MuH3apasa Poccun

BeepeHue. Tpombounna npeactaBnser cobon Ha-
CNeSCTBEHHYIO NN NPUOGPETEHHYIO MPEAPACMONOXEH-
HOCTb K MATONOrMyeckomy o6pa3oBaHui TPOMOGOB B
KPOBEHOCHbIX cocyfax. Yae Bcero nogobHble TpOM60-
3bl BCTPEUAIOTCA Y N0Jei CTapluero BO3pacTta, 04HaKo
Henb3a 3abbiBaTb O TOM, YTO NPoABAeHUs Tpombotu-
NUK BCTPeYatoTCsa 1y JeTel Jaxe B NepUOLe HOBOPO-
XAEHHOCTU. MpUUnMHO Tpom6bO30B Y feTeil ABNAETCA
COBOKYMHOCTb KaK BPOX/EHHbIX, TaK U MPUOGPETEHHbIX
(hakTopOB.

OAHO M3 peaKux OCNMOXHEHUN Tpombodunum — ok-
KNo31s LieHTpanbHoit aptepun cetuatkn (OLLAC). OLIAC
ABNSAETCA TAHXEeNnon opmon rnasHonW naTtonoruu, Tak
KaK MMeeT CTPEMUTENIbHOe HAuano 1 XapakTepusyercs
CTOWKOW MOTEPEN 3peHus, NPEeUMyLLLeCTBEHHO OAHOr0
rnasa. CpefHun Bo3pacT nauueHToB ¢ OLAC B cpeaHem
cocTaBnset 55-60 neT, a B 16 TCKOW NpaKTMKe 3abonesa-
HWe NpaKTUYeCcKn He BCTpevaeTcs. M3-3a peakoro npo-
ABNEHUs JaHHOro 3ab0neBaHUa OTCYTCTBYET 10CTOBEP-
Has yacToTa BcTpedaemocTn OLAC Y neTei.

KnuHuueckuin cnyvai. NMauueHTka E., 11 ner.

AHaMHe3 XU3HU: pebeHOK OT 3-1 6epeMeHHOCTH, OT
2-X CPOUHbIX OMepaTuBHbLIX PoAOB (nonepeuHoe nono-
eHue nnoga, 06BMUTUE MynoBuMHbI). Macca Tena npw
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poxaeHun 3350 r., ;AnHa Tena — 51 cm, APGAR 9/10 6an-
nos. BakuuHupoBaHa Mo KaneHpapt. lepeHeceHHble
3a60/1eBaHNA: A3BeHHast 60Me3Hb Xenyaka u ABeHaj-
LATMNepCTHON Kuwku (pemuccus), B Hauane 2020 roaa
3aKpbITas uyepenHo-mo3roBas TpaBma. HacneacTBeH-
HOCTb: MaTb — BapMKO3Hasi 60Me3Hb, 6abywka u npa-
6abyLiKa N0 MAaTEPUHCKON NUHUN — CMepTb BCeACTBUE
nepeHeceHHOro MHGapKTa MUoKapaa.

AHamHe3 3aboneBaHus: 06.07.21 Ha (oHe MOMHOro
3/10pPOBbS Y 1€BOYUKM MOSIBUNCSA KOXHbIA 3ya B 0611aCTy
MPaBOro BeKa, 3aTeM — Pe3K0e CHMKEHMe 3peHuns npa-
BOro rnasa. HakaHyHe Hbipsna B 6acceiHe. bpuragon
CMN BBefeH fpoTaBepuH — 6e3 3dhhekTa, nocne yero
[AeBouKka 6bina AoCTaBfeHa B oTAeneHue odranbmo-
norun obnactHon 6onbHUUpbl . CapaToBa, NOCTaBNEH
AMarHo3: HenpoxoauMocCTb LieHTpanbHOM apTepun ceT-
yaTku cnpasa. [IpoBefeHO feyeHne: OJQHOKPATHO BBO-
OUNCA renapuH, nofyyana MeCTHyl Tepanuio — 6e3
3Hauumoro 3ddekTa. flanee 6bina nepeBefieHa B He-
Bponoruyeckoe otaeneHue. boino nposefeHo obcne-
[I0BaHNe: MarHUTHO-pe3oHaHcHaa Tomorpacua (MPT)
rON0BHOrO MO3ra, 3xokapauorpadua cepaua (3X0-Kr),
ynbTpa3BykoBas Aonneporpadua COCYA0B  HMKHMX
KOHEUHOCTEN — NaTonorun He BbisiBNeHo. Mpu npose-
JeHUKU TpaHCKpaHuanbHOW aonneporpadun — 3aTpya-
HEeHWe BEHO3HOro OTTOKA B BepTebpo-6a3unnisgpHomM
6accenHe. Mo pe3synbtaTam KM — murpauus BHYTpU-
npeacepaHoOro BoauTena putma, 6paanaputmus 58-75/
MWH, BepTUKaNnbHOE MONOXeHMe 3NeKTPUUECKON OoCK
cepaua. 09.07.21 BbinucaHa u3 ctaumoHapa. 12.07.21 06-
patunucb B HAW um. FfenbmronbLa, BbiICTaBneH ANArHo3:
OKKM031A LLeHTPanbHOW apTepum ceTuaTkm cnpasa. Pe-
KOMEHJ0BaHa rocnuTanu3auus B MHOrONpogUIbHbIN
CTauMoHap. B 3TOT e AeHb CAaMOTEKOM 06paTMNnCh B
npuemHoe otaeneHne MArKB, rocnutanusmposBaHa B
oTaeneHme oTanbMonorum.

Mpn NOCTYNNEHUU: COCTOSIHME CPeAHen TAXeCTH,
CO3HaHue AcHoe, TemnepaTtypa 36,6° C, apTepuanbHoe
naeneHune 105/70 MM pT. CT., NynbC 78/MuH. B othTanb-
monoruyeckom crtatyce: Dev no Tupw6epry: 0. Visus
OD — fBMmXeHne pykn y nuua, npu odTanbMockonum
NpaBoro rnasa: AUCK 3puTeNbHOro HepBa 6NeHoO-po30-
BbIi, FPaHULbl CTYLIEBaHbI, NPOMUHMUPYET, 30Ha ULIEMUN
Nno Xofy HWKHEBUCOUHOW BETBU, B MAKYNAPHON 30HE
CUMNTOM «BULIHEBOM KOCTOUKWY, TOUEUHble KPOBOM3-
nuaHma. Visus 0S —1,0, odranbmockonus 6e3 usme-
HEHWI. Bpauom-oTanbMoNOroM Ha3HAUEHO NeveHue:
BUHMOLETUH 2,5 Mr 2 p/aeHb, auetasonamug 125 mr
1 p/aeHb no cxeme 3-1, Kanus U MarHUs acnaparvHat no
175 Mr + 175 Mr 3 p/neHb, 6eH3UNAUMUTUN AMMOHUN X0~
pUA MOHOTMAPAT 1 Kan. 4 p/AeHb B KOHBIOHKTUBAMbHYIO
MoNoCTb MPABOro rNa3a, jekcameTa3oH HaTpua docdat
0,1% no 1 kan. 2 p/aeHb B KOHBIOHKTUBANbHYI MOMOCTb
npaBoro rnasa, TUMonona maneat 1 Kan. 2 p/aeHb B
KOHBHHKTUBASbHYIO MOMOCTb MPABOro rnasa.

OCMOTpeHa HeBpOMIOroM 1 PeBMAaTONoroM — naTono-
UK He BbiABNeHO. Npyn NpoBeAeHNN UHCTPYMEHTAMbHbIX
o6cnenosaHuin (ynbTpassykosoe uccnegosaHue (Y3M)
nonbix opraHos, 3XO-KI, MPT rnasHul, ¢ KOHTPACTUpPO-



BaHneM, Y3/ opraHos 6pIOWHON MOMOCTM) NaTonOrMu
He BbisiBNeHO. Mo pe3ynbratam IKI — pUTM YCKOPEHHBIN
npefcepAHbIN, BePTUKaNbHAA 3NEKTpUUYeCcKas 0Cb cepa-
ua.

13.07.21 KOHCynbTUpOBaAHa rematonorom, B Koary-
norpamme ot 13.07.21 Hopmokoarynauua. lNauneHTka
nepesejeHa B rematoniornyeckoe otgesieHune ans npo-
BeJleHUsI aHTUKOAryNAHTHOW Tepanuu: ¢ 13.07.21 He-
npepbiBHas B/B WHGY3Ms renapuHa B fo3e 22 Ea/kr/
yac. B koarynorpamme ot 14.07.21 — runepkoarynauus,
AaHHbIX 3@ Hannume aednLUTa eCTECTBEHHbIX aHTUKO-
arynsaHToB, rMnepromMmoLMcTeMHeMnn He nonyyeHo, na-
6opaTopHble Mapkepbl aHTU(OChHONNNNAHOTO CUHAPO-
M3 M CUCTEMHOW KPAaCHOW BOMYAHKM OTPULATENbHbIE,
C 20.07.21 feBOoYKa nepesefeHa Ha Tepanuio HU3KOMO-
neKkynapHbIM renapuHom — fantenapuH Hatpua 100
En/kr 2 p/aeHb. B koarynorpamme ot 21.07.21 JOCTUTHY-
Ta uenesas runokoarynauus. BoiaBneHo HOCUTENbCTBO
MPOTPOMOOreHHbIX NONMMOPEN3MOB B reHax PonaTHoO-
ro ob6MeHa, YTo pacLeHMBaeTCa Kak NPOTPOMBOreHHbIN
thakTop. C uenbio NponnakTUK1 rMNepromMoLucTenHe-
MWUM NaLMeHTKe NOKa3aHO Ha3HaueHue Tepanuu BUTA-
MuHamu rpynnbl B (honnesas kucnota 1 mr 1 p/oexb +
LUaHKoBNaMuH 1 Mr 1 p/aeHb + nupuaokcu no 10 mrip/
AeHb, BHYTPb; NPMHMMATb Kypcamu no 15 AHEN Kaxabin
mecau,).

Mpu NOBTOPHOM OCMOTPE BPauoM-odTanbMONOrom
oT 15.07.21: Dev no Mupw6epry: 0. Visus OD — fBuxe-
HUEe PYKM Y NnLa, Npu oTanbMOCKONMM NPaBOro rnasa:
AMUCK 3pUTENbHOrO0 HepBa 61nefHO-PO30BbINA, FPAHMLbI
HECKONbKO CTYlIEeBaHbl, NPOMUHNUPYET, 30HA UlIEeMUN
Mo XOAY HWKHEBMCOUHOW BETBW, B MAKYNAPHOW 30He
CUMMTOM BULIHEBOW KOCTOUKM», TOUEUHbIE KPOBOM3-
NNAHMA B CTafMWN paccacbiBaHMA, NOSBMNOCL efUHUY-
HOe KPOBOM3/NSHNE B HAPY)XHOM 0Taene Makynbl. Visus
0S — 1,0, ohTanbmockonus 6e3 u3meHeHu.

OchTanbmonoruueckumn ctatyc ot 22.07.21: Dev no Map-
wo6epry: OD 5-70. Visus OD — aBMXeHME PYKW Yy nuua,
npyu oTaNbMOCKONMM NPABOro rnasa: AnCK 3puTenb-
HOro HepBa 6nefHbIN, rPaHKULbI YETKUE, X0 U Kanubp
COCYA0B He U3MEHEH, MaKynsipHasa 30Ha 6e3 ouaroBoil
natonoruu. Visus 0S — 1,0, odTanbmockonus 6e3 u3-
MeHeHui. NMpoBeaeHHble 0hTanbMONOrMYeckne nuccne-
poBaHua: OKT — oTeK yMeHbLUUNCA, KPOBOU3NUAHUA B
061acTu LEHTPaNbHOW AAMKKM B CTaAuW paccacbiBaHus.
PekomeHA0BaHO NPOAOMKNTD TEPANMNIO.

Ha doHe npoBOAMMOro neyeHuss OTMEYAETCH MOo-
NOXWUTENbHAs AMHAMUKA B BUAE YBEMANYEHUS 30HbI
nepnepnyeckoro 3peHns Npasoro rnasa. 22.07.21 na-
LMEHTKa BbINMCAHA U3 CTaLMOHapa ANg NpPoAo/MKeHUs
neyeHus nog HabnwgeHnem negnatpa, ohTanbMonora,
remaTtonora no MecTy XuUTenbCTBa.

3akntoueHne. XoTs OKK/031A LeHTPanbHON apTepui
ceTuaTKn B neanaTpuyeckonm Nonynsuun BCTpedaet-
€A [LOCTAaTOYHO PEAKO, OHA JOMKHA 6bITb 06s3aTeNb-
HO BK/OUEHA B AMArHOCTUUECKUA MOWUCK NPW OCTPON
notepe 3peHnsi. HECOMHEHHO, AAaHHbIA KAUHUYECKNIA
CNnyyal MOXeT NpeAcTaBnATb MHTepeC Ans neanaTpos
W neTckux od)TanbMoNoroB, NOCKOMbKY CBOEBPEMEHHO

HauaToe fleUeHNe OKK03UM, ynydllaeT NPOrHo3 BOC-
CTaHOBNEHUs 3peHus. Megmatpbl SOMKHbI BHUMATENb-
Hee OTHOCUTbCA K CEMeNHOMY aHaMHe3sy U 6blTb Hac-
TOPOXEHHee B OTHOLWIEHWW JeTell C HAC/NeACTBEHHbIM
aedeKkTom cucTembl remocTasa.

KNNHWYECKNIA CAYYAI TKENOTO
TEYEHUA TMCTUOLUNTO3A N3 KNETOK
NAHTEPTAHCA Y HOBOPOXXAEHHOIO

MAUUNEHTA
MocecoBa E.A., ApanoBa B.B., [lumuHoBa A.B.
HayuHbliii pykogodumernb: K.M.H., doueHm JlapuHa J1.E.

Kathenpa nponeaeBTuky aetckux 6onesHen N
®OrA0Y BO PHMMY um. Muporosa M3 Poccuu

MMCTMOLMTO3 U3 KNeTOK JlaHrepraHca (303uHodunb-
Has rpaHynema, 6one3Hb X3aHga-lUynnepa-KpucueHa,
6onesHb A6Ta-NleTTepepa-3uBe) — 3ab6onesaHne, Xxa-
pakTepusyloLieecs KNoHanbHOM nponndepaluen naTo-
nornyeckux knetok Nanrepraxca (MK/) u HapyleHnem
PeaKTUBHOCTN MUMMYHHOW cucTembl. MpuumHon o6pa-
30BaHua MKJ/1 npeanonoxntenbHo ABNAETCA MyTauusa
B reHe BRAF, npusogdawas K akTueaLuu natonoruye-
CKOTO CUTHANbHOrO NyTU B MUENOWUAHbIX LEHAPUTHbIX
KNeTkax n pa3sutuio 3abonesaHus. Akkymynaumsa MKN
B Pa3/MYHbIX OpraHax u TKaHAX NPUBOAUT K I0KANbHO-
My MOBPEXAEHUIO, HAPYLWEHNIO (PYHKLMN NOPAXKEHHbIX
OpraHoB 1 onpefensiet KNMHWYECKYI KapTUHY TUCTU-
ouuTo3a. MaHudectauns 3abonesaHns MOXeT CONpo-
BOXAATbCA 00pa30BaHWEM JNIETOUHbIX WH(UNLTPATOB,
KOCTHbIMW MOPAXEHWUsIMK, CbiNblo, AUCHYHKLMEN mne-
UeHM, IHAOKPUHHOW 1 KPOBETBOPHOW cucTem. YacToTa
BCTpeyaemocTun 3aboneBaHusa coctaBnset 3-10 cnyyaes
Ha 1 MJTH. AETCKOr0 HaceneHus B rof, Manbunku onewT
B [1Ba pas3a vaue, nnk 3a60n1esaemoCcTy NPUXOANTCA Ha
PaHHWU 0eTCKUA BO3pacT.

MauneHT N., manbuuk, poaunca 29.12.21. ot maTepu
32-x net, oT 1 6epemMeHHOCTH, 1-X CAMOCTOSATENbHbIX
posos B 40 Hegenb (macca 4000 r, fnnHa Tena 55 cM).
CocTosiHMe Npu POXAEHUN Tsxenoe, 06YCNOBNEHO
CUHOPOMOM YrHETEeHMA, MHOXECTBEHHbIMW remoppa-
rMYeCcKMMK BbICbINAHUAMMN C 3PO3UBHLIMU MNOBEPXHO-
CTAMM, fblXaTenbHOW HegocTatouyHocTblo (AH) 0-1 cT.
B 1-e cyTkm Xu3HW 6bIn NepeBedeH Ha MBI/, nmonyuan
KapAWOTOHWYECKYK MNOALEPXKY U KOMOUHUPOBAHHYIO
aHTN6aKTepUanbHyto Tepanuio. Ha 2-e CyTKM COCTOAAHME
CTabunusmposanoch u pebeHka nepesenu B ArKb nm.
®unaToBa, rae NpyU MHCTPYMEHTaNbHbIX UCCNEA0BaHU-
ax (Y31 opraHoB 6pIOLWHONA NOMOCTH, NUMBATUYECKUX
Y3108, TUMyca, KT opraHoB rpygHoi KneTku, OpraHoB
OPIOWHON  MONOCTM) O6HAPYXWAN  CMIEHOMEranuio,
nnmdoaseHoNnaTuio, BbIPAXKEHHOE YBENMYEHNE BUNIOY-
KOBOW )Xefe3bl C MHOXeCTBEHHbIMW yYacTKamMu pacnaga
1 BTOPUYHbBIE U3MEHEHNS MAPEHXUMbI 1ETOYHOMN TKAHM.
KnuHuyeckas KapTuHa COOTBETCTBOBA/MNA TEUEHMNIO NUM-
onponudepatuBHOro 3abonesanus, gna guddepex-
LMANbHOW JUATHOCTUKYA KOTOPOTO 24.01.22 BbINOMHWUNK
OMOMNCUI0 YUaCTKa NOPAXEHUS KOXW NepeaHen Gpiow-
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HOW cTeHke. Mo pe3ynbTaTam TMCTONOMMYECKOrO MC-
CNej0BaHMA NONYYEHHOrO MaTepuana 6bin AUarHoCcTu-
poBaH rUcTUOLMTO3 M3 KNeTok JlaHrepraHca. 27.01.22
COCTOAIHME NaLuueHTa YXYALWNNoCh, HapacTanu nNpusHa-
ku [1H, aHemus (Hb 86 r/n).

28.01.22 pebeHOK NOCTYyNuUN B OTAENEHWE HeoHaTo-
norun Mopo30BCKOM 6OMbHULBI B KpalHE TAXENOM CO-
cToAHuUN. Mpu ocmoTpe: Taxukapaus (UCC 164-178/muH),
TaxunHo3 (60-68/muH.), Sat 02 = 92-96%, npu 6eCnoKoii-
CTBE YPOBEHb CaTypauum CHIKANCA Jo 78-85%, KOXHble
MOKPOBbI 6/1efiHblEe, C 3eMANCTbIM OTTEHKOM, OAbILWIKA B
MOKOe€, NpenmyLLeCTBEHHO MHCMMPATOPHOIO XapakTepa,
npu aycKynbTauuu — 0cnabneHHoe paBHOMEPHOEe [bl-
XaHue, MblleYyHas runoToHus. Mpu oueHke pednekcos
HOBOPOX/EHHbIX OMpeaennunm, 4To NOUCKOBbIN, Naf0H-
HO-pPOTOBOW, COCATEMbHbIW, 3alNTHbIA, MOpPO BbI3bl-
BaNuUCb, natonoruyeckme pedineKkcbl OTCYTCTBOBASM.
B auHamunke coxpaHsnca cybdebpunuteT, HapacTana
AblXaTenbHaA HeA0CTaTOUHOCTb. B KpoBn — aHemus (Hb
90 r/n), nenkoumnTo3 [0 21,9x10°/n, ab6CONKOTHBIN N OTHO-
CUTENbHbIN HelTpodunes, NUMAOLUTO3, 303UHODUNNS,
nosblleHne ypoBHa C-peakTusHoro 6enka (CPB) oo 48
Mr/mn. TAXEeCTb COCTOAHUA, 06YCNOBNEHHASA BblpaXKeH-
HOW KMWHUKOW WH(EKLMOHHOro TOKcuk3a, [H 3 cTe-
MeHN 3a CYET OCHOBHOMO 3a60/1IeBaHUA C BEPOATHbIM
npucoesMHeHnemM NHEBMOHMN Ha hOHe MMMyHoaedu-
LWTHOrO COCTOSAAHMSA, NOTpeboBanM nepesofa nauneH-
Ta B OTAeNeHNe peaHUMaLMu U MHTEHCMBHOW Tepanum
HOBOpPOXAeHHbIX (OPUTH). 30.01. pebeHKa nepesenu Ha
WB/1, npu peHTreHoNnornyeckom nuccnefoBaHum OpraHos
rPYAHOW KNeTKW AMArHOCTUPOBaHbl ABYCTOPOHHME NO-
nucermeHTapHble MHUNBLTPATUBHbIE U3MEHEHUS, CY6-
TOTafbHOE 3aTeMHEHMWe NPaBoro fIerkoro, BEpPOATHO, 3a
CYeT aTeneKTasa BepxHeil [ONKU NPaBOro Nerkoro unu
Xe AOMNOMHUTENbHOTO 06pa30BaHUs BEPXHEro cpefao-
cTeHuns. Mpu Y3U 6pollHON NONOCTY BbISIBNEHbI NPU3HA-
KW renatocnsieHomeranuu. B kposu onpegenanach Bbl-
paXkeHHasa BOCManUTeNbHas aKTUBHOCTb (neiikouuTos,
CPB 80.1 r/n), runep6unnupy6uHemMus, runeprankemns
(12.8 r/n), KNCNOTHO-OCHOBHOE COCTOAHWE B ANHAMUKE
KOMMNEHCMPOBAHO. YUNTbIBAA KNUHUUYECKYIO KAPTUHY U
KMMHUKO-NAbopaTopHble AaHHble, Y pebeHka Henb3s
6bIN0 UCKNIOUNTL MOPaXEHMe OpraHoB pucka (neueHb,
ceneseHka, opraHbl remono3sa), n ans nogbopa npo-
TUBOONYXONEBOW Tepanuu NaLWEHT KOHCYNbTUPOBAH
OHKoMorom. MpUHATO peleHne HavaTb cneuuduueckoe
TapreTHoe neuyeHne BRAF-uHrnéutopamm (semypade-
HN6 no 97 mr/ 1 pa3 B cyTku). 01.02. B CBA3M C yXyALle-
HWEM COCTOSHMA NalUMeHTa: aHemus, NoTpeboBaBLaAn
remoTpancdysum, CPb no 174,9 mr/n, nosblileHne Npo-
kanbTutoHnHa (NKT) [0 1,76 Hr/mn, HapacTalowmii pe-
CNUPaTOPHbIA aLKa03, BbINOMHEH NepeBof pebeHka Ha
BbICOKOYACTOTHYI0 MBI/, a TaK)Xe KOppeKL s aHTnbakTe-
puanbHoii n fo6aBneHne NPOTMBOrpUOGKOBON Tepanum.
Mpu UMMYHONOrMYECKOM 06CNIeJOBAHNM BbiSIBIEHA TEH-
AEHUMSA K TMnorammarnobynimHemMnm n npenmyLLecTBeH-
HO T-KNeToUYHOU NUMEONEHNN, NU3MEHEHUSA MOMNK 6bITb
06YCNOBNEHbI TEYEHUEM OCHOBHOMO 3aboneBaHus uin
MHEKLNOHHOIo Npolecca. bbina npeanpuHATa NonbIT-
Ka Tepanuu BHYTPUBEHHBIM UMMYHOrNOBYIMHOM, HO, B
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CBA3M C peakuuen Ha MHMY3nio (@QKUTaLms, ToTanbHas
runepemus), BBeJieHne oTMEHEHo. B TeueHne nocneay-
IOLLMX TPEX [IHEN COCTOSHWE NalMeHTa C NONOXUTeNb-
HOM ANHAMMKON — CHUxeHne CPb no 15,4 mr/n, oTpuua-
TenbHbli KT, HopManu3auusa YpoBHS NeKOLMTOB, Ha
pPEHTreHOrpamme ferkux MOBbILEHNE MPO3PAYHOCTYU
NeroyHbIX nonein, NepeBof Ha TPaauLMOHHYK MBI/, K
06.02 naumeHTOM NpeanpuHATLI 3 deKTUBHbIE NOMNbIT-
KI CAMOCTOSITENIbHOTO [ibIXaHWs Ha hOHEe MUHUMANbHbIX
napametpos NBJ/T 1 KOMNEHCMPOBAHHOIO KNCNOTHO-0C-
HOBHOIO COCTOSIHMA, B CBA3M C UeM PEOEHOK NepeBeeH
BHauase Ha HeMHBA3UBHYIO BEHTUAALNIO nerkux (CPAP),
a K Beyepy TOro e AHA Ha LOTaLuio KUCNopoaa uepes
Ha3afbHble BbICOKO-NOTOUHbIE KaHNKW. 0 [AaHHbIM
KOHTPONbHOIO PEHTreHONOrMYEeCKOro WccnegoBaHus
OpraHoB rpyaHoW kneTku oT 07.02 3aperucTpmpoBaHa
NONOXUTENbHAS ANHAMUWKA B BUJ1€ NOBbILIEHUS MHEBMA-
TM3aLNUM 060MX NErKUX 3@ CYET YMEHbLUEHUS UHTEHCUB-
HOCTW MHMUNLTPATUBHbIX M3MeHeHW. 08.02. naumeHT
ObIN1 B CO3HAHWK, AbllAN CAMOCTOATENbHO, OKCUMTeHaLns
CTabunbHas, reMoAMHAMUKA He HapylieHa, IHTepasib-
HO€ NUTaHue yCBanBaeT, UHULMNPOBAHbI MOMbITKW KOP-
MWUTb Yepes CocKy. [1ns NPOAOMKEHUS NeyeHus pebeH-
Ka nepesenu B OTAENEHUE TPAHCNIAHTALUN KOCTHOrO
MO3ra ¥ reMono3TMYeCcKmx KneTok. OCHOBHOW KNNHUYe-
CKWIA AMarHo3 — MCTUoumTo3 M3 KNeTok JlaHrepraHca.
Hekpo3 BMIOUKOBOM Xenesbl, NOpaXeHne napeHXmmbl
NeroyHon TKaHu. NlumdoaseHonaTus. — NOATBEPXAEH
MOMYyYeHHbIMW pe3ynbTatamMmn UMMYHOTUCTOXUMUYECKO-
ro uccnefoBaHuda buonTata.

3akntoueHne. TAXeCTb COCTOAHWA NALMEHTOB C ru-
CTUOLMTO30M U3 KNeToK JlaHrepraHca obycnosneHa
BbIP)XEHHbIM CUMNTOMOM MHTOKCUKALMM U NOPaXEHU-
€M OpraHoB MMMYHHON N KPOBETBOPHON CUCTEM, C pa3-
BUTUEM BTOPUYHOTO MMMYHOLE(ULUTHOIO COCTOSAHMA.
B faHHOM KNMHMYECKOM NpuMmepe 3aboneBaHne MaHu-
(hecTpoBano C NOSABNEHNS NEFOUHbIX UHNILTPATOB U
NnonMMOpPQHON reMopparmueckoil Coin Ha KOXe, BbisSiB-
NEHHbBIX C poxaeHus. MpucoeanHeHne BHYTPUGONbHUY-
HOM MH(EeKUMN Ha (hoHe umMMyHoAeMLMTA NPUBENO K
TSXKENON AblXaTeNbHON HeJ0CTAaTOYHOCTU U yBenuue-
HUI0 TSXKECTU WHTOKCMKALMOHHOIrO cMHApoma. OaHako
paHHee BbIIBNIEHNE 0YAroB MOPAXEHWUS U AfeKBaTHas
CBOEBpPEMEHHAs NPOTUBOONYXONeBas Tepanns No3po-
NINNIN 3HAYUTENBHO YAYULWMUTL COCTOSHKE NALNEHTA.



TAXXE/IA1 HEOHATA/IbHAA
UATPYNIUHEMNA | TUNA
MbiwkuHa E.B., Ffepacumosa 10.A.
HayuHbili pykogodumenb: K.M.H., doyeHm JlapuHa /1.E.

Kathenpa nponeneBTuky feTckux 6onesHen Nd
®OrA0Y BO PHUMY um. H.W. Muporosa
MwnH3apaBa Poccum

BeepeHue. UutpynnuHemms 1 Tuna — ayTOCOMHO-pe-
LLeCCMBHOe 3ab0MneBaHMe, CB3aHHOE C MyTauuen B
reHe ASS1, KOANPYIOLLEM apPrUHUHOCYKLIMHATCUHTETA3Y,
KOTOpas y4yacTByeT B LMKAe MOYEBMHbI. PacnpocTpa-
HeHHoCTb B Poccum coctasnaet 1:57000 HOBOPOXAeH-
HbiIX. Hauano 3aboneBaHus HecneunuyHO: pebeHoK
0TKa3blBaeTcA OT eAbl, COHANUBLIA, BAMbIK. 3aTem no
Mepe HaKoMNEeHNA B OPraHN3Me aMMOHNS MOTHUEHOCHO
Pa3BMBAOTCSA CUMMTOMbI MOPAXEHMS FTONOBHOMO MO3ra,
YyrHeTEHWE CO3HAHMA [0 KOMbI, CYAOPOry, 3NnnenTuye-
CKue npuctynbl. Ha faHHbIN MOMEHT cneunduyeckoi
Tepanuu He pa3paboTaHO. /leueHMe HanpaBNEHO Ha
CHWKEHNE KONMYeCTBa U ANUTENbHOCTU BO3LENCTBUSA
HENPOTOKCMHOB Ha OPraHM3m pebeHka.

KnuHnueckun cnyyain. [lesouka B., 30.06.2020 r.p., Ha
5 CYTKM XuU3HM 6bina goctasneHa B OPUT MAMKB 6pu-
ragon CMM 13 foma ¢ xanobamm Ha acnupaLMoOHHbIN
CUHAPOM B COCTOSIHMW KNIMHMYECKON cMepTu. Pecnupa-
TOpHas u WHMY3MOHHAA Tepanusa He NpoBoAunacb. B
MATKB npoBeAieH NOMHbIA KOMNNEKC peaHMaLMOHHbIX
MEpONPUATUN C NONOXMUTENbHBIM 3PtheKToM.

AHamHe3 Xu3HU: pebeHOK OT 2 bepemeHHOCTH, 2
CPOYHbIX CaMOMPOM3BONbHbIX POAOB. TeueHue 6Ge-
pemMeHHocTu 6e3 ocobeHHocTel. Poabl npomsownu
30.06.2020 B 6:30 B CO6CTBEHHOI MalUMHE NO NYTU B pO-
ANNbHBIA JOM. B poafome pebeHka oueHunu no Anrap
8/9 6annos, macca npu poxaeHuu 3080 r, fAnHA Tena
npu poxaeHun 49 cm. 02.07.2020 B yaoBneTBOpUTESIb-
HOM COCTOSIHWM BbINKUCAHA LOMOW. HacneACTBEHHOCTD U
anneproaHamHes He OTATOLLEHbI.

AHamHe3 3aboneBaHus: 02.07.2020 maTb OTMeYana Bf-
N0CTb pebeHKa 1 0TKA3 OT eAbl, MO PEKOMEHAALMUMN Neu-
aTpa pebeHKa HaCMIbHO KOPMUAK W3 WNPULA U NOXKN.
OTmeuancs akpoLyUaHo3, KOXKHbIe MOKPOBbI CyOuKTEpUY-
Hble Ha 6negHom thoHe. 3a cyTku co 2.07 no 3.07 nonHoe
0TCYTCTBME MOUN. Pe3koe yxyalweHue coctosaHua B 2:00
4,07, maTb 6yguna pebeHKa ANA KOPMIEHUS, AEeBOYKA
6bina BANasA 1 He OTKPbINA rnasa. MaTb nonbiTanacb no-
KOpPMWUTb pebeHka, BBeNa B POT FPyAHOE MOMOKO, HO Y
pebeHKa OTCYTCTBOBANA Kakasf-nmbo peakums.

CocTosAHue npu nocTynneHumn Taxenoe. Macca 3126,
annHa 51,5 cm. Temnepatypa 36,5°C, Koxa, Bugumble
cnu3uncTtble 6neaHble, OTEUHOCTb roneHen n cton. YA —
45/muH, SO2 — 98-100%. B nerkux gbixaHue ocnabneHo
C ABYX CTOPOH, BbICNYLIMBANUCL MPOBOAHbIE XPUMbI.
TOHbl cepaud PUTMUYHbIE, 3BYUYHble. CUCTONUUECKNIA
Wwym B 11 5 Touke ayckynbraumn. YCC — 145 ya/MuH. u-
BOT MArKUN 6e360ne3HeHHbIN. MeueHb +2, +2, B/3, HOp-
ManbHOW KoHcucTeHumu. CeneseHka +1,5 cm. Ctyna npu
OCMOTpE He 6bIn0. Moya CBeTNO-XenTas.

PebeHOK B COCTOAHUW OrNyleHus, Banbiin. Na3a oT-
KpblBana HEOXOTHO, rna3Hble 2610k nnasatowme. Ha
OCMOTp pearupoBana rpumacon nnava. Cygopor n me-
HWHIMANbHOW CMMNTOMATUKWN He 6bino. Mo3a runoTo-
HWUYHaA, pacnnacTaHHas. MblleYHbI TOHYC YyTb Bbllle
B pykax. Dusnonornueckne pednekcbl He Bbi3biBaNuUCh.

Mpu o6cnefoBaHUK: [EKOMMNEHCUPOBAHHbIA MeTa-
6onuuecknin aumaos (pH — 7,04, pCO2 — 65,8 MM.pT.CT,,
p02 — 1674 MM.pT.CT., SO2 — 98,5%, SB — 12,2 MMOnb/n).
femorpamma: TpombouuTonenus (48x10°/n). Buoxu-
Mua kposu: epmeHtemus (ACT — 422 Ea/n, AT — 168
Ea/n), runornukemus (2 mmonb/n), runepnakratemus
(9,3 mmonb/n), runepkanuemus (11,9 mmonb/n), ru-
nepxnopemus (126 mmonb/n). Koarynorpamma: runodgu-
OGpuHOreHemms (0,79 r/n), CHMWKEHNE aKTUBHOCTK ak-
TOpOB NPOTpOoM6MHOBOTrO Komnnekca (MTU — 47%).

PeHTreHorpadus opraHoB rpyfHoN KNeTKu: UHgub-
TpaTUBHble U3MEHEHUS B Me[MarbHbIX 0TAeNnax 060mx
nerkux. IX0-KI: gudpchy3Has runokmHesns nesoro xe-
NY[0YKa, HE3HAUUTENbHOE CHUXEHWE TNo6anbHOW Co-
KpaTUMOCTU NeBoro xenypouka, OB = 52%. OTKpbITOE
OBa/ibHOe OKHO, d = 2,5 MM C NleBO-NpaBbiM COPOCOM.
HelipocoHorpadus: 6e3 CTPYKTYPHbIX U3MEHEHUH.

C 4.07. no 12.07. pebeHoK Haxogusncs Ha VB/1 B kome,
MPOBOAMNACL MH(Y3NOHHAA, KApAWOTOHMYECKasn, ce-
JaTuMBHAA Tepanua. B guHamuke coxpaHAnucb auugos,
MOBbILIEHNE MEYEHOUHbIX (hEPMEHTOB, rMMoKoaryns-
Uns, TPOMOOLMTONEHUS, TUMONPOTEUHEMNS, HECMOTPSA
Ha 3HTepasnbHOEe NUTaHMe NOBbIWEHHOW KanopPUNHOCTY
pebeHOK Tepan B macce.

Mposoaunca anddepeHLNanbHbIn GUarHo3 npuun-
Hbl PE3KOT0 YXYALWEHNSA COCTOSAHMA pebEHKA AOMA MEX-
AY: MACCUBHbBIM aCMUPALUOHHBIM CUHAPOMOM, TSKEMbIM
TEUEHNEeM MHEBMOHUW, PAa3BUTUEM CENTUYECKOTO Npo-
LLecca, KpPUTUYECKMM BPOXAEHHbIM MOPOKOM Cepaua,
HapyweHnem 6enKoBOro o6meHa. Ha 0CHOBaHuUM OTAro-
LWEHHOr0 aHaMHe3a, K/IMHUYECKON KapTUHbI, pe3ynbTa-
TOB 06CNeA0BaHMA 3aN0A03PEH ANATHO3 — MHEBMOHNS.
MonoxuTenbHas AWHAMWKA HA NMPOTMBOMWUKPOBHON W
AHTUMWUKOTUYECKOW Tepanuu. Bo3byautens BbISBUTD
He ypanocb. [lo 8.07. reHe3 KoMbl Npegnonaranca cneg-
CTBMEM MNepeHeceHHON Tsxenon acdukcun. 8.07. fge-
BOYKA 6blla KOHCYNbTUPOBAHA reHeTukom. TMC: 06Ha-
PYXXEHO MOBbIWEHNe UUTPYAANHA — 2630,05 MKMONb/N,
METMOHWHA, aMMOHUSA, NPELNON0XKEHO HAPYLLEHNE LMK-
f1a MOYEBUHbI. AHANN3 HA OPraHNYeckme KNCIoTbl MOYK
(opatoBas kucnorta — 96,65 mmonb/monb). Mpeasapu-
TeNbHbI ANATHO3 LMTPYNAnHeMus 1 Tuna. B3aT moneky-
NAPHO-TEHETUYECKNIA aHANU3 — NaHEeNb «HACNeCTBEH-
Hble meTabonuueckme 3abonesanus». [lo nonyyeHus
pe3ynbTaToB pebeHKy 6bi Ha3HaueH npenapaT 6eH30-
aTa HaTpusa n HU3Ko6EenKoBas AneTa.

3a Bpemsa rocnuTanu3aunm y pebeHka oTMeyanucb
NeroyHble KpPOBOTEUEHWS, TUMOKOArynsuus, runodgu-
6puHOreHemus, uTo NOTPe6OBANO remMoCTaTUUYECKON
Tepanuu (ANUTENbHbIA KypC MeHaanoHa Hatpus 6u-
cynbuTa, CBEXE3AMOPOXEHHOW NNa3mbl, Kpuonpe-
unnuTata, KoHUeHTpaTa akTOpoB NPOTPOMOBUHOBOIO
KOMMEKCa) C NOMOXNUTENbHbIM 3(h(DeKTOM.
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Y [eBOUYKM [BYKPATHO OTMEYanucb Cyaoporu Ha
toHe oTeka mo3ra. C 6.07. Ha HelpocoHorpadum, co-
XpaHsLLeecs 3aTemM B AUHAMUKE, NOBbIWEHNE IXOTeH-
HOCTM BELLECTBA NEPUBEHTPUKYNAPHbIX 30H FONOBHOIO
Mo03ra, 06nacTu Tanamyca u 6asanbHbix agep. OTmeua-
nacb reMOJMHAMUYECKM 3HAUUMAS MEXNONYLLapHas ac-
CUMETPUs KPOBOTOKA MO CPEeHUM MO3rOBbIM apTepuam
00 20%. C 11.07. B HEBPONOTMYECKOM CTaTyCe MOMOXN-
TenbHas LUHAMUKA, Pe6EHOK B CO3HAHWUU, HA OCMOTP
pearupoBan B0, N03a «NATYLKN», MbllLEYHbIN TOHYC
CHMXeH anddy3Ho, 6e3ycnoBHble pedieKcbl He Bbl3bl-
Banuchb. 20.07. Ha HelpocoHorpadmu B NPOCBETE CarnT-
TaNIbHOTO CMHYCA BM3Yann3MpoOBANNCh MACChl CPEAHEN
3XOreHHocTun. 22.07. ¢ nomolubtd KT ronoBHOro mosra
C KOHTPACTWPOBAHMEM MNOATBEPXAEH CUHYC-TPOMOO3.
YunTbiBas CKMOHHOCTb K FMNOKOArynauum, HasHavyeHa
Tepanus renapuHoM B HU3KOW A03e.

17.08. 6bI1 NOMYYEH pe3ynbTaT MONEKYNAPHO-reHe-
TMYECKOrO aHanu3a: BbIABEHO KOMMNAyHA-reteposun-
roTHOe cocTosHme B reHe ASS1. [lnarHo3: HapyleHue
06MeHa LMKNa MOYEBMHbl — HEJOCTATOUHOCTb apru-
HUHOCYKLMHATCUHTETA3bl (UMTpynaHemns 1 Tuna). Ha-
3HaueHa cMMNToMaTUyeckas Tepanus: 6eH3oar HaTpus
500 mr 3 p/cyT, L-apruHnH 500 mr/cyT, HU3Ko6eNKoBast
aveTta (6enok 1,5-1,7 r/kr/cyT).

Habnioganacb nNonoxutenbHas AMHAMWKA: YPOBEHb
CO3HaHUS Hapoc, NojobpaHbl 3HTepanbHOE NUTaHue
W aHTUKOArynsaHTHasA Tepanus, CHU3MCA YPOBEHb aM-
MOHMWSA B KPOBU, HAYan perucTpupoBaTbCs KPOBOTOK B
caruTTanbHOM cuHyce. 19.08. LeBOUKa B CTAaBUIBHOM CO-
CTOSIHUM 6blNa BbIMMCAHA [JOMOW, AaHbl PeKOMEHAALNY
MPOJOMKNTD TEpPanuio U NPOBOANUTb NMOCTOAHHbINA KOH-
TPOJIb YPOBHA aMMOHUSA B KPOBMU.

HeogHokpaTHO 6bina rocnutanu3mpoBaHa B MATKB
C Xanobamy Ha CHWXEHWEe anneTuTa, BANOCTb, PBOTY.
OTmeyanocb noBblleHNe YPOBHA aMMoHKA Ao 177-400
MKr/gn, 6e3 cuHapoma uuTonnsa. Mposogunm nHgy3m-
OHHYI0 Tepanuto, KOppekLuio 4o3bl 6eH30aTa HaTpus. B
HOA6pe 2021 N0 3aKMHUYEHNI0 KOHCUAMYMA 1 BpAUYe6HOK
KOMWUCCUM K OCHOBHOW Tepanuu 6bin fo6aBneH npena-
pat ravuepon ¢GeHunbyTMpaT C Lenbio AOCTUXKEHNS Lie-
NneBOro ypoBHA aMMOHUA (no 110 mxr/gn). B ctabunbHoM
COCTOSHUM PeBEHOK BbIMMCAH M3 CTaLMOHapa.

3aKnioueHue. [leBouka ABNAeTCA eANHCTBEHHbIM Na-
LlMEeHTOM B MOCKOBCKOI 061aCTH C AaHHbIM UArH030M.
HecmoTps Ha pefKoCTb 3a60MeBaHNs NPeACTaBAeHHbIN
KNVHWYECKUA Clydyalt uuTpynanHemun 1 Tuna npeg-
CTaBNSET HAYUYHO-TPAKTUUECKMA UHTEpeC B MpaKTUKe
MeAnaTpoB, HeOHATONOroB, HEBPONIOrOB, MOCKOJMbKY
PaHHAA AMArHOCTMKA TMNEpaMMOHUEMUM U CBOeBpe-
MEHHO HauaToe fleyeHue NO3BONMAET COXPAHUTD XKU3Hb
pe6eHKa, npeaynpeanTb TAXENble HeBPONornyeckue
nocneacTBUA U CHU3UTb PUCK UHBANMAN3ALMN.
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AEMOHCTPALINA NALMEHTA
C CAPKONAO30M NErKuX, OBEHW/IbHbIM
NANONATUYECKUM APTPUTOM
N XPOHWYECKUM MY/TbTUDOKANTbHbIM
OCTEOMUENNTOM
Haymosuu H.C., KapmanoBa C.E., boiuenko f.B.
HayuHbiii pykoeodumenb: K.M.H., doyeHm JlapuHa J1.E.

Katheapa nponeaesTuky feTckux bonesHen N
@OrAQY BO PHAMY nm. H.M. Mnporosa
MwH3apaBa Poccum
bY3 Mopo30BCKas AeTckas ropoackas
KnuHuuyeckasa 6onbHuua 3M

AkTyanbHocTb. Capkomao3 BCTpPeYaeTCA BO BCEM
MUpe 1 NopaxaeT NpeacTaBuTenen 060ux NonoB pas-
HOro Bo3pacTa. 1o cTaTucTuke 310 3abonesaHme nony-
YUMo HaMbONblWYK PACMPOCTPAHEHHOCTb CPeAN MyX-
umnH: 9,0 Ha 100 TbiC. HACENEeHUA MYXCKOro nona, Ans
XEHUIMH 3TO uucno coctasndAet 7,8 Ha 100 Tbic. B ero
OCHOBE NEXUT CUCTEMHOE BOCManeHne HeYyTOUHEeHHOM
3TMONMOMMM, NPeAnonaraeTcs, 4To MPUYMHON MOXKET
CTaTb reHeTUYeCKas NPeapacrnoNoKeHHOCTb, a Tpurre-
pom pesepTaHTbl Mycobacterium tuberculosis, nponuo-
HOBOKWCIble BAKTEPKM, CTPECC M YaCToe ynoTpebnexmne
MMMyHOMOLYNATOPOB. CapKkonA03 XxapakTepusyeTcs 06-
pa30BaHMEM HEKA3enULMPYLNXCA CAPKOWAHBIX rpa-
Hynem (HCT), a TakKe NopaXeHnem pasnnuHbiX OpraHos
1 TKaHEN.

YHWUKaNbHOCTb [AHHOrO KAMHWUYECKOro ciyyas 3a-
KNioyaeTcs B TOM, YTO Hapsay C CapKoMAO30M Yy nauu-
eHTa B N04POCTKOBOM BO3pacTe MaHUeCTUPYIOT: toBe-
HUMbHBIN nanonaTuyecknit aptput (IONA), npuU3HaHHbIN
CaMblM  MHBANUAN3NPYIOWMM 3a60MeBaHneM cpeau
peBMaTUYeCKMX GonesHel AeTeil, XPOHNMUYECKUA peLu-
AVBUPYIOLWNIA MyNbTUGOKANbHbIN ocTeomuenut (XPMO),
KOTOPbIiA, BEPOSAITHEE BCEro, CTaN CleacTBUEM Hapylle-
HUA UMMYHHOBOCNANUTENIbHOTO OTBETA, CONPOBOXAAL0-
Lerocs YCMNEHHOW NpoAyKuuenl NpoBOCNANUTENbHbIX
LMTOKMHOB.

KnuHuueckui cnyyain. Manbumk M. 15 net 02.09.2021
roga noctynun B MATKB ¢ xano6amu Ha 60Mb B Ta30-
6eApeHHbIX, KOMEHHbIX CyCTaBaxX, OCTPYIo 60/b B Wee 1
CNWHeE, 0TKa3 OT X0Ab6bI.

N3 aHamHe3a: PebeHOK poauncs ecTecTBEHHbIM
nyTem Ha 32-33 Hefene, BO Bpemsi 6epemMeHHOCTU Y
matepu 6bina yrposa BbikuAblwa. OU3NMYECKU passBuT
(yuuncs B wKone onMMNUnCKOro pesepsa). C paHHero
[leTCTBa NPOABNEHUA anneprum B BUAE aTOMUYECKOro
AepMaTuTa, MONNIMHO3a, C 6 NeT BPOHXNTbI C acTMaTuye-
CKMM KOMMNOHEHTOM. PaHee HEOLHOKPATHO Haxoauncs
Ha CTALWOHAPHOM fleYeHMI C MHEBMOHMWEN, BbI3BAHHOM
MUKOMMA3MeHHOW 1 XNaMUAUNHON HDEKLMAMY, TaKKe
B aHamHe3e NPUCYTCTBYeT FMMEpPCEeHCUTUBHbIA MHEB-
MOHUT. B mapte 2017 roga no pesynbtatam KT npose-
AeHa buoncua nerkoro, 6o 06HapyxeHbl HCI. B 370
Xe Bpems y pebeHKa NosBUANCH Nepeble 6011 B NPaBoM
Ta306epeHHOM CyCTaBe, KOTOpble CBA3bIBANN C BHENe-
FOYHbIMU MPOAABMIEHUAMU Ccapkougo3a ferkux. lMauu-



€HT HeOAHOKPATHO rocnuTannu3npoBanca anga neyeHnsa
YCTaHOBNEHHOro AnarHosa «Capkompos fierkux ¢ BHe-
NeroYyHbIMn NPOABNEHUAMUN.

PesynbTaThl  WHCTPYMEHTANbHOro 06CNeAoBaHus:
MarHuTHO-pe30HaHCHaA ToMorpadusa WenHoro oTaena
no3BoHOuYHMKa (MPT) — BbipakeHHas AeCTPyKuus Tena
(6 NO3BOHKA C Hanuumem MATKOTKAHHOTO cy6CTpa-
Ta, 6biNa BbINONHEHA KPAaeBasA pe3eKuus MOo3BOHKA C
6uoncuen. Inektpokapauorpacus (3K — npu nocne-
0NepaLnoHHOM 06C/Nef0BaHNN: CUHYCOBAs apuTMuS,
6paauKkapansa, CUHAPOM PaHHel penonapnu3aLnm xeny-
JI0UKOB.

BupeoTpaxeobpoHxockonus
NeroyHoe KpoBoTEUEHNE.

BeHTpukynorpadua cepaua (BI) — okknio3na sepx-
HeaoneBOW W CpefHel0NeBON NPABOM NErOYHON ap-
Tepuu, pacwupeHne OGPOHXMANbHbIX apTepuin. PeHT-
reHorpadus nerknx — B nepuog ¢ 16.09.21 no 21.09. 21
Habnwganacb OTpuULATeNbHAs LUHAMUKA B BUAE: Ha-
PACTaHUS MHTEHCUBHOCTM 30H MHGMNbLTPALMKM, Nepu-
GPOHXOBACKYNAPHBIX WH(PUNLTPATUBHBIX U3MEHEHWIA B
HUXHEeMeANaNbHbIX 0TAENax ¢ 06enx CTOPOH, Hanuums
BbINOTa B NPaBOM NeBPanbHOi NONOCTU, YMEHbLIEHUA
06bema NpaBoOro nerkoro, Npaebll KOpeHb Ha hoHe
n3mMeHeHUn He AnddepeHLUPOBaNCs, NeBbli KOPeHb
MOHWKEHHON CTPYKTYPHOCTH, CybCcermeHTapHble aTte-
nekTasbl, oM6PO3HbIE U3MEHEHNS. KOMNbloTepHas To-
morpatus (KT) — kapTuHa NOATBEPAUNA PEHTreHoNo-
rmyeckoe 3aknwouyeHue. NMommmo 3T0ro, HabnAanoch
yBenuueHue pasmepa numdatuueckux y3nos (1Y), He
BM3yanu3upoBanucb BETBK nerouyHoin aptepuu (N1A) K
BEpPXHel 1 cpeHen Aonsam Cnpasa, /1A K HWKXHeN gone
cnpaBa cyxeHa. CUMHTUrpadma KocTel ckeneta B 2-X
NpoeKLMAX — acCMMMeTpMa HakonneHus paguodapma-
konorunueckoro npenapata (POM) B obnactu: rpyam-
HO-K/MIOUMYHbBIX COUYNEHEHUN, CTepHaNbHbIX OTAENOB
KNoumML, aKpOMMANbHBIX OTPOCTKOB, 6ONMbWUX BepTe-
noe 6efpeHHbIX KocTei. [Ans mopdonormyeckon Be-
pucuKaum amnarHosa 6bina BbinofHeHa 6uoncus, no
pe3ynbTaTam rmcToNOrMYecKoro nccneaoBaHns 6oin au-
arHOCTUPOBAH XPOHWUYECKMIA MyNbTUQOKANbHbIN peLu-
AvBupyowmii octeommenut (XPMO). Ixoxkapanorpadus
(3XO-KI) — CTPYKTYpPHbIX 1 TeMOAMHAMUYECKNX Hapy-
LWEHNIA BbIABNEHO He 6bIN0, HaWAeHa AOMNONHUTE/bHAA
Tpabekyna NeBoro Xenyaouka.

[laHHble NabopaTopHbIX WUCCNefoBaHUN: TPOMOBOLM-
T03, a6CONMIOTHLIN MOHOLWTO3, NUMQOLMTO3, HeNTpO K-
nes, nosbiwenne CO3 fo 25 mm/u, runepdroctatemus,
nosblweHne dubpuHoreHa Ao 5,46 r/n, C-peakTUBHbIA
6enok (CPB) =50 Mr/n, nosbliweHue AYTB, TPOMEMHOBOIO
BpemeHu, runokoarynauua no NTU — 43%, pesmatouna-
HbIn (DaKTOp oTpuuaTenbHbin, I1gG = 15 r/n, IgA = 3 /n,
IgM = 1,6 r/n — TeHAEHUMS K rMneprammariobynmHemmn
Ha (hOHe TeKyWero akTUBHOr0 BOCMANMUTENbHOIO NPo-
Lecca npu rocnutanusauumn), NOT numdoumntos CD 3+
76% , CD4+ 39%, CD8+ 33%, CD19+ 8%, NK 12% — He3Ha-
unTenbHoe CHMkKeHue B-numdounTos.

Pe6eHOK 6bl1 KOHCYNbTMPOBAH BpayoM-remartosno-
rom, peBmartofiorom — Ha3HayeHa nynbc-Tepanusa rnwo-

(BTBC) — andhdrysHoe

KokopTukoctepongamu (TKC) no 1000 mr B/B KanenbHo.
Bpauom MMMYHONOrOM-ansiepronorom, 610 BblgBUHY-
TO NPEeANnoNoXeHNEe O BO3MOXHOM HApYLEHNN (yHK-
umu charountosa. MpoBoamnnacb MMMyHOCynpeccMBHas
Tepanus — cynbtacanasuH, Nynbc-Tepanus — MeTun-
NpefHU30M0H, NPEeSHU30/0H, aHTUKOArynaunoHHas Te-
panus — renapuH, aHTubakTepumanbHasa Tepanusa — Le-
denum, nuHesonug, asuTpomuuuH, Tepanua HMBC,
MHIMO6WUTOPbI NPOTOHHOW NOMMbI AN NPefoTBPaLLEHNS
BO3HUKHOBeHMA HIMBC-ractponatuu, aHTUaputmuye-
CKas Tepanua — Kanua acnapruHar, perynatop Kanblu-
eB0o-thochopHOro obmeHa — Kanbumii [13.

Mpu BbINUCKE COCTOSIHUE YAOBNETBOPUTENbHOE, NK-
XOpafika KYnupoBaHa, KPOBOXapKaHue YMEHbLMIOCh,
601eBON CUHAPOM PerpeccupoBar, Ho OTMeYaeTca yme-
PeHHO 60N1eBON CMHAPOM B LUEWHOM OTAeNne NO3BOHOU-
HUKA. Pe6eHOoK BbINMCaH C OCHOBHbIM AnarHo3om: M08.0
{OBEHWU/BbHBIN MAMONATUYECKUIA apTPUT, ONMIOaAPTPUT,
CaKpPOWNEenT, aKTUBHOCTb 1-2, pPEHTreHonoruyeckas
cTagma 2. XpOHMUYECKU peuuauBmupyowmin mynstundo-
KanbHblil ocTeommennT. ConyTcTBYMOLWME 3a60NeBaHUS:
D86.0 Capkongo3 nerkux. BHyTpn6onbHMuYHAA npa-
BOCTOPOHHAA NOAUCErMEHTapHAA MHEBMOHUS. [TNeBpuT.
OcTpas pecnupatopHas HeJOCTAaTOUHOCTb 2 CTENEHMU.

MpencTaBneHHbIN KNWHWYECKMIA CNyYall WHTepeceH
COYeTaHMeM MMMYHOMNATONOIMA, KOTOpbie Mpeanono-
XXUTENbHO UMEIOT €ANHbINA NCTOUHMK NPONCXOXKAEHMS.

BONE3Hb BUNNEBPAH/A,
BUTAMUH B12 AEOVNLINTHASA
AHEMUS Y AEBOYKWN NOAPOCTKA
C HEAUDDEPEHLIMPOBAHHOM
AVNCNNA3UEN COEAUHUTENBHON TKAHU
OraHsH B.T.

HayuHbili pykogodumenb: K.M.H. Fopdeeea O.b.

Kadbeapa hakynsteTckon neanatpuu N
®rAQY BO PHUMY umenn H.A. Muporosa
MuH3gpasa Poccun
OrBbHY «LUKB PAH»

bonesHb Bunnebpanaa asnsercs 3abonesaHnem cu-
CTeMbl remocTasa, KOTOpoe HacneayeTcs no ayTocoM-
HO-ZIOMUHAHTHOMY UMK ayTOCOMHO-PELLeCCUBHOMY Ty
1 MPOABNAETCA YACTUUHBIM KOMNYECTBEHHBIM UAN NON-
HbIM fecuuuTom dakTopa Bunnebpanaa (OB), a Takxe
€ro KaueCTBEHHbIMU HaPYLIEHNAMM.

XapaKTepu3yeTcs MOBbIlIEHHOW KPOBOTOUMBOCTDIO,
CNM3UCTO-KOXHBIMU NPOABNEHNAMU B BUAE IKXMMO30B,
a TaKXe MeHOpparuamu, HOCOBbIMU, AECHEBLIMU U KK-
LIEYHbIMU KPOBOTEUEHMAMM.

Llenbio neyeHuns nauueHToB ¢ 60ne3Hbio Bunnebpax-
Aa SIBNAETCA Npex/je BCero Hopmanu3auusa arperauu-
OHHOW (hyHKLMKM TpomboLnTOB 1 ypoBHA DB, VIII dak-
TOpa CBepTbIBAHUSA KPOBU B NNa3me.

KnuHnueckun cnyyvait. NMaumenTtka L. 17 net nocty-
nuna ¢ xano6amu Ha cnaboCTb, BANOCTb, CHUXEHWE an-
neTuTa, roN0BOKPYKEHUSA, CHIKEHNE paboTOCNOCO6HO-
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CTW, KMYpaLLKM» N0 TeNy, YyBCTBO 396KOCTMH, 0OUNbHbIE
MEHOpparuu, NepuoguYeckn BO3HNKALWMNE CUHAKKA HA
KOXe KOHEUHOCTeW, pefikue HOCOBble KPOBOTEYEHMS.
[leBouka nNpeanounTaeT BereTapmaHCKWin CTUAb MUTa-
HUA. BbiNn Ha3HauyeHbl Na6OPATOPHbIE U WHCTPYMEH-
Ta/bHble METOAbI MCCNEef0BAHMA, B XOLe KOTOPbIX 3ano-
A03PUNKN Hanuumne 6onesHn BunnebpaHaa.

13 aHamHe3a XU3HW N3BECTHO, UTO pebeHOK OT 2 be-
pemeHHOCTH (1-3ameplias). PaHHee pa3BuTue 6e3 0Co-
6EHHOCTeW, C POXAEHMs BbICMYWMBANCA He6OMbLIOK
CUCTONNUYECKNIA WYM HA BepXxylluKe cepAaua. Mpu obcne-
AOBaHUM B 7 NeT 6bIN BbIABEH NPOAANC MUTPANbHOIO
knanaHa (MK) n B AMHaMuKe yepes rof — MUKCOMATO-
3Hble N3MeHeHus cTBopok MK. Y feBouku HabnwoaaoT-
€Sl pefikne HOCOBble KPOBOTEUEHMS 13 OLHOW HO3ApW,
ONUTENbHOCTbIO A0 10 MUHYT U OCTaHaBNIMBAKTCA Ca-
MOCTOATENbHO. TaKXKe 0TMEeYATCA 06UMbHbIE MEHCTPY-
auuu ¢ 12 net, ANUTENbHOCTbIO 10 7-8 AHEN, nepBble 5
QIHeN — oYeHb 06UNbHbIE.

13 cemeHOr0 aHaMHe3a U3BECTHO, UTO Y MaMbl Tak-
e 0TMeuarniocb YacToe NOABNEHUE CUHSKOB U IKXMMO-
30B Ha KOXe Mpyu He3HAUNTeNbHbIX TPAaBMaX, MEHCTpya-
LMK HOCUNK 0BUNbHBIM XapakTep. B HacTosWee Bpems
OHa MOMyyaeT ropMOHasbHYI Tepanuio (KoMBUHMPO-
BaHHble OpafibHble KOHTPALLENTUBbI).

Mpu ocmoTpe: obluee COCTOAHUE CPEAHEN TAXKECTH,
€nabocTb W Apyrue npuU3HaKM acTeHO-BereTaTUBHOMO
CMHAPOMA. [leBOYKA BbICOKOrO0 POCTa, aCTEHWYECKOro
TENOCNOXEHNS, C HApylWeHeM ocaHku (Kndockonnos
rPYAHOro 0TAena Mo3BOHOUHMKA). OTMeuaeTcs runep-
MOBUNBHOCTb CYCTABOB, apaxHOAaKTMAMA. TemnepaTy-
pa npn ocmoTpe 36,7C, LBET KOXHbIX MOKPOBOB 6nef-
HOBATbIN C XENTOBATbIM OTTEHKOM, MOAKOXHO-XKMPOBas
KneTuaTka cnabo BbipaxeHa. Ha Koxe 60KOBOI NOBEpX-
HOCTU 6eaep 0BHapyXeHbl IKXUMO3bl A0 6onee 3 CM B
AnameTpe B CTagnm paspeleHus. Ha koxe 6efpa, ro-
NeHen, npeanneynii BbiBAEHbl CUHAKW [OMAMETPOM
1-1,5 cm.

Mpn oCMOTpe reHeTUKOM Obin 3aN0A03PEH CUHAPOM
MapdaHa, romouucTenHypus, BCleaCcTBUe yero 6bino
PEKOMEH0BAHO MEAUKO-TEHETUYECKOE 06CNef0BaHMe.

Takum 06pa3om, MMeeTCs OTArOWEHHOCTb MO remop-
parnyeckomy CMHAPOMY (CUHAKM, 3KXMMO3bl HA KOXe
KOHEUHOCTEN, HOCOBble KPOBOTEUEHNS, 06UTbHbIE Me-
HOpparum) C HacNeACTBEHHON NPeAPACcNONOXEHHOCTbIO
M0 MaTEPUHCKOW NIMHUN.

YUuTbIBaA JaHHble aHAMHEe3a, Xanobbl  0CMOTPa na-
LMEHTKE 6blfla HA3HAYEHa KOArynorpamMmma ¢ pacinpeH-
HOW NaHenblo TeCTOB U 6MOXMMUYECKME UCCNIeA0BaHNA
KpoBH.

PacwwupeHHas koarynorpamma: npotenH C—75%
(70-140%), npoTenH S — 97,4% (60-140%), D-gumep 0,16
mkr/mn ( < 0,5 Mmkr/mn), aHTUTPOM6UH 111 108% (75-125%);
®C: VIl — 82% (50-150%), VIl — 27% (50-150%), XIl — 50%
(50-150%), ®aktop BunnebpaHma —24% (50-150%),
arperauus TpOM6OLMTOB B HOPMe, TECT C PUCTOLLETH-
Hom 11 U ( o 20 U), AUTB 36 cek (25-35,5), NMpoTpOM6MH
no KBuky 54% (70-120%).
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OAK:RBC 3,9* /n (4,0-5,5), Hb 115 r/n (120-1240 r/n),
MCV 92 cn (78-90), MCH 31 nr (26-34nr), MCHC 344 r/n
(310-360 r/n), TpombouuTbl 163*10°/n (150-350%10°/n),
WBC 5,6*10°/n (5-9*10°/n): HenTpoduUNbHbIE NERKOLM-
Tbl: n/a-1,5% (1-6%), c/a — 49% (47-72%), nMMMOLUTDI
39,2% (19-39,5%), MoHOUMTHI 9% (3-11%), 303uUHODUNbI
1,8% (0,5-5%), 6a3odunbl 0% (0-1%); abCONOTHOE UnNC-
no numdounToB: HelTpotunbl — 2.8*10°/n (2,04-5,8),
numdounTbl — 2.2*10°/n (1.2-3), MoHouuTbl — 0,5%10°/n
(0,09-0,6), 303uHOGUBLI-0,1*10°/n (0,02-0,3), 6a3octhu-
nbl — 0,001*10°/n (0-0,065); CO3 6 mm/uac (5-10 mm/uac).

Buoxumus  KpoBu:  HenpsmMon  GUAMPY6UH —
30,5 mmonb/n (0-13,6 mmonb/n), npamon 6unupy-
nH— 359 mmonb/n (5-21 mmonb/n), Fe-40 mkmonb/n
(11-29myconb/n),CPB-0,49 mr/n(0-6Mr/n),XC-3,5MMONb/N
(3,1-6 mmonb/n), NAr — 198,2 EA/n (100-190 Ef1/n), BuTa-
MUH B12 — 98,4 nr/n (214-864 nr/mn) ButamuH B9 (honu-
eBas kucnota) — 2,8 Hr/mn. (1,2-8,8 Hr/mn).

MHCTpyMeHTanbHble McCnefoBaHus: 1) Ixokapano-
rpamma: HepeBMaTMYecKoe MopaXeHne MUTPANbHOro
KnanaHa, HefoCTaTOYHOCTb MWUTPanNbHOro KnanaHa |
cTeneHu, nponanc MUTPANbHOro KnanaHa lictenexn.
2) Y3M opraHoB 6pIOLWHOI NONOCTU — YBENNUEHNe ne-
ueHu (+1cm).

Mo pe3ynbraTam 06CnefOBaHUA BbISIBEH YMepeH-
Hbi fecmumuT hakTopa BunnebpaHaa, B coueTaHun ¢
aeduumtom VIl hakTopa CBEPTbIBAHMA KPOBK. AHEMUA
B12 pecmumTHas nerkon cteneHu Ha oHe Hepudde-
PEHLMPOBAHHON ANCNNA3MN COELUHUTENBHOW TKAHU.

KnuHuueckun amarHo3: D68.0bonesHb BunnebpaH-
aa | tun; D 51.3 B-12-gechmuutHaa aHemMus, CBSA3aHHan
C NUTaHueMm, fierkaa crenenb. 1134.0 Hepesmatnueckue
MOpaXeHUsi MUTPANbHOMO KfianaHa, HeLoCTaTOYHOCTb
MUTPAnbHOro Knanaa | ctenexu, Nponanc MUTPanbHoO-
ro knanaHa ll ctenenn. M35.8 HegudhepeHumpoBaHHas
JUCNNa3ua CoOeANHUTENbHON TKAHN.

JIaHHbI KNWMHUYECKUA Cyyalk MOKa3blBAeT BaX-
HOCTb KOMNNEKCHOrO NOAXOAA K AMAarHOCTMKe pa3fuy-
HbIX HApYLIEHWI, BKNOYAKOLWEro B cebs faHHble aHaM-
He3a XWU3HW MaLueHTa, CEMENHOro aHamHe3a, Xanob
nauueHTa, KOTOpble MO3BONAT Ha3HAUMTb NPULENbHOE
obcnefoBaHne Ans BbIABNEHMA NaTonorun. B gaHHom
CNyyae AeBoYKa Habnaanach y KapAnonora no nosoay
nponanca MATPanbHOrO KnanaHa, Ho Nocie ocMoTpa u
cbopa aHaMHe3a 6blf1 BbICTPOEH anropuTM ANArHOCTH-
K1 , NO3BONAIOLMNA AMArHOCTMPOBATL COUETAHHYIO Na-
Tonoruio: 60ne3Hb Bunnebpaxaa (Ha oCHoBaHUM Hanu-
uns remopparmyeckoro CMHAPOMA, AaHHbIX CEMENHOTr0
W NNYHOrO aHAMHEe3a , Pe3y/bTaToB 06CNeJ0BaHNA) 1
B12 nethmunTHYI0 aHemuo (BereTepnaHcTBo, No JaHHbIM
BUOXMMMNYECKOr0 aHaNn3a KPoBM, CUHAPOM NOpPaXKeHus
HEpPBHOMN CMCTEMbI , KOTOPbIN B AanbHenLiem, 6e3 neve-
HUS,, MOXeT NPUBECTM K MporpeccmpoBaHnto B12-gedn-
LIUTHOTO COCTOSIHNA.



KNWHWYECKNIA CNYYAI BUTAMUWH
K-3ABUCUMOI1 KOATYNONATUU
YV MAJTbMUKA 7 NET
OauHokoBsa B.O., lecTtepHeBa M.B.
HayuyHbili pykosodumenb: K.M.H., doyeHm JlapuHa J1.E.

Kadenpa nponeaesTuku aetckux 6onesnen N
®OrAQY BO PHUMY nm H.W. NMuporosa M3 PO

ButamnHa K-3aBMCMMasi koarynonatus — 3T0 ofHa
M3 CaMblX YaCTbIX MPUYMH MOBbILIEHUS KPOBOTOUMBO-
CTKW, KOTOpas CBA3aHa C HapyWeHWsMN remocTasa npe-
MMYLLECTBEHHO Y HOBOPOX[EHHbIX U JAeTen nepBoro
rofla Xu3Hu. Y feTeili B BO3pacTe O roAa B NPOMEXYTKE
MEeXAY 2-1 Hefleneil 1 6-M MecsiLleM YacToTa BCTpeyae-
MOCTM 3TOr0 COCTOAHMA cocTasnset 1/15000-1/20000. Y
JeTen cTapliero Bo3pacTa BUTaMuH K-3aBucumasn koa-
rynonatus BCTPeYaeTCs 3HaUNTeNbHo pexe. Ho aaHHan
naToNorns MOXeT BCTpeyaTbCsl B NtO6GOM BO3pacTe B
CBA3U C AeMLUMTOM NULLEBOr0 BUTaMMHA K, CHHAPOMOM
mManbabcopbuumn, 3a60n1eBaHMAMU NEUEHN U XKENUHOTO
ny3bips, AAUTENbHbIM NPUEMOM aHTUOMOTUKOB UMK Ky-
MapWUHOBbIX aHTUKOATYNSHTOB.

Takum 06pa3om, NpoBeAeHNEe KOMNNEKCHOrO 06cne-
[AOBaHUA Y ieTel C HaNMumuem peLuanBupyoLLEen KpoBo-
TOYMBOCTW, CBA3AHHON C AehMLMTOM BUTaMiHa K Hesic-
HOW 3TMONOMNM, MOXET YKa3aTb HA UCTUHHYIO MPUYNHY
3aboneBaHus.

Knunuueckui cnyyan. Manbumk A., 7 net (10.07.2013),
20.06.2021 noctynun 8 MAIKb ¢ KpoBoTeYeHMeM nocne
yaaneHus 3y6os.

Anamnesis morbi: co cnos mambl, 15.06.2021 6bin
yaaneHbl 74 1 75 monouHble 3y6bl, a 19.06.2021 oTKpbI-
nocb 74, 75 NYHOUYKOBOE KpOBOTeUeHue. Jluxopagka He
Habnwoaanacb. bpuragou CMN 6bin goctasneH B MACKE.

Anamnesis vitae: xpoHuueckue 3a601eBaHNA — CUH-
APOM HyHaH, YMepeHHblil CTeHO3 KnanaHa NeroyHon
apTepumn, HeAoCTaTOYHOCTb KNanaHa 1 cTenenu, Hegud-
thepeHUMpoBaHHas Aucnnasns coeauHNTENbHON TKaHN,
acTUrmaTu3Mm, ABYXCTOPOHHAA LeHTpanbHas xopuope-
TUHanbHas auctpodus. [Aucnnactuyeckun CUHAPOM.
Mnockoctonue 2 cTeneHu. KunesmgHasa pedopmayms
FPYAHOW KNETKW. ACTEHO-BEreTaTUBHbIA CUHAPOM.

PaHee OTMeYancs KOXHblA remMopparmyeckuii CUH-
IpOM B BUAE 3IKXMMO30B U remMaToM Ha KOHEUHOCTAX.
Mpu o6cnenoBaHum B 2018 roay HapyLweHWii remoctasa
BbISIBMIEHO He 6bINo.

MepeHeceHHble 3ab60neBaHNA — KPacHyxa, BETpAHas
ocna, OPBIW. lMepeHeceHHble TpaBMbl — COTPACEHUE TO-
NOBHOrO MO3ra. 3a nocnegHne 6 mecaueB aHTUONOTUKM
He MPUHUMAnN.

CocTosiHME NPy NOCTYNNEHNN: CPEHEN TAXKECTH, pe-
6EHOK CHMXEHHOro NUTaHuA, 6e3 cbinu.

KnuHnueckuin aHanu3 Kposu oT 20.06.2021: cHuxe-
Hue MCH (25 nr), HCT (39,2%).

Koarynorpamma ot 20.06.2021: CHWXeHUe aKTUBHO-
cT (haKTopoB NPOTPOMGMHOBOrO Komnnekca (yanu-
HEeHMe NPOTPOMOBUHOBOrO BPEMEHM (15,5 c), cCHUXeHne

aKTUBHOCTM (haKTOPOB MPOTPOMOBUHOBOr0 Kommniekca
(67%))

Ha OCHOBaHMKU KNMHMYECKUX U NabopaToOpHbIX AaH-
HbIX C HaM6OoMblle BepOATHOCTbIO MOXHO 6bI/10 yMaTb
0 Koarynonartuu, Heo6xoanmo 6bino uccneaoBatb dak-
TOpbI remocTasa.

Koarynorpamma ot 22.06.2021: CH/XeHWe aKTUBHO-
CTM (haKTOPOB MPOTPOMGMHOBOrO Komnnekca (yanu-
HeHne NPOTPOMBUHOBOrO BpemeHn (15,4 C), CHUXeHne
aKTUBHOCTM (haKTOPOB MPOTPOMOUHOBOrO Kommnnekca
(69%)), cHuKeHHaa akTUBHOCTD hakTopa VII (44,8%).

23.06.2021 YuuTbiBas KNUHWUYeCKMe AaHHble (74, 75
nyHoukoBoe KkposoTeueHue c 19.06.2021, oTcyTCcTBUE
NUXOPaAKK, Hanuuue B aHamHe3e remopparnmyeckoro
CUHAPOMA B BUAE 3KXMMO30B WU remMaTom Ha KOHeuyHo-
CTAX), AAHHBIX KOArynorpammbl (CHKEHUE aKTUBHOCTM
(hakTOpOB MPOTPOMOGUHOBOrO KOMMAeKkca W akTopa
VI) n co cnos mambl pebeHKa, HeAOCTaTOYHOE YMNo-
TpebneHne B paumoHe BuTammHa K, y pebeHka 6bina
MOATBEPXAEHA KMMHUYECKN CONYTCTBYIOLWAA BUTAMUH
K-peduuutHas Kkoarynonatms.

PekomeHp0BaHO:

» [lneta 6oratas NpoAayKTamm, COAepPXaLLUmMn BUTaMUH
K (kanycTa, wnuHaT, 6POKKONN, KypuLLa, neyeHb ro-
BAXbSA, aBOKAL0).

« Mpenapatbl BUTamuHa K (MeHaguoHa HaTpua 6u-
cynbuT) uepes poT no 8 Mr 1 p/a B TeueHne Heaeny,
KOHTPO/b Koarynorpammbl (AYTB, TB, MTU, MHO, MTB,
thmbpuHoreH).

* [lepes onepaTWBHbIMU BMeLlaTeNbCTBAMU UCCNEAO-
BaHMe koarynorpammbl, npu MTN no Knaycy 6onee
70% NpOTMBOMOKAa3aHWI HeT.

» O6cnefoBaHne y racTpo3HTeponora AN WCKIo-
UEHNS CMHAPOMA CEMEWHOro BHYTPWUMEYEHOUYHOrO
X0necTasa 1 CUHAPOMA ManbabcopbLumn Xupos (Ha-
npumep, n3-3a HapyLweHNs BCACbIBAHWUA UK KNCTO3-
HOro hn6po3a).

WNcxop n pesynbraT rocnutann3auuu: Bbi3J0poBe-

HWe, BbIMMUCAH U3 CTaLuoHapa.
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KNNHWYECKNI CAYYAIl LUPPO3A
NEYEHIN B NCXOAE NEPBUYHOIO
CKNEPO3NPYIOLWLEIO XONAHIUTA,
ACCOLMNPOBAHHOIO C A13BEHHbIM
KO/TUTOM
OcHau A.A., JoueHko W.I.

HayuyHbili pykogodumernb: K.M.H., doueHm JlapuHa J1.E.

Kacbeapa nponeaeBTUKM AeTCKuX 6one3Hen NG
®rAQY BO PHUMY um. H.1. Mnporosa
MwH3apaBa Poccnu
bY3 Mopo30BcKas AeTckas ropoackas
KNuHnyeckasa 6onbHuua 3mM

MepBUUHbI A CKNepo3mnpyioLLnia XONaHrnT
(MCX) — peakoe XpoHuueckoe 3aboneBaHUe MeUeHN
HEW3BECTHOW 3TMONOMNK, XapaKTepusytoweecs Bocna-
nexnem, Gu6pPoO3OM U pa3BUTUEM CTPUKTYP BHYTpU/
BHEMeyeHOoYHbIX XenyHbix npotokos. [na MCX xapak-
TEpPHO MeAfieHHOe, NPOrpeccupyrolle TeyeHue ¢ pas-
BUTMEM OMIMAPHOrO LMPPO3a MEYEHU, B pesynbrarte
yero 30% NAUMEHTOB HYXAAKTCA B TPaHCNNaHTauuu
neyeHn. OTmeyaeTcs cunbHas accoumnaumnsa MCX ¢ Boc-
MANUTENbHbIMM 3a60NEBAHNAMMN KULIEYHMKA, Npenmy-
LWECTBEHHO C A3BEHHbIM KonuToM ([0 85% Crydaes).
YacToTa scTpeuaemoctu MNCX coctasnset 0,2 Ha 100000
JETCKOTO HaCeneHus, Manbumkmn 60netoT B 2 pa3a yalle,
uyem AeBOYKM, 3ab0NeBaHNe MOXET BbISIBNATbCA B Mi0-
6om Bo3pacTe. B 64% cnyyaes MCX AUarHoCTMpyeTCs Ha
NO3AHEN CTaAum, T.K. HaYanbHas asa 06bIUHO He nme-
eT cneundmnUeckmx KINMHUYECKUX NPOABEHUN.

KnuHuueckuin cnyyain. Manbumk A., 7 net B uione 2020
roga 6puragon CKopon nomotun 6oin goctasneH 8 OPUT
MAMKB ¢ xanobamu Ha 60b B XKNBOTE, TOWHOTY, OAbILI-
KY, yBeNMueHmne XnBeoTa.

13 aHamHe3a W3BeCTHO: ¢ 1,5 neT y pebeHka nepu-
OfINYECKM OTMeUannCb B3fyTUE XWBOTA U HapylleHue
CTYyNa — PasKWKeHHbIA, MEHUCTbIA, XUPHbIA. CUMNTO-
Mbl KYNMPOBANMCb CAMOCTOATENbHO. oCTeneHHoe yBe-
NIMYEHNe XMBOTA POANTENN CTANIM OTMEYATb C BO3pacTa
5-Tu neT, He 06CNesoBanNCh.

Mpu NOCTYNnneHUn COCTOSIHME CPefHel TAXeCTH 3a
CYeT OTEYHO-aACLMUTUUYECKOro cuHgpoma. Mpu dusu-
KanbHOM 06CNeloBaHNM 6biNKN BbiABNEHbI MACTO3HOCTb
NNUA, BU3YyanbHO yBeIMYEHUe XMBOTA, NPW Nanbnalum
BbIPAXXEHHbIN METEOPU3M MO XOAY TONCTOW KULIKU, Bbl-
CTynaHue NepKyTOPHbIX FPAHUL, MeYeHn M3-noj Kpas
pe6epHON Ayru Ha 4 CM MO MPaBOW OKONOTPYAUHHOK
NUHUK, NPU AYCKYNbTaUMM Nerkux ocnabneHue Abixa-
HUA B HWXHUX OTAENax, 0TeK MOLWOHKKU. Dusnueckoe
pasBuUTUE OuYeHb HM3Koe. [labopaTOpHO: yMepeHHas
UNTONUTMYECKAs aKTUBHOCTb C npeobnaganumem ACT
(ANT/ACT 132/235 en./n), Bbicokue napametpbi AT (60-
nee 1000 ef./n), NPU3HAKKU BbIPAKEHHOrO XOMecTasa
(rrTn 231 epn./n), Bbicokas MMMYHONOrnyeckas akTuB-
HocTb (IgG/IgA/IgM 2096/407/220 mr/an), aHemus Ta-
wenoi ctenenn (Hb 27 r/n), runoanbbymunemus (go 19
r/n), meTabonuueckuin auuaos, nakTaTemMus. Mpn Y31
NRM NpuU3HaKW BbINOTa B GPIOWHYI0 NOMOCTb, renaro-

cnneHomeranus. Mo pgaHHbiM Y3 nneBpanbHOW No-
NI0CTW TMAPOTOPAKC C ABYX CTOPOH. Mpu npoBeaeHum
MAC — npu3HaKK BAapWKO3HOrO pacWUpPeHnst BeH Mu-
wesoaa (BPBM) 1 ctenenu. Mo AaHHLIM 31aCTOMETPUM
F3 no wkane Metavir (BbipaxeHHbI (hrUBPO3 neueHn).
Mpu rUCTONOMNUECKOM WCCEeA0BaHUN BUONCUIAHOTO
maTepuana ToLlen KUWKW — CNaboBbIpAXEHHAA NUM-
cdonnasmounTapHaa WHAUNbTPALUS CU3UCTON 060-
NI0YKK. Bbina npoBefeHa MHHY3MOHHO-KOpPUTUpyLoLLas
Tepanus, 3aMeCcTUTeNIbHas Tepanus npenapaTamn Kpo-
Bi (3pMTPOLMTAPHON MACCON, anbbyMUHOM), CUMMTO-
MaTuyeckan Tepanus. Mocne ctabunmsaunm CoCToAHMs
ManbumK 6blN BbIMMCAH C peKOMeHAaLMeN NNaHOBO ro-
cnuTanu3auum ans 4oo6cneaoBaHms.

Mpu NOBTOPHOW rocnuTanu3aumn B sHeape 2021 roaa
OTMEuUanmcb Xanobbl Ha yBeNMUEHNE XNUBOTA NOCE Ha-
pyleHuns fueTbl, 61efHOCTb KOXHbIX NOKPOBOB. M0 na-
60pPATOPHbIM JaHHbIM: aHEMUS TAXKENON CTENEeHM (Hb 23
r/n), MeTabonuueckuit aunao3, runoKoarynaLus, runo-
anbbyMUHEMNs, TUNONPOTEMHEMMU, MOBbIWEHHbIA YPO-
BEeHb aHTUHYKNeapHbIX aHTuTeN. Mpn 3HAOCKONUYECKOM
nccnefoBaHUm BbiABIEHbl MPU3HAKW 3PO3UBHO-A3BEH-
Horo konuta. Mo AaHHbim OIAC — nporpeccuposanmne
BPBI go 1-2 cteneHu. Mpu 3nactomeTpun 6binn BbisB-
NeHbl YyY4acTKN LUppo3a neyeHun, B CBA3M C Yem npose-
AeHa MPXIT, no pe3ynbtaTam koTopon MP-KapTuHa re-
natocnsieHomeranuu, BbIpaeHHOro HepaBHOMEPHOro
CY)XeHNA BHYTPU- U BHEMEYEHOYHbIX XeNUHbIX NPoTO-
KOB, NepunopTanbHbin U6po3. NMpu NOBTOPHOM MMCTO-
NOrMYecKkoM uccnefoBaHun 6MONCUMHOTO MaTepuana
TOHKOW KNLWKKM NPU3HAKM XPOHNYECKOTO KOMMUTA.

Ha oCHOBaHMM AaHHbIX aHaMHe3a U NPOBEAEHHbIX
nccnefoBaHun 6bin BbICTABNEH AMarHo3: Hecneumdgu-
UECKMI A3BEHHbIN KOMWT, MAHKOMMUT, CPEAHeN CTeneHm
TaxecTu (PUCAI 30 6annoB). XpoOHMUYECKUi NOBEPXHOCT-
HbI FAcTPUT, AYOAEHOracTpanbHblld pedntokc. Linppo3
neyenn knacc B no Child-Pugh B ucxoge nepBuuHoro
CKNepo3mpyiolero xonadruta. [lopTanbHas runep-
TeH3us. Bapmko3Hoe pacwupeHne BeH nuwesofa 1-2
cTeneHn. AHeMUsi XpOHUUECKNX 3a60NeBaHUN TAXENO
cTeneHu.

Ha doHe npoBeAeHHbIX 3aMeCTUTENbHOW remo-
TPaHCy3Mn 3pUTPOLMTAPHON B3BeCU U anbbymMUHa,
KOpPPeKLNM BOLHO-3MEKTPONNTHBIX HApyWeHUn, npo-
TMBOBOCNANNTENbHON (5-aMMHOCANULMNOBAS KUCIOTA)
N KOMGMHWPOBAHHOW WMMYHOCYNpPECCUBHON Tepanuu
(rniokoKOpTMKOCTEPOMA + 6-MepPKanTonypuH), racTpo-
NPOTEKTUBHOMW, renaTonpoOTEKTUBHOW Tepanuu, BUTA-
MUHOTEPANNUM 0TMeYanacb NONOXMUTENbHAA AUHAMMKA.
3HAUNTENbHO YMEHbLLUCS 06bEM XKUBOTA, MATbUMK Ha-
uan npu6asnaTh B Bece. Mo N1abopaTOPHbLIM AAHHBIM MO-
BbICM/CS YPOBEHb TeMOrNo6b1UHA, YMEPEHHO CHU3MAACh
LUTONUTUYECKAS AKTUBHOCTb. Pe6eHOK Gbin BbIMNCAH.

Mpu nocnegyoWmMx rocnUTann3aumax nNpoBoanNach
NPOTUBOBOCNANNTENbHAA U UMMYHOCYNpPECCUBHAA Te-
panus, renatoTepanus, ractpotepanus. [luarHos coort-
BEeTCTBOBAN paHee yCTaHOBNEHHOMY. Ha dhoHe Tepanuu
OTMeuanacb HekoTOpas MONOXMUTENbHAA AWHAMMKA,
OflHAKO COXpaHAnacb BOCNanuTenbHas akTUBHOCTb MO



JaHHbIM KOMTOHOCKONMU, B CBA3MN C YeM 6bina Ha3HaYeHa
HenpepbiBHaa unknuueckas tepanus MBI (MHbAuKcn-
YE)R

B ntone 2021 rofa manbymk 6bin 3KCTPEHHO rocnuTa-
NN3UPOBaH C NOAO3PEHNEM Ha Xeny[oYyHO-KulleyHoe
KpoBoTeueHue. 13 aHamHe3a N3BeCTHO: Noc/e Hapylue-
HUA OWeTbl HEO[JHOKPATHO OTMeyanncb rematemesuc,
KalunueopasHbIM CTyN TEeMHO-KOPWYHEBOr0 LBeTa ¢
npumecblo KpoBuW. Mo faHHbIM racTpocKoNuu NpusHa-
KOB KPOBOTEUEHUSA He BU3Yyanu3nmpoBaHO, OTMeuYeHo
yBenuueHne BPBI fo 2 cteneHun. /1abopaToOpHO aHeMus
CpefHen CTeneHy TAXKECTM, TPOMOOLMTONEHUs, runo-
Koarynauus. llocne 3ameHHOro nepenuBaHnsa 3puTpo-
uMTapHon B3Becu, peppoTepanuu, npogomxkeHms rMpT
COCTOSIHWE CTabUNM3MPOBaNOCh, OTMEYEHA TEHLEHLUS
K remonossy.

B cBA3M C nporpeccupoBaHuemM CUMNTOMOB NopTasb-
HOM rMnepTeH3nm, HapacTaHMeM CTeNneHN BapuKo3a BeH
nuwesoda A0 3-4 CTeNeHW, yMeHblleHnemM pa3mMepos
neyeHn no M3nKanbHbIM JAHHbIM, OLEHKOW F4 Mo WKa-
ne Metavir (uMppo3 neuexn) nNpu anactomeTpun, bec-
NepcneKTMBHOCTM KOHCEPBATUBHOW Tepanun pebeHoK
6b1n KoHCynbTUpoBaH B @HLUTUO um. ak. B.W.lLymakosa.
Manbunky 6biiM MOKa3aHbl TPAHCMNAHTALUA MEYEHM,
KOHCYNbTaLusa COCYAMCTOro Xupypra no noBoay Xupyp-
rmyeckoro neveHus BPBI, npogomxeHne KoHCepBaTuB-
HOM Tepanuu, JUHAMUUECKOe HABNIAeHNe.

Heo6x04MMO OTMETUTb, UTO CBOEBPEMEHHASA MArHO-
cTuka MCX Ha HauanbHOM 3Tane 3a60n1eBaHmMA 3aTPYAHM-
TenbHa B BUAY OTCYTCTBMUA CNeLnpYecKmx CMMNTOMOB,
uTO 06DBACHAET B HOMBIUNHCTBE CMYYAEB MO3AHION MO-
CTAHOBKY ANArHo3a npu yxe copmmnpoBaBLLEMCS Lnp-
po3e neyeHu. OfHAKO BbICOKWIA MPOLEHT acCOLMALNU
MCX ¢ A3BEHHbIM KONMUTOM MOMOTaeT AMarHoCTMpoBaTh
nopaxeHue NeyYeHn Npu AOMNONHUTENbHOM 06CneaoBa-
HUW NALWEHTOB C BOCMANUTENbHbIMM 3a60NEBaAHNAMM
KMLWeYHWKa. BbisiBNeHne BbIpaXXEHHOro CMHAPOMA XO-
nectasa no nabopaTopHbIM LaHHbIM, Aedopmauum u
(hrbpo3a CTEHOK XKeNnueBbIBOAALWMX NyTeN, M3MEHEHNI
CTPYKTYpbl neyeHun no aaHHbiM Y3W n MPXMNI no3sonsioT
B 60Mee paHHWe CPOKM YCTAHOBUTb ANATHO3 M HayaTb
NPOTUBOBOCNANNUTENbHYI0, WUMMYHOCYNPECCUBHYIO Te-
panuio, ynyylnTb NPOrHO3, NP HEOOBXOAUMOCTU OTAA-
NINTb CPOKW TPAHCMNAHTALNMN NEYeHH.

bOJIE3Hb KPOHA BEPXHUX OTAENOB
NMULLEBAPUTENBHOIO TPAKTA, TOHKOMN
W TONICTON KNLUKKN BbICOKOM CTEMEHN
AKTUBHOCTHN
MumunHoBa A., Mocecosa E., Apanosa B.
HayuHbili pykogodumernb: K.M.H., doueHm JlapuHa /1.E.

Katbenpa nponenesTuky feTckux bonesmnen Nd
OrAQY BO PHUMY nm. H.A. Muporosa
MwuH3apasa Poccuu

bonesHb KpoHa — XpoHuueckoe peungusupyiouiee
BOCNanuTenbHoe 3aboneBaHne XenyaoUHO-KULIEYHO-
ro Tpakta (KKT) HeACHOW 3TMONOrNU, KOTOPOE MOXeT
nopaxarb BCe ero OTAeNbl, peXxxe BepxHue. Xapaktepu-
3yeTcA CerMeHTapHbIM NoOpaKeHWem CTEHKU nulieBa-
puUTeNbHOrO TPAKTa, 3aTparuBaeT BCe CION NuleBapu-
TeNbHOW TPYOKM, POPMUPYS NOKANbHbIE MM CUCTEMHbIE
OCNOXHEeHMA.

AKTyanbHOCTb. [1Ns1 BOCNANUTENbHbIX 3a6oneBaHnii
kuweuHuka (B3K) xapakTtepHo 6onee arpeccusHoe Te-
ueHne B JeTCKOM BO3pacTe, MpoLecc MmeeT bonee pac-
MPOCTPAHEHHbIN XapakTep, Yem y B3pocChnbiX. Y fgeTeil
B3K umeloT nporpeccupyloliee HapacTaHue TAXeCTH,
pe3koe yxyfleHue COCTOAHUA 1 TPebyIoT 601ee UHTEH-
cnBHoi Tepanuu. C ne6toTom bonesHn KpoHa MMEHHO B
LETCKOM BO3pacTe CBA3bIBAKOT 60MbLWYI BEPOATHOCTb
OCIOXHEHWIA, TPeBYIOWMX XMPYPruiecKoro BMeLlaTenb-
cTBa. OcobeHHbIN MHTepec Bbi3biBaeT bonesHb KpoHa
BepxHux otaenoB XKT, Tak Kak OHa BCTpeyaeTcs Kpan-
He pefiKo M valle y AeTen, uto, B KOHEUHOM CUeTe, MOXeT
CTaTb NPUUMHON 3aAePXKKN UX IN3NYECKOrO pa3BUTHS.

KnuHuueckuin cnyyan. MaumeHT I, Manbuuk 12 net
noctynun 13.06.21 B oTAeneHue racTpo3HTeponoruun
C Xanobamm Ha TOWHOTY, PBOTY W OTCYTCTBME anmne-
TMTa. [NnA AanbHeMWero 06CYXAEHWUS KAUHWUYECKOro
C/lyyas HeoOXOAMMO OTMETUTb, yTo 05.06.21 NauneHTy
BbIMOSTHEHA KOMMblOTepHast TOMorpadusa OpraHoB rpysa-
HoW KneTku (KT OTK), no pesynbratam KOTOPOIA BbifB-
neHbl KT-Mpu3Haknm paccesiHHbIX MOMIMCErMeHTapPHbIX
0YaroBbIX YMMOTHEHMIA NErOYHON TKAHW 06OUX NErkux
MHUNBTPATUBHOIO XapakTepa, OPOHXMONUTUYECKMe
oyaru 9-10 cermeHTOB MPaABOro Nerkoro. Pe6eHOK KOH-
CynbTpoBaH (TM3MATPOM, MOKa3aHa MpeBEHTUBHas
Tepanud ¢ nposefeHunem KT uepes 3-4 Hegenu.

14.06.21 BbimonHeHa 330¢haroracTpofyoAeHOCKO-
nua (3rAC). OnpefenaeTca 3HAOCKONMUYECKAA KapTUHA
3PO3MBHOTO 330charnTa, IPO3UBHO-TEMOPPArMYECKOr0
racTpuTa, 3p03uBHOro 6ynbbuTa. HeakTnBHAA A3Ba Ny-
KOBMUbI ABEHAALATUNEPCTHON KNWKKN — B CPABHEHUM C
nccneposaHnem ot 01.06.2021 — ymepeHHas MOMNOXU-
TenbHadA AnHamuka. 15.06.21 npoBoANNICA KOHTPOSb Na-
60paTOPHbIX aHANM30B — OTMEYAETCA PEePMEHTEMUS.

16.06.21 npoBefeHO YyNbTpasBykoBOe WuCCenoBa-
Hue opraHoB 6ptowHoit monoctn (Y3U OBIM) — 3xorpa-
duyeckne npusHakn AuddysHbIX U3MEHEHUN CTEHOK
XENUHOro ny3bips, AUCXONUU, TEPMUHANIBHOIO UNENT],
naHKonuWTa B aKTMBHOW (ha3e. [nacTasa moum 1312,8
En/n. YunTbiBaA HaumHaowle ABNEHWA NaHKPeaTuTa,
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pebeHKy Ha3HaueH OKTPeoTua — Ha ¢hoHe BBEAEHUS
0TMeuaeTcsi pBOTa W YXYALeHWe COCTOAHMA — npena-
paT OTMeHeH, Ha3HaueHa CTporas Agueta. BbinonHeHa
sxokapanorpadus (3xoKr), BbiABNEHbI U3MEHEHNSA: Pa3-
pbiXneHune, yTonLWeHNe CTBOPOK MUTPASIBHOTO KnanaHa
(MK). Mponanc muTpanbHOro knanaxa -1l crenexu c pe-
ryprutauuen 1-2 +, KOHCYNbTUPOBaH Kapanonorom.

19.06.21 NpoBOAUNCA KOHTPOMb BGUOXMMUYECKOrO
(6/x) aHanusa KpoBw, HabMOAANOCh HapacTaHue naH-
KpeaTuyeckux depmeHToB. [MNoKoarynaums B koary-
norpamme. HazHaueHbl MEHAAMOHA HATpua 6UcynbduT,
TpaHCdy3Ms CBEXE3aMOPOXEHHOW NnasMmbl, renaTo-
TpOMHas Tepanus.

23.06.21 B3dta  pacwupeHHas  Koarynorpam-
Ma — MpOTPOMOUHOBbLIN WHAEKC (NTWN) 47%, cHMKeHne
aKTUBHOCTM BUTAMMH-K-3aBUCUMbIX (hakTopoB. Pebe-
HOK KOHCYnbTUpOBaH rematonorom. C corfnacoBaHuem
C KNMHMYeCKM (PapmMakonorom, pebeHky npon3seaeHo
yBENNUYEHNe MeHaANOHA HATpua BucynbdnuT Ao 15 mr 2
pa3a B CyTKM u TpaHcdy3us C3M1. Beuepom y pebeHka
OoTMeyanacb MHOroKpaTHas pBOTa, NOCNEAHASA C nNpu-
MeCbl0 KpOBW. IKCTPEHHO BbinonHeH 3AC — 6onesHb
KpoHa xenyaka, ABEHAALATUNEPCTHON KNLWKK BbICOKAs
aKTWBHOCTb, remopparuyeckuin 33odaroractpogyope-
HUT, CY)XeHMNe BbIXOAHOr0 OTAENA XenyaKa, cocTonBlle-
€CA XKenyaouyHoe KpoBOTEUEHNE, IHAOCKOMUYECKMNIA Te-
mocTas. MpoBogunach Koppekums r3nonornyecknmm
pacTtBopamu.

24.06.21 MpousBeaeHa TpaHcdysua anbbymuHom (B
aHanmsax 24,2 r/n) u3 pacueta 0,5 mr/kr. HasHaueHa
MPOMOHTUPOBAHHAA MH(Y3UA OKTpeoTuaom. Manbumk
OCMOTpPeH (hTU3MATPOM, PEKOMEHAOBAHO OTMEHUTb
MPEBEHTUBHYI0 Tepanuio MNPOTUBOTYOEPKYNE3HbIMU
npenapatamu n nposefeHne KT — oTpuuaTtenbHas au-
Hamuka o1 05.06 3a cyeT HapacTaHUA 1 30H «MaTOBOIO
CTEKNa» MOMNCErMEHTAPHO B HWXHUX A0NAX, 6onble
cnpaea. YuutbiBaa HapacTaHue (hepMeHTOB MOAXKENy-
AOYHOM Xenesbl, 6bIN0 NPUHATO pelleHne 06 3HTepanb-
HoM nayse. C Llenblo NPOBeAeHNs NAPEHTePaNbHOro Nu-
TaHuAa, pebeHky noctasneH LBK.

01.07.21 HapacTaHue depmeHTEMUM — U3 nabopa-
TOPHbIX AAHHbIX.

02.07.21 Npou3sseneHo BeBeaeHne WHdAukcumaba B
[03UPOBKE 7,5 MI/KT, MepeHec yA0BNeTBOpUTenbHoO. MNa-
TONOrMYECKOW peakLun Ha NMpUem 1 BBefeHue npena-
paToB He 3aperucTpupoBaHo. OTMeyanach peoTa.

07.07.21 MarHMTHO-pe30HaHCHAA XOJNlaHTMOMNaHKpea-
Torpadus (MPXNIT), onpefensnucb gnnarauus oéero
MeYeHOYHOro NpoToKa, nepernd XenuyHoro ny3bips Ha
YPOBHE yCTbA. YunTbiBas BO30OHOBMIEHME PBOTHI, pe-
6eHKy MPOBOANNCA PeHTreH naccaxa 6apusa no XKT B
TeyeHue 24 4acos, 3HAUMMOW NATONOrUK He BbISBMEHO,
onpefienanocb 3ameaneHune 3pakyalmuu.

12.07.21 Npoun3BefeHo yBenuyeHne AO3UPOBKU OK-
TpeoTuzom o 5 MKr/Kr/uac 3a 24 vaca.

16.07.21 Btopoe BBefeHue WHdnukcumaba nepeHec
YAOBETBOPMUTENbHO.

19.07.21 anbcha-amunasa 260 EJ1/n, naHKpeaTuueckas
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amunasa 156,6, nunasa 309 Efi/n; anacrtasa mouu 576, 5
EQl/n. Mo pe3ynbTaTam ynbTPa3ByKOBOro UCCNEA0BaHNA
6e3 axorpauuecknx NpM3HaKoB CTPYKTYPHbIX N3MEHE-
HUN.

MocnefH0 HeAeno B CTaLuMOHape COCTOsHUE pe-
6eHKa yny4wanocb., Manbumk He nMXopagun, He 6bino
aucnencuueckux aeneHun. CaaHbl NabopaTopHble aHa-
NN3bl, TAK e 0TMEYAETCA CHWKeHUe GepmeHTeMun, B
06LEeM aHann3e KPOBWM aHEMUU HET, BOCNANUTENbHbIX
M3MEHEHUN HeT, UKUTo3a 1 uuToneHun Het, COI He ycKo-
peHo.

PebeHKy c paHee Bepu(UUMPOBAHHbIM AWATHO30M
Ha OCHOBAHWW 3HAOCKOMWYECKOTO0 U rucTonoruve-
CKOrO MCCNefoBaHWN B rOCMUTANM3aLuio BbiCTABMEH
anarHo3 — bone3Hb KpoHa BepxHWX OTAeNOoB nulle-
BApUTeNbHOro TpakTa (3p0O3MBHLIN racTpuT, A3Ba [Be-
HaALATUNEPCTHON KWULWIKKM), TOHKOW W TONCTON KWLIKK,
BocnanutenbHas hoOpMa, BbICOKAsA CTEMEHb aKTUBHOCTK
(PCDAI 30 6annos — MeanaTpuyecknin MHAEKC akTUBHO-
cTi 6onesHn KpoHa). Tak xe yuutbisaa 3M/C, IxoKr u
Y31 OBI BbICTaBNeH CONYTCTBYIOWNIA ANArHO3 — S3BEH-
HasA 60ne3Hb ABEHAALATUNEPCTHOM KULWKKM, HEAKTUBHAA
thasa, cTagms pybuesaHus. MUKCOMaTo3 MUTPANbHOTO
KnanaHa. Jpo3uBHbIA GynbbUT, 060CTpeHue. 22.07.21
Kypc cTauuoHapHOro ob6cnefoBaHmMs 1 NeYeHns 3aBep-
LWeH, peKOMeHJaLnmn faHbl, pebeHoK B CTabUNbHOM CO-
CTOSIHUU BbIMWUCHIBAETCA JOMOW NOA HAGNIOAEHME Nean-
aTpa, raCTPo3HTEpPOoNora no MecTy XUTeNbCcTBa.

3akniouyeHune. [laHHbIN CyYaii MHTePeCceH TAXenNbIM,
nporpeccupyoLnm TeueHnem bonesHn KpoHa c peakon
nokanusauueil B BepxHux otaenax XKT, uto xapakTtep-
HO ANA TeYeHMs JAHHOW MATONOrMKM B AETCKOM BO3pac-
Te. OfHaKo Tepanusa aHTU-®HO (hakTop Hekposa ony-
X0nn) npenapatamu No3BOAMAA YNYULWMUTb COCTOAHME
nayueHTa n n3bexarb HE0HXOAUMOCTM XUPYPrUYECKOro
BMeLlaTenbCTBa.

COYETAHHASA ®OPMA MYKOBUCLINAO3A,
TAXXENOE TEYEHUNE
Napuna B.C., Monosa A.E.
HayuHbiti pykogodumernb: K.M.H., doyeHm JlapuHa J1.E.

Katheapa nponenesTuky aeTckux 6onesnen NO
OTAQY BO PHUMY um. H./. Tinporosa
MwnH3apaBa Poccum

MyKOBMCLMAO3 — 3TO TAXENAA CUCTEMHAA naTono-
TS MpenMyLecTBEHHO AEeTCKOro BO3pacTa C paHHen
MaHUtecTaunen KNUHUYECKOW KapTMHbI MOMUOPraH-
HOro MOpaXeHus, Hacnegyemas Mo ayTOCOMHO-peLec-
CMBHOMY TUNy. MyKOBUCLMAO3, ABNAACH CAMblM YaCTbiM
MOHOTeHHbIM 3360ME€BAHNEM U XapaKTepusyscb Npo-
rPEAVEHTHbIM TeUEHUEM, UMEET BbICOKYI COLMANBHYIO
3HQUMMOCTb. 3aboneBaHMe pa3BMBAETCA B pe3ynbraTe
MyTauum B reHe CFTR — TpaHCMembpaHHOrO perynatopa
MPOBOAMMOCTM MYKOBUCLMAO3a. CnefCcTBUEM MyTaLuu
ABNAETCA HapyWeHns YHKLMKU AAHHOrO 6enka, npea-
CTaB/AOWEro co60M XNOPHbIN KaHas, NOKaNN30BaHHbI
Ha anuKanbHbIX NOBEPXHOCTSAX 3NUTENNANbHBIX KNETOK.



B pesynbrate natonorunyeckoro (YHKLMOHUPOBAHMA
6enka, HapylwaeTcs BOAHO-3NEKTPONUTHBIA COCTaB ce-
KpeTa, OH CTAaHOBUTCA 60Mee rycTbiM U BA3KUM. [laHHble
N3MEHeHMa HabMIAaTCa Tam, rae npejcTaBheH xe-
ne3ucTbl 3nuTennin. Hanbonee pacnpocTpaHeHHbIMM
W 3HAYMMbIMK ABNAKOTCA HEOBPATUMble U3MEHEHUs CO
CTOPOHbI [bIXaTeNbHOW W MULLEBAPUTENbHON CUCTEM:
XPOHUYECKNIA BPOHX0NEroYHbI BOCNANUTENbHbIN NPO-
LLecc € NepmoanmYeckMmmn MHHEKLMOHHBIMU OCNOXHEHU-
AIM N NaHKpeaTUyeckas HeAoCTaTOUHOCTb COCTABNAIOT
OCHOBY KNMHMYECKOW KapTUHbI MyKOBUCLMA03a. 3HAUN-
TeNbHbIN NONMMOPHU3M NPOSBAEHNIA MyKOBUCLMAO3A
06yCcnoBneH pa3Hoobpa3mem reHeTUYeckux BapuaHToB
reHa CFTR, a Take 3Kcnpeccuen reHoB-moancuKaTo-
POB W BNUSHWEM OKpYXalowel cpeabl. MexaHu3m Ha-
pyweHns yHkumu CFTR BapbupyeT B 3aBUCMMOCTU OT
Knacca MyTaLuu, Npy 3TOM Kaxaas U3 HUX MOXeT OTBe-
uaTb 3a 6onee Yuem OMH MeXaHU3M HapyLleHns paboTbl
XMIOPHOTrO TpaHcnopTepa.

Ncxonsa n3 HarnsagHON KNMHNUECKOM KnaccudmkaLmm,
COCTaB/IeHHOI Ha 0cHoBe pabouen knaccucukauum C.B.
PaunHckoro, pekomeHaauun BO3 u EBponelickon ac-
coumaumn MyKoBMCLMAO3a, BbIAENSAOT [BE OCHOBHble
opMbl KNaccMueckoro MyKoBMCLIMAO3a: NEroYHO-KU-
LWEYHY 1 NeroyHyio Gopmbl, KOTOPbIM JAETCA KNUHU-
ueckas XapakTepucTuka B 3aBUCUMOCTM ha3bl aKTMB-
HOCTW mpouecca, cTeneHn [H, Apyrux nposBneHun u
OC/TIOXHEeHUN. TaKXe HeOTbEeM/IEMOI YaCTbi0 OMUCAHUSA
3a60neBaHNs y KOHKPETHOIO YeNoBeKa IBAAITCS FreHo-
T!n (ecnu MyTaums BbiBANEHA) 1 MUKPOBMONOrMYECKIIA
cTaTyc. B HacToALEM KNMHUYECKOM CNyyae Mbl MOXEM
HabntoaaTb NPUMepP KNacCMUYecKoro TEeUEHWUs MyKOBMC-
umgo3a. NMauueHT 10 NeT € 0IHON 06HAPYXEHHON MyTa-
uuen N1303K (Il knace, Tsxenas, yactota B PO 1,5%) u
TAXENbIM TeUeHNEM NeroYHo-KuULeyHon GopMbl.

Knunuueckuii cnyuait. NMaunent ®. 10 net (22.07.2011
r.p.) noctynun 8 MAMKB 14.12.2021 ¢ xano6amu Ha noss-
NleHne B MOKpOTe npumecu KpoBu. CocTosiHne pebeHka
CPeAHEN CTENEHU THXKECTHU.

N3 aHamHe3a M3BECTHO, YTO pebeHOK HabnopaeTcs
y CneunanncToB no OCHOBHOMY 3a60/eBaHunio: MyKO-
BUCLMA03 NErovyHo-KulleyHas ¢opma, CpeaHeTsvenoe
TeyeHune (rerotun N1303K/He o6HapyxeHa, TpebyeTcs
yTOUHeHue BTOpO# MyTauumn CFTR), C XPOHNUYECKUM Bbl-
ceBoM Ps. Aeruginosa. Co cnos maTepu, pebeHok 6oneet
OPBW 2-3 pa3a B rog, 060CTpeHnsi N0 6POHXUTNYECKOMY
TUNy A0 3-X pa3 B rod, UMeeT pacCTPONCTBO ayTUCTNYe-
CKOro cnekTpa. MNoCTOAHHO NPUHUMAET Tepanuio no oc-
HOBHOMY 3a60/eBaHuio: AopHa3a anbda (Mynbmosnm),
naHkpeatuH (KpeoH), ypcoae3okcuxonesas Kuciora
(Ypconbanbk), BATAMMHbI.

05.12.21, kak coobuwaeT maTb NauueHTa, y pebeH-
Ka NOABMNOCb CAM3MCTOE OTAENSEMOE M3 HOC], 1 te-
6punbHan nuxopagka fo 39°C, 07.12.21 6bina Hauata
aHTubakTepmanbHaa Tepanus A3uTpomuumuHom, 11.12.21
CaMOuyBCTBME yNyUWMUNOCh. 13.12.21 6bIN MOBTOPHbINA
3NU304 NOBbIWEHNA TeMNepaTypbl Tena, a Takxe ycu-
NWNACA Kalenb, N0 peKOMeHAALNM cneumanincTa Kabu-
HeTa MyKOBMCLMA03a, HauaT npuem LiunpodnokcaunHa

no 500 mr 2 pa3a B CyTKuW. Beuepom 14.12.21 — efnHNY-
HbIi 3NM30[ KaWnsa C OTXOXAEHMEM anoil MOKPOTbI NO-
Cne aKTMBHOrO MOBefeHMs pebeHka, CaMoCTOATENbHO
NPUHAT 3Tamaunart (AuunHoH) 1 Bbi3BaHa 6puraga CMI.
14.12.21 rocnutanu3suposaH B MAIKB, 15.12.21 HanpaB-
NeH B nefnaTpuyeckoe OTAeNeHue coYeTaHHOM naTto-
noruum.

Mpn ocMmoTpe OT 14.12.21: COCTOSHNE CPeAHEen TaXe-
CTW, KOHTAKTY HEAOCTYNEH, KOXHblE MOKPOBbI 6NefHbIE,
HOPMAnbHOW BNAXHOCTKW, TYprop CHuXeH. CocTosHue
OPraHoB [bIXaHuWA: Be3MKYNApHoe AbixaHue, Y44 23 B
MUHYTY, SPO2 95%. CepaeuHo-coCcyancTas cuctema 6es
npusHakos natonoruun, YCC 98 ya/mun. CoctoaHue op-
raHoB XKT: pa3mep X1BOTa yBENNYEH, MATKMWIA, UMeeTCs
B3[yTue, 60NE3HEHHOCTN HET. BeHO3Hble Konnatepanu
pacwupeHbl, neyeHb BbICTYNAET U3-M0oj Kpas pedepHoil
AYrA Ha 3 CM, HWKHWIA Kpal NevyeHun: raakui, anactuy-
HOW KOHCUCTeHUUU, 6e360ne3HeHHbIN. CeneseéHka npw
nanbnauuy BbICTyNaeT U3-noa Kpas pebepHoil Ayru Ha
4 CM, KOHCUCTEHUUNA Cene3eHKU: rnajkas, 3nacTuuHas,
6e360ne3HeHHas.

Mpu 06CnefoBaHNK BbIBNEHDI CiefyloLLINe N3MeHe-
Hus: B OAK 15.12.21 — aHemusd | cTeneHun, TpomoéoUNTO-
neuus; B bXAK 15.12.21 — ypoBeHb ACT, rfoKo3bl Bbille
CpeflHeBO3PACTHOIO 3HAYEHUSA, YBENUYEHO NPOTPOM-
6uHoBoe Bpems U MHO; uccnegoBaHme ra3oB KpoBW
15.12.21 — aumnaos, CHWKEHO mnapuuanbHoe fasfeHue
CO2 1 KOHUeHTpauma o6Lwero remornobmMHa B KPOBM,
peduuut 6uKkapboHaTtoB. OT 17.12.21 — noBbllleHKe
CO3; runoanbbymmHemmus, [AUCNPOTEMHEMUS; MOKa-
3aTenn [TT-y-rntotamuntpaHcdepassbl, 6unupybuHa
MPSAIMOro MOHOTMTIOKOPOHUA U AUTNIOKOPOHUAA NpeBbl-
WaKT cpeaHeBO3pacTHble. KNMHNYECKUA aHann3 Kana
18.12.2021 — epuHuunble conn XK, XK, pactutenbHas
HernepeBapeHHAs KNeTyaTKa, efWHUYHble MbilleyHble
BOJIOKHA 6€3 1CUepUYEHHOCTN.

Pe3synbtatbl aHanus3oB B AuHamuke: 21.12.21 — Bbl-
CoKknme nokasatenu AYTB, npoTPpOMOGUHOBOrO Bpe-
meHu, MHO; 24.12.21— nokasatenn OAK B HOpMe; B
BXAK —ypoBHu ACT, T[TT-y-rntotamuntpaHcdepassl,
6UNMpyoMHA NPSAMOro MOHOTIIOKOPOHUA U AUFMIOKOPO-
Huaa, LLI® noBLeHb.

Mo AaHHbIM peHTreHorpadum opraHoB 6pIOWHOK
nonocTun ot 15.12.21: pe3koe CHMKeHne NHeBMaTu3aLum
neTefb KWULWEUYHWNKA, MPU3HAKWN renatocnieHomeranum,
AN UCKNIOUEHNSA/NMOATBEPXKAEHNS Hanuuus cBO60HOM
XUAKOCTK B GPIOWHON NoNoCTh naumeHT ®. HanpaBneH
Ha Y3 opraHoB 6ptolHoK nonoctu. Mo pesynsTaTam
Y3W ot 15.12.21 umetoTcA Npu3Hakn Anddy3sHbIX n3me-
HEHWI MeUYeHN N AUHAMUYECKME N3MEHEHUS KWLIEYHN-
Ka. Ha peHTreHorpatuu opraHoB rpygHoi KNeTku ot
15.12.21 KapT1Ha 6e3 CywecTBEHHOW ANHAMUKMN B CPaB-
HeHun C uccnegosaHuem ot 05.10.21: onpepenswTcA
ABYCTOPOHHUE rpybble MHTEPCTULMANbHbIE U3MEHEHUSA
B 060MX NEerkmx C HanMYnem Ha 3Tom hoHe pacnpocTpa-
HEHHbIX WH(UIBTPATUBHbBIX WHTEPCTULNAMbBHBIX M3Me-
HEHUIN, MENKNX BPOHX03KTA30B B PA3/INYHbIX CErMEHTAX
060MX Nerkux, MHOrOUMCNEHHbIE MefKne CybcermeH-
TapHble aTefnekTasbl B CPefHUX U BEPXHMX OTAenax
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nerkux. KT opraHoB rpyAHOiA MONOCTU C BHYTPUBEHHbIM
60NI0CHbIM KOHTpacTMpoBaHuem ot 20.12.21: KT-kapTtu-
Ha BblpaXKeHHOW AedopmaLn GPOHXUANBHOTO AepeBa,
MHOXECTBEHHbIE NPUOPOHXOBACKYNAPHbIE NoAMMOpPd-
Hble ouaru, HepaBHOMepHas NHeBMAaTK3aL s NeroyYHon
napeHxumbl, numageHonaTus.

Ha ocHOBaHMUM MONyYeHHbIX AaHHbIX nabopartop-
HbIX W WHCTPYMEHTANbHbIX METOAOB WCCNef0BaHUA,
MOATBEPXAEH YCTAHOBMEHHbIN paHee MyKOBWUCLMAO3,
NeroyHo-KnweyHas Qopma, Taxenoe TteueHue. Xpo-
HUYECKNIA OB6CTPYKTUBHBIN 6POHXUT, 060CTpEHMe no
NMHeBMOHMYeckomy Ttuny. IH 2 cTteneHu. XpoHuyeckas
naHKpeaTWyeckas HeAOCTaTOYHOCTb TAXENoW cTene-
Hu. Lnppo3 neuenn (F4 no wkane METAVIR), ymepeHHbIi
cteatos (S2). Ha hoHe npoBefeHHOI Tepanuu y nauu-
€HTa C TUMUYHOW KapTMHOM AMArHO3a MyKOBMCLMAO3a
NEroyHo-KuweyHou opmbl Habnwaanach MONOXu-
TenbHasA AMHAMUKA.

MHorve rofibl eUHCTBEHHbIM BO3MOXHbIM NleUeHnem
MYKOBWCLM03a ABNANACh CUMNTOMATUYECKAA Tepanus,
HanpaBneHHas, rMaBHbIM 06pPa3oM, Ha 3alMTY AblXa-
TeNbHOW CUCTEMbI OT MHAEKLMN 1 obierueHne CUHAPO-
Ma Manbabcopbuuun. B nocnefHne rofbl C IpUMeHeHNeM
MHOTOKOMMOHEHTHON Tepanuu, pa3BUTUEM TPAHCMAH-
TONOTUW U PA3NNUYHBIX ANATHOCTUUECKMX METOA0B yaa-
N10Cb CYIECTBEHHO YBENUUUTb MNPOAO/MKUTENbHOCTD
XWU3HU 60NbHBbIX. Ha CErOAHAWHMA MOMEHT CYLLECTBYeT
naToreHeTMYECKMN BapUaHT NeyeHuns, 3aKIualowmnincs
B (DYHKLMOHAMbHON KOPPEKLMN TeHa 1 cTabunnsauum
6enka. OfHAKO JAaHHbI METOA MMeeT Cepbe3Hble Mo-
60uHble 3(heKTbl OT NOXM3HEHHOTO Npuema npenapa-
TOB W, NPW 3TOM, OFPaHYEH TONbKO HEKOTOPbIMU MyTa-
UMMM, TO €CTb He MOXET OXBATWUTb BCEX MALMEHTOB C
MYKOBMCLMAO30M.

KNNHWYECKUIA CNYYAIR BONME3HU
KABACAKU

Noxsauwesa M.10., Tuxonosckum M.A.,
bawapuHa T.C.

HayuyHblili pykogodumernb: K.M.H., doueHm JlapuHa J1.E.

Katheapa nponeaeBTuKkM AeTCkux 6onesHen N
®rA0Y BO PHUMY um. H.W. Mnuporosa
MuH3gpasa Poccun
'bY3 Mopo3oBcKas aeTckas ropoackas
KNuHnyeckasa 6onbHunua A3mM

bonesHb Kasacaku (cuHapom KaBacaku, cnusu-
CTO-KOXHbI  NUMMOHOLYNAPHBIA  CUHAPOM) — OCTPO-
npoTeKawLas NaTonorms ¢ XapakTepPHbIM MOPAXeHUem
apTepuil cpefHero n Menkoro kanuépa u passutuem
AECTPYKTUBHO-NPONMGEpaTUBHOINO BACKYynuTa, KIu-
HUYECKN NPOABAAIOWAACA NUXOPAAKON, N3MEHEHUAMN
CNM3NCTbIX 060M0UEK, KOXM, NUMEATUYECKUX Y3M0B I
WHOTrAA NOPaXeHWeM KOPOHAPHbIX WU APYrUX apTepui.
[laHHOe 3aboneBaHne Hanbonee YacTo BCTpPeYaeTcs B
Anonun (112 cnyuaes Ha 100 000 AETCKOro HaceneHus
[o 5 net). 3a6onesaemocTtb B Poccuu, no faHHbIM 2016
roga, coctasnsana 6,6 cnyyaes Ha 100 000 geTckoro Ha-
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ceneHmns o 5 net. JleTanbHOCTb NpW fJaHHOM 3a60neBa-
Hum coctaBnset 0,1-0,5%. 3Tnonorms u natoreHes 6o0-
nesHu Kasacaku manomnsyyeHbl.

KnuHuueckui cnyvai. MauueHT A., 4 roga, 25.01.2019
MoCTYNuUA B AETCKYH rOPOACKYH KNUHNYECKYH 60NbHU-
uy um. 3.A. bawnseson, B NHPEKLMOHHOE OTAENEHNE, C
Xanobamu Ha ANUTeNbHY nuxopaaky Ao 39 C, kawenb
M HAcMOpPK. PaHHee pasBuTMe M npoduniakTnyeckne
MPUBMBKMN NO BO3PACTY, aNNeproaHamMHe3 He OTATOLLEH.
AmbynaTopHO HabnAANCA y OTONAPUHIONOra No NOBO-
AY XPOHUYECKOTr0 TOH3UANMUTA.

Ha 3X0-KI 0T 26.01.2019: gunaTaumnsa KOPOHapHbIX ap-
Tepuil B MPOKCMMaNbHbIX O0TAenax. inarHos: CUHAPOM
KaBacaku, oCTpbI Nepumog, C NopaxeHneM KOPOHaPHbIX
apTepuii.

27.01.2019 pe6eHKy 6bina NpoBefieHa Tepanua BHY-
TPUBEHHbIM UMMYyHOrno6ynuHom (BBUT) 2 r/kr n aue-
TUNCANULUIOBON KUCNOTON 60 MI/KT.

30.01.2019 B 12:00 pe6EHOK 6biN NepeBefeH B peB-
mMaTonornueckoe otaeneHne Mopo30BCKOW [EeTCKOU
rOpPOACKOW KNUHNYECKON B6ONbHMLbI. NpK MoCTynneHUN
COCTOSIHME 6bIN0 pacLEeHeHo Kak Taxenoe. Mpn ocmoTpe
B CO3HaHMM, aKTUBHbIX Xano6 pebEHOK He npebaBAAN.
Temneparypa Tena 39 C. KOHbIOKTUBbI TMNepemMmpoBa-
Hbl, CKNepuT, XelnuT. NMpn 0CMOTPE KOXHbIX MOKPOBOB
BbISIBIEHA NACTO3HOCTb NafOHEN 1 CTOM, WenyweHne B
MEXMNanbLeBblIX MPOMEXYTKAX HA HOrax. B remorpamme
01 30.01: yBenuuenue CO3 (164 Mm/uac), OTHOCUTENbHbIN
HenTpodmnes, oTHOCMTENbHAA NUMGONEHUS, MUKPO-
LLMTO3 3pUTPOLUTOB, TPOMBOLMTO3. B 6BUOXMMIUECKOM
aHanuse Kkposu ot 30.01: yBennyeHne ypoBHA anaHu-
HamuHoTpaHcdepasbl (68 Eg/n), ramma-rnioTamun-
TPAHCNENTUAA3bI, AaHTUCTPENTONM3NHA-0, PeppuTuHa,
C-peakTmBHoOro 6enka, ruNepuMMyHOrno6ynnHeMmus
(IgG, I1gM). Ha 3XO-KT ot 30.01: aunataums o6eux Kopo-
HapHbIX apTepuit B NPOKCUManbHbIX oTaenax. He6onb-
LIOe yBeNNYEHMe MONOCTN NEBOTO0 XeNyaouka 6e3 Hapy-
LWeHNs cucTonuueckon yHkLum. MpoaonkeHa Tepanus
BBUT n aueTuncanuumnoBon kKucnotoi. Mpu ocmoTpe
pebeHKa AeXypHbiM neamatpom B 22:00 cocTosiHuMe
ObIN0 PACLLEHEHO KaK CTabUNbHO TAXeNoe.

Ha Y31 opraHos 6ptowHon nonoctu ot 31.01: yBe-
NIMYEHNEe NINHENHbIX PA3MepPOB MeYeHU W CENe3eHKMU.
[laHHble 3KT 0T 31.01: pUTM NpefCcepAHbIA 3aMeLLa0LLNIA
perynsipHbi, yanuHenne uHtepsana QT, HOpManbHOe
MONOXeHWe 3NEKTPUUYECKON OCK CepAaLa.

31.01 B 17:10 ocTaHOBKa AblXxaHuUsA, NpoBejeHue pea-
HUMALMOHHbIX MEPONPUATUN B TeUeHne 10 MUHYT.

B 17:30 pe6€HOK nepeBeAEH B 6MOK peaHumaLun
WHTEHCUBHOW Tepanuu OTAeNeHMs 3KCTPEHHOM Kap-
AVOXMPYPrUM N UHTEPBEHLUMOHHOW Kapauonorum. Mpu
MOCTYNNEHUN COCTOSHWE KpUTUueckoe. Mpu ocmoTpe
co3HaHue He onpegenanocb (LIKM 3), KOXHble MOKPO-
Bbl CUHIOLWHbIE, XONOAHbIE. [IbIXaHWe aroHanbHoe. PUtm
cepaua HenpaBunbHbIA. Mynbcauus Ha nepudepuue-
CKMX cocyaax cnaboro HanonHeHwus.

Ha 3XO-KI ot 31.01: gunataums 06emx KOpOHapHbIX
apTepuii. Toom603 NeBOW KOPOHapHoi apTepuu. flo-



KanbHas COKPATUMOCTb NIeBOr0 Xeyaouka xapakTepu-
3yeTcs rUnokuHesnen 6asanbHblX, CPEAHUX, NepeaHuX,
MeperopofouyHbiX, nepefHe-60KOBbIX, BCEX BepXylley-
HbIX CermeHToB. [Mo6anbHafA COKPATUMOCTb JIEBOrO
XEeNyaouka CHmkeHa. @pakuma BbI6poca NeBoro xeny-
Aouka 32-34%. Tpomb6 B MONOCTU NPABOro Xenyaouka.
TpoMm6 B HUXHEN MONoN BeHe. PaclumpeHune nonocten
npaBoro npeacepaus n NpaBoro xenygouka. Tpukycnm-
JanbHas peryprutauns 2+.

KoHCUNMYMOM MPUHATO pelleHne O MpoBedeHuUN
CUCTEMHOrO TpoM6OAM3KMCa anTennason Mo KW3HEeH-
HbIM noKa3aHuam. MposedeHa Tepanus: BBUM 2 r/kr,
alueTuncanuuunosas Kucnota 80 Mr/Kr, aapeHanuH
0,2 MKr/Kr/MmuH, nesocumengan 0,24 MKr/kr/muH, ante-
nnasa 0,1 mr/kr (2 mr) 60/110CHO BHYTPUBEHHO CTPYIAHO
MeaneHHo n 0,8 mr/kr (16 Mr) BHyTPUBEHHO 3a 1 uac,
thocchokpeatuH 1 r B/B KanenbHo 3a 1 yac, renapux
10 Ea/kr/u.

B 18:10 acucTonusa, 0CTaHOBKA fblXxaHuUs, NpoBeaeHne
PeaHNMALMOHHbIX MeponpuaTun. B 18:22 KoHCTaTU-
poBaHa 6uonoruueckas CMepTb OT OCTPOU CepaeyHoOn
HeAO0CTaTOYHOCTN Ha POHE OCTPOro KOPOHAPHOTO CUH-
apoma.

Ha natonoroaHaToMMYeckOM BCKPbITUW BbISIBNEHO:
MATKWe TKaHWU ToOBbl PE3KO OTEUHbI, N0J MSAFKOW MO3-
rosoil 060/104KON ONpefensioTcs KPynHble U Menkne
KPOBOU3NUSAHUS.

Nlerkne CUHIOWHO-KPACHOrO LIBETA, NMpWU HaaaBnu-
BaHWM Manbliem ollyLlaeTcs KpenuTauua. Ha paspese
TKaHb OTeUHas, B KPYMHbIX 6POHXAX NEHNCTasA Cu3b.

MpuKopHeBble 1 MapaTpaxeasnbHble nAMMQaTuueckme
y3nbl 6060BMAHON hopMbl AUameTpoM Ao 0,5 cm.

B monoctax cepiua MMeKTCS CrycTKM KPOBU TeM-
HO-KPACHOro LBeTa, He MpuUKPen/eHHble K CTeHke. B
NpPaBOM Npeacepany NPUCTEHOYUHbIA TPOMO ANaMETPOM
1 cMm; neBasi KOPOHapHas apTepus nocne GudypkaLum
B orubarLeil apTepum pacmpeHa 4o 0,4 Mm 1 cogep-
XUT NAOTHBIA OKPYTAbIA TPOM6, NNOTHO 06TYPUPYIOLLNIA
NPOCBET apTepuu; NpaBas KOPOHapHas apTepus Ao OT-
XOX/eHUs NPaBOro aopTaNbHOrO KOHYCA pPe3Ko paclim-
peHa Ao 0,3 MM, COAEPXUT NNOTHbIA OKPYrAbli TPOM6,
MNOTHO O6TYPUPYIOLLNIA NPOCBET apTEPUN.

B neueHu 1 ceneseHke NpuU3HaKi BEHO3HOTO NOHO-
KpoBuS.

Mpu TUCTONOrNUYECKOM WCCNEeNOBaHNA B BeLECTBE
FONI0BHOr0 MO3ra BbIABMIEH NepUHepPOHanbHbIA 1 ne-
PUBACKYNAPHbINA OTEK.

MneBpa, MeXAONbKOBAs M NepubpOHXMAnbHAas coe-
AWHUTENbHAS TKaHb PE3KO OTEYHa, Pa3pbiX/eHa, ¢ pac-
LWINPEHHBIMI MOMTHOKPOBHbBIMM COCYAAMMN W OUYaramm re-
MOpPpParMyeckoro NPonuTbIBAHUS.

Pe3koe NONHOKPOBME NEYEHOUHbIX AOJIEK W KpaCHOVI
nynbnbl Cene3eHKn.

3nukapph, 3HAOKApA, MWOKApA OTeuHbl. Kapauomu-
oUMTbI M3BMTOM hOpMbl. B Mex)kenyaoukoBoin nepe-
ropofike OTMEUAETCS HanUumMe ouara, KOTOpbI npea-
CTaB/IEH KapAMOMUOLMTAMU C YTPATON UCUEPUEHHOCTH,

Anpa KapaouMoMUOUMTOB B AQHHOM JNOKYCE COXPaHHbI,
AEeMapKaLMOHHON 30HbI HeT. KnanaHbl yTonuieHsl 3a
CYeT MYKOMAHOro HabyxaHus. KopoHapHble apTepum ¢
Andcy3HON rUCTUOLUTAPHO-NENKOLUTAPHON UHAUNb-
Tpauueiln WHTUMbI, MeLUN, C Pa3pyLieHNEeM HapyXHOIA
3NACTUUHON MembpaHbl, MHTMMa Pe3ko OTeuHa. B Ko-
POHapHbIX apTepusAX 0TMEUAKTCH CMELIAHHbIE TPOM6bI
C opraHu3auuen. B npaBom npeacepaun onpeaensietcs
CTapblil CMeLaHHbI TPOM6 € OpraHu3aLnen, KaHanusa-
LMen, OTNIOXEHUAMMN reMaTonamnHa.

MaTonOroaHaTOMUYECKNI AMarHo3: OCHOBHOW [u-
arHo3: CIN3UCTO-KOXHbIA UM OHOOYNAPHBIA  CUH-
apom (KaBacaku) — HEKPOTMUECKUI KOPOHApUT, 06-
Typupylolme TpomM6bbl B NPaBON KOPOHAPHOW apTepum
1 ormbarwLlen apTepum NeBON KOPOHApHOW apTepuu,
runepnnasusa napaTpaxeanbHbix U 6UYPKALMOHHDIX
nngaTNyecknx y3nos.

OCnoXHeHne OCHOBHOro 3aboneBaHus: obliee Be-
HO3HOe NonHOKpoBue. OTek 1 HabyxaHne BewweCTBa ro-
NOBHOro mo3ra. OTeK nerkux.

[laHHOe oOnuCaHue CAYXUT NPUMEPOM OCTpel-
wero passuTua 6onesHu KaBacakm M neTanbHOro
MCX0Aa BCNEACTBUE OCMOXHEHWS OCHOBHOIO 3a60-
NeBaHNs — MH(ApKTa MUOKapAa W Pa3BUTUS cephey-
HO-NeroYyHoO HeAOoCTAaTOUHOCTU. KpanHe BaXHO Aua-
THOCTMPOBATb AaHHYI0 NATONOTMI0 HA paHHeM 3Tane
ANA Ha3HaueHMs CBOEBPEMEHHOW OMTUMANbHOW Tepa-
nuu, TeM cambiM fienas AanbHenwWwun nporHo3 3abone-
BaHMsl BNAronpuUsATHbLIM,

KNUHWYECKUIA CIVYAI NMALIMEHTA
C TOKENION ATAKOM
HEMPEPbIBHO-PELINAUBNPYIOLLEN
®OPMbI BONME3HU KPOHA

Mponnetkuna K.A.', Moptyran N.M.,
lymos 1.A.', UBaHOB A.A.

HayuHble pykoeodumenu:
0.M.H., npogheccop Cypkos A.H."?,
epay-demckuli 2acmpo3nmeponoz beccoHoe E.E.?

'OrAQY BO PHUMY um. H.W. Muporosa MuHsapasa PO
2HUWN neamnatpum u oxpaHbl 340poBbs aeten LIKb PAH

BeepgeHne. bonesHb KpoHa —3T0 ayTOMMMYHHOe,
MONMM3TUONOTMYECKOE, YACTO peuupmsupyrolee 3a60-
nesaHue. BbiIiBNEHO, UTO NpUUMHaMK febroTa bonesHu
KpoHa MoryT 6biTb: reHeTWyeckas NpeapacrnofiokeH-
HOCTb, KMILEYHAs InuTenmanbHas AUCYHKLNA, CTpecc
JHAONMNA3MaTMUECKON ceT. TaK Xe yCTaHOBNeHa B3au-
MOCBA3b Hayana BOCNANUTENbHOrO NpoLecca C UHbIMU
MMMYHOONOCPEeAOBAHHbIMI MPOLEeccaMmu B OpraHusme
uenoBeKa, a TaKXe HapYLEeHUSAMU KULWEYHOW MMUKPO-
6UOTbI.

KnuHuueckuit cnyyail. PebeHok 14-Tu neT. Bnepsble
CMMNTOMbI MOABMANCL 4 roAa Ha3afd, B Bo3pacTe 9 fner
1 11 mec. MauneHT JONro Xanosancsa Ha ycTanocTb, OT-
Meuanocb NoBbIWeHNe TemnepaTypbl 40 39,6°C, XUAKNIA
CTYN [0 3 pa3 B JieHb, 6e3 npumecen, TOWHOTA. Yepes
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HECKOMNbKO [1Hel NOBTOPHOE MOBbILIEHME TeMMepaTypbl
A0 40°C, 60011 B 3nuracTpun. B aHanusax Kposu otTme-
Uanocb MOBbIIEHWE MApPKepOB BOCMANMUTENbHOW akK-
TUBHOCTHU: NelkounTos Ao 17x10°/n, yckopeHue CO3 o
20 m/u. Bbina Ha3HaueHa aHTUBaKTepuanbHasa Tepanua.
Ha doHe npoBOAMMOro neyeHust 0oTMedYanacb NONOXM-
TeNbHaA AMHAMUKKa, CTYN 1-2 pa3a B AieHb, OJJHAKO B MO-
cnegyrowem nprcoegnHUINCb CUMNTOMbI CTOMATUTA.

Yepe3 mecsil, BHOBb BO3HUMK/M XANoObl HA XUAKUN
cTyn. MposBMNCA NNXOPAJOUHbIA CUHAPOM W KaTapanb-
Hble SIBNEHNs. Bbln Ha3HAYeH MMMYHOCTUMYNATOP, C
BbIPAXXEHHOMN NONOXWUTENbHON JMHAMUKOW, C pErpeccom
MPW3HAKOB BOCMANEHWUS CO CTOPOHbI XXENyAOUYHO-KU-
WweyHoro Tpakta. OAHAKO B LeNIoM CHMNTOMATMKA CO-
XpaHsnacb Ao 3x mecsaues. Monyyan npobUOTUKN 1 af-
copbupyiowme BewecTsa.

Uepe3 mecsil, BHOBb Pe3kKUN Noabem TemnepaTypbl,
XWIOKWIA CTYN 1 p/a, BnepBble 3e/1eHOTO LIBETA U 3N0BOH-
Hbi. [lanee CTyN yyauwancs, NoABUNICA KUCAbIA 3anax,
OTMeuanach TOWHOTA U pBOTA. 3a Bpems 60ne3Hm bbina
3ameyeHa noTeps B Bece.

NauneHt obpatunca B IFKb um. 3.A. bawnseson, rae
HaX04MNCA HA NEYEHUN B WH(EKLMNOHHOM OTLENEHUN.
JINarHOCTUKYMbl K MEPCUHUO3Y ObINU MONOXMUTENbHbI.
OTmeyanocb NOBbllEHWE AYTOAHTUTEN K napueTtanb-
HbIM KNEeTKaM Xenyaka, K AeaMumpoBaHHOMY rnunagu-
Hy. Kan Ha KuweyHylo rpynny oTpuuaTeneH. YpoBeHb
(heKanbHOro KafibMPOTEKTUHA NOBbILWEH.

[lanee pebeHka nepesenu B Mopo3oBckyt [ANKb ¢
AnarHosom HeanddepeHUMpoBaHHbIA Konut. O6Ha-
PY)X€Hbl MPWU3HAKW racTpo3d3odareanbHOro nponanca,
BbISIBMIEH racTPOAYOAEHUT W 3PO3MBHbINA 6ynb6uT. Ha
MPT gwarHoctupoBaHa renarocnneHomeranud. Ha
Y3 npu3Haku 3HTEPOKONMTA, Me3eHTEpPUaNbHON NNUM-
dageHonatun. Ha 3HZOCKOMMYECKMX WCCNef0BAHU-
fX onpefensietca rpubkoBoe NOpaxeHue MULLEBOSA,
3PO3UBHO-TEMOPPArMYECKU KONUT, UNEUT, 3PO3UBHbIN
NPOKTOCMrMOMANT. KOHCYnbTaLns € UHPEKLMOHNCTOM:
CMMNTOMATMKA COOTBETCTBYET OCTPOM BUPYCHOM WH-
heKuMn INWwTerH bappa, oCTPON WEPCUHUO3HOM WH-
thekunu B cybknuHuueckon opme. B Tepanuio Gbinu
BK/IIOUYEHbl NPOTUBOMUKPOGHbIE, NPOTUBOBUPYCHbIE W
npoTuBOrpubKoBbie npenapatbl. [lo6aBneHbl UHIM6U-
TOp H-2 ruCTamMMHOBbIX PeLenTopoB, aHTUPUObPMHONN-
TUK, U CMHTETUYECKMA aHANOr COMATOCTaTMHA. bbina
pekoMeH0BaHa MOBTOPHAs KOHTPOMbHAasA rocnutanu-
3auus yepes 2-3 mecaua.

3a MeXrocnuTanbHbIi nepnon coxpaHanuncb Xanoobl
Ha cnabocTb 1 MOBbIWLEHHYI YTOMAEMOCTb.

OuepeaHoe 060CTpeHMe MPOM30WN0 BecHon 2021
roga. MaumeHT npegnonaraeT, YTo 060CTpeHne 6biNo
CNPOBOLMPOBAHO CTPECCOM OT CAayu 3K3amMeHOB B
My3bIKanbHOWN LWKONeE. bbll KOHCYNbTUPOBAH FacTPOIH-
Teponorom HMWL, 3[. Mo pe3ynbratam o6CcneaoBaHus
6bIN0 3aMof03PEHO TeueHWe BOCMANNUTENbHOro 3a60-
NEeBaHUS KUWEYHWK], 6blAnM JaHbl pekoMeHfauum no
Tepanuu, ofHako 6e3 ybeautenbHoro 3ddekTa, uTo
noTpe6oBano rocnuTanu3aLnm B raCTpo3HTeponornye-
cKoe otaenenne HMUL 3. Mpw nocTynneHuy yyalieHme
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CTyna, CTyNn pas3XWKeHHbIn, ebpunbHas nNuxopajka,
TOWHOTA, acTeHUs, 6N1eJHOCTb KOXHbIX NOKPOBOB.

Mpwn o6cnenoBaHnm Ha Y3W KapTuHA TePMUHANBHOTO
unenuta, mesajfeHuTa, CnieHoMeranuu, BTOPUUYHbIX U3-
MEHEHWI NOJKeNYA0UHON Xene3bl, KOCBEHHbIE NPU3HA-
KW racTputa. IHAOCKONMYECKM BbISIBIEHA A3BaA CPefHeN
TPeTU NuiLeBoja, MHOXECTBEHHbIe 3p03UK Ha NpoTa-
XEeHUW BCEro XenyfoyHo-KUIWeYHOro TpakTa, NPOKTHUT,
MPU3HAKWN BOCMAneHns aHanbHOro kosnbua. Mo pesynb-
TaTam NpoBefeHHOro o6cnefoBaHns 6bin ycTaHOBNEH
KNUMHUYECKUA amuarHos: bonesHb KpoHa, HenpepbiBHOE
peunausupytoee TeyeHue. C Lenbio MHAYKLUN pemnc-
CUM Ha3HauyeHa Tepanua TNIOKOKOPTUKOCTEpOUaamum,
UMMyHodenpeccaHTom (AsatnonpuH). MMmyHomenpec-
CaHT 6blIN Ha3HAUYEH B MUHUMaNbHOI f03e A0 1 mr/kr (ao
37 Mr/Kr B CYTKM) B CBA3M C NOBbILEHNEM YPOBHA (ep-
MEHTOB MOJKENYA0UHOM Xenesbl.

Ha3HaueHHas Tepanus C NONOXWUTENbHON AMHAMMU-
Kol Ao 3uMmbl 2022 rofa, Koraa nocne nepeHeceHHom
OPBW-uHeKLMN COCTOSHNE Pe3KO YXYALMNIOCh, B CBSI-
314 C yeM pebeHOK 6blN rocnUTanM3MpoBaH B racTpo-
3HTeponoruyeckoe otaenenun HUW MNeguatpuwn. Mpu
NOCTYNNEHUN Xanobbl HAa BbIpaXKeHHY cnabocTb. OT-
Meyanacb iMxopajgka ¢ NoAbeMOM TemnepaTypbl Tena
10 39,5°C, CTYN [0 &4 p/A XUAKWIA, 3N0BOHHbIA, 6e3 npu-
meceil. COCTOAHNE paCLLEHEHO KaK CpPefiHel TsaxecTu.
[laHHble 06DBEKTMBHOro 0CMOTpa: KOXHble MOKPOBbI
6nenHo-po30Bble, 6€3 BbiCbiNaHMil, NepuopbuTanbHble
TeHW, A3bIK 06/10XEH XKeNnToBaTbiM HaneTom. CocTosHMe
MUTAHNA CHUXEHO. MTOAKOXHO-KINPOBAs KNeTyaTka pas-
BUTA cnabo, pacnpegeneHa paBHoMepHO. KaTapanbHbix
fIBNEHUI HEeT. 3eB CNOKOEH, MUHAANNHbI He YBENNYEHbI,
6e3 HanoxeHun. CeppeuyHo-neroyHas [AesaTenbHOCTb
6e3 ocobeHHoCTeN. XBOT NpaBMAbHON (HOPMbI U pas-
Mepa, Npu nNanbnaunuu MArkuiA, oTMeYanacb 60nesHeH-
HOCTb B 3NWracTpanbHOW M NpPaBon NoAB3AO0LIHON 06-
nacTax. CTyn yJalueH, o 3-X pa3 B CYyTKU, XUAKui, 6e3
npumecen CNn3u W KPoBu. JTaBopaTOpHO aHEMUM HET,
HenTpocunes (8,7x10°/n), CO3 47,0 mm/u. OTmMeuaeTcs
CHWKeHne anbbymuHa (32.1 r/n), obwuin 6enok (73,4),
C-PB (121,8 mr/n), npokanbuutoHuH (0,13 Hr/mn). funep-
rammarnobynuiemus 3a cuet IgG (21,030 r/n). OTmeua-
eTca nosblleHne dubpuHoreHa (5,92 r/n). dekanbHbin
KanbnpoTekTuH (> 1000 MKr/r).

MonyyeHHble pe3ynbTaThl CBUAETENbCTBYIOT 06 yMme-
peHHoW aTake bone3Hn KpoHa c cuctemHbiMK nposiBne-
HUAMN.

Mo TAXKECTU COCTOSHUSA, C AE3UHTOKCUKALMOHHON U
JEKOHTAMMHALMOHHOW LEeNbl0 Ha3HaueH Kypc UHAY-
31OHHOI Tepanuu LedTpuakcoHom B go3se 50 mr/kr N7,
MHGY3MOHHAA Tepanusa rlK030-CONeBbIMU PACTBOPA-
Mu. C y4eToM BbICOKON MMMYHOMOMNUYECKON aKTUBHOCTU
Bone3Hn KpoHa Ha3HaueH KypC ropMOHanbHOW Tepa-
nuu B Ao3e 1.5 Mr/Kr BHyTpUBEHHO N7 C mepexodom Ha
nepopanbHblil NpUem 1 Mr/Kr CO CHUXEHMEM MO CxXeme
OTMeHbl B TeueHue 10-Tn Hedenb. Takxe Ha3HayeH ne-
popanbHbI KUWEUHbIA aHTUCENTUK — MeTPOHMAA30N
B n03e 10 mr/kr. Ha oHe Ha3HaueHHOW Tepanuu oT-
MEuaeTcs ynyJlleHune obLlero caMmovyBCcTBMA pebeHka



(KynupoBancs NNUXOpafiouHbIn CUHAPOM, YNYYLWKUNOCh
HacTpoeHue), ohopMUACA CTYN, YAYYWKUNUch nabopa-
TopHble nokasatenu (C-Pb (54,13 mr/n), CO3 (39,0 mm/u),
abCOMTHOE YMCNO HENTPODUNOB(4).

Pe6eHKy, C Lenbio A0CTMKeHNa pemuccun bones-
HU KpOHA NNaHUpyeTca Hauano MHAYKLUOHHOIO Kypca
FEeHHO-MHXXEHepHON Tepanuu npenapaTom XUMepHbIX
MOHOK/NOHaNbHbIX aHTUTEN K PHO-at — nHnnkcumab B
A03e 5 Mr/Kr no cxeme uHAyKuum 0/2/6-8.

BbiBoa. bonesHb KpoHa — 310 TAXenoe, nHBanuau-
3upytolee 3aboneBaHne € HenpeacKkasyembiM Xapak-
Tepom TeueHus. HecneundnyHoOCTb KAMHNYECKON Kap-
TUHbBI: BbICOKAsA CNaboCTb M YTOMMIAEMOCTb, TOWHOTQ,
3a4acTylo He NO3BONSAIT 6bICTPO YCTAHOBUTD NPUUNHY
naTonorum n TpebyoT KoMNIeKCHOro nogxoaa. B aaw-
HOM K/MHUYECKOM Mpumepe npefcTaBneHa UCTOPUSA
pebeHKka C arpeccuBHbiM TeuyeHuem bone3Hn KpoHa,
Hauano KOTOPOro, BeposiTHEM BCero, 06YCNOBNEHO
XPOHWNYECKUM TeUEHNEM NePCUHUO3HON KMULWEYHOW UH-
thekumn.

Llenblo KOMNAEKCHON Tepanuu AeTel ¢ XpOHNYECKu-
mMun 3ab6oneBaHuamMu XKT Bcerga ABNSETCA JOCTUXEHUN
ANUTENbHON pemuccum, No3Bonswlel n3bexarb pas-
BUTUSA TPO3HbIX XMPYPTrUUECKUM OCNOXHEHNA.

KNUHWYECKWNIA CNYYAI NALMEHTA
C PACMTPOCTPAHEHHbIM
303UHODUNbHBIM NOPAXXEHNEM
XXENYAOUYHO-KULLEYHOIO TPAKTA,
BONE3HbIO KPOHA, NCOPNA30M

MponnetkuHa KA., Moptyran MN.M.',
lymos A.A.", UBaHOB A.A.!

HayuHbie pykosodumenu:
0.M.H., npogheccop Cypkos A.H."?,
epay-0emckutli 2acmpo3Hmeponoz beccoHoe E.E.?

'®OrAQY BO PHUMY um. H.W. NMuporosa MunH3apasa PO
2HUN neamatpum n oxpaHbl 340poBbsa aeten LKb PAH

BBepeHue. B opraHn3me yenoBsexa ecTb [Ba OCHOB-
HbIX MPWUPOAHbIX MMMYHHbIX 6Gapbepa — KUWEYHUK K
Koxa. Kak npu ncopuase, Tak U Npu BOCMANUTESNbHbIX
3a6oneBannsax kuweunuka (B3K), k KOTOPbIM, B YacT-
HOCTM, OTHOCUTCA 60Me3Hb KpoHa, NpOMCXOANUT Hapy-
WweHne 6apbepHoil YHKLUMM AAHHbIX CTPYKTYP M No-
BbILIAETCA MPOHULAEMOCTb AN PA3NNUYHbIX AHTUIEHOB,
CMOCOBCTBYIOLLNX KOHTAKTY C AHTUTEHMPE3EHTUPYHOLLM-
MU KNETKaMMW 1 3aMyCKY MMMYHHbIX peakLuin. UMMYyHHbliA
OTBET Npu ncopuase 1 60ne3Hn KpoHa BO MHOFOM CXOXX,
1 OCHOBAH, Npexpae BCero, Ha akTUBaLWUn AeHAPUTHbIX
KNEeTOK M CMHTe3e UMW MeJnaTopOoB BOCMANEeHUs: UH-
TepneiikuHa (1) — 12/23, hakTopa HeKpo3a onyxonu-a
(OHO-a). B HacToAwee Bpemsi pa3paboTaHa 6uonoru-
ueckas Tepanusa AaHHbIX 3a60n1eBaHNN C NPUMEHEHNEM
MOHOK/IOHA/IbHbIX aHTUTEN, 6NOKMPYIOWNX AKTUBHOCTb
nn-12/23 n ®HO-a.

KnuHuueckuin cnyuaih. Manbumk A., 17 net. C 2010
roga HabnoAaeTCcs y annepronora B CBA3M C NONMMBa-

NEeHTHOW NMULLEBON annepruei, NOANMHO30M, a TaKxe y
[epmatonora ¢ MarHo30M — nNcopuas 06bIKHOBEHHbIN,
pacnpocTpaHeHHas copma.

B 2018 rogy nosBMAMCb Xanobbl Ha 3aTPYAHEHHOE
rnoTaHue, Heob6XoAWMOCTb 3anuBaTb NULLY 60AbLWIUM
KONMUecTBOM BOAbl, 60NN 3a rpyanHon. bbina Bbinon-
HeHa (ubpo3sodaroractpoayogeHockonua (P3IrAC) c
NeCcTHMYHON Buoncuen. Ha OCHOBAHWM 3HAOCKOMMYe-
ckon 1 mopdonornueckon KapTuHbl 6bin BbICTaBNEH
KNMUHUYECKMA AMArHO3 — 303UHOMUNbHBIA  330¢haruT.
Ha3HaueHa cneuudmueckas NpoTUBOBOCNANNUTENbHAS
Tepanus, Npu npueme KOTOPOW OTMeUEeHa NoNoXnTeNb-
Haa AUHaMUKa.

B anpene 2021 rofa, npu npoBeAeHUn NAAHOBOTO
06cnenoBaHNs 6bin BbIIBNEH CTEHO3 HUWKHEN TpeTu
nuiwesoaa 1-2 ctenenn (1o 8-9 MM), IHAOCKONNUECKAS
KapTMHa COOTBETCTBOBaNa 303MHOGWABHOMY 330(a-
ruty E2R2E2F2S1 ctapgum kputepusim lkuoHirano. Pe-
KOMEHA0BAHO BbINOMHEeHMe 6annoHHOW AunaTauum
nuwesopga. NMpw nostopHoi MIrAC uepes 3 Heaenu Ha
(hoHe NpoBOAMMOI Tepanuu Habnw[ANACh BbIPAXKEH-
Has MOMOXMWTeNnbHas AMHAMWUKa C perpeccom Bsocna-
NUTENbHbIX W3MEHEHMIA CO CTOPOHbI MULLEBOAA: OTEK
CHU3MNCA, NPOCBET NPAaKTUYECKN MOMIHOCTbIO BOCCTA-
HoBuncs. MokasaHnii Ans NpoBeAeHUs AnnaTaLum nu-
wesofa He 6bio0. Mpu ocMOTpe 12-NepCTHON 1 TolLeN
KULWKKM 6bIN BbIABNEHbI MHOXECTBEHHblE 3PO3UBHbIE
AedekTbl CIM3NCTON 060M104YKN. KNMHMYECKUI ANarHo3
OblN [OMOMHEH — 3PO3MBHbIN JYOLNEHUT, 3PO3UBHbIN
eloHUT. Ha3HaueHa cneundnueckas racTponpoTeKTUB-
Has Tepanus.

B wuione 2021 roga oTmeuanocb ouyepegHoe 060-
CTPEHME MCOPKA3A: KOXHble BbICbiMAHUA cTanu 6onee
pacnpoCTpaHeHHbIMK, YCUAWACA 3yh W LWenyleHue,
BK/NIOYAS MOPAXEHME HOrTEeBbIX MMACTUH BEPXHUX KO-
HeuHocTen. TakXe NOSBUAUCL Xanobbl Ha Hanuuume
anoll KpoBu B CTyne Mpu KaXAoM akTe gedekauuu.
boinn nposepeHbl O3ITAC W AnarHocTuyeckas Kono-
Hockonua. OTmeuyanacb OTpuLaTeNbHas JgUMHAMMKA
MO BEPXHUM OTAENaM XenyaouHO-KULWEYHOro TpakTa
(XKT), a Takxe 6blnn BbiABAEHDI 3p03UN TepMUHanNb-
HOro 0TAena NOAB3AOLWHON KULWKW, aHaNbHas Tpewm-
Ha 3—-4 MM 1 HapyXHbln remoppoii. Mopdonoruyeckas
KapTuHa 6MONTATOB M3 NOAB3JOLWHON KULWKK COOTBET-
CTBOBAna YMEPEHHO-aKTUBHOMY WNEuTy, U3 TONCTOro
KULLEYHMKA — XPOHMYECKOMY AN dy3HOMY Henpepbls-
HOMY MAHKOMWUTY HWU3KOW CTEMeHW akTWBHOCTM. OTme-
yanacb 303MHO(UNbHAA UHDUNLTPALNUA COBCTBEHHOM
MAACTUHKN CAN3UCTON 06ONOUKM TOHKOFO W TOMCTOrO
KMWeYyHnKa. Mo AaHHbIM NabopaToOpHbIX METOA0B UC-
cneposanus: IgE = 1700 eq./mn (N < 200 en./mn), NOA
Ha ayToaHTuTena: ASCAIgG = 60 ea./mn (N < 10 eq./mn),
ASCAIgA = 14 eg/mn (N < 10 ea/mn), heKanbHbliA Kafb-
npoTeKkTuH = 84 MKkr/r (N = 0-80 mKr/r). Ha Y3-kapTuHe
OpraHoB GPIOWHON MONOCTU HAbNOAANUCL NMPU3HAKK
BOCMANUTENbHOW aKTUBHOCTY B NPABOIi MOAB34O0LWHON
obnactn, Me3ajeHuT. BbicTaBneH AuarHo3 — bonesHb
KpoHa MUHMMANbHON akKTMBHOCTU. Ha3HaueHa Tepanus
npenapaTtamm 5-aMMHOCANNLMNOBON KNCNOTbl 2500 Mr B
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CYTKM, TONUYECKUMU FNIIOKOKOPTUKOCTEPOUIAMM, UHT Y-
6UTOpaMK NPOTOHHOW NOMIbI, STUMUHALMOHHAS ANETA.
CKoppeKTUpoBaHa Tepanus ncopuasa.

B HacToslwee Bpems HabnoAAeTCa aKTMBALNS BOC-
NanuTenbHOro npouecca B KuweyHuke. Mo JaHHbIM
NnabopaToOpHbIX METOAO0B MCCNeaoBaHus: teKanbHbli
KanbnpoTeKTUH = 229,85 MKr/r (N < 50 mkr/r), C-peak-
TUBHLIA 6enok = 8,78 mr/n (N < 5 mr/n). KonoHocko-
MUS — BbIPAXEHHDbIW 3PO3NUBHbIA  UNEUT, 3PO3UBHbIN
6ayrMHUT, PAcNpOCTPAHEHHbIA KOMUT, aHanbHasa Tpe-
WMHa [0 3-4 MM, HapYXHblli remoppon. Y pebeHka
COXPAHAOTCA Xanobbl Ha NepPUOANYECKOe HapyLIEHNE
rnoTaHus, 60nu B anuracTpanbHoi 061acTy XMUBOTA, A
TaKkXe B NPaBOW NOAB3AOWHON 06M1acTU. O6BEKTUBHO
MpyU OCMOTPE: CepAeYHO-NIeroyHas AeaTeNnbHOCTb 6e3
0CO6EHHOCTEN. A3bIK 06/10XEH GenbiM HaneTom. XuBoT
MATKUIA, NanbnaTOPHO yMepeHHO 601e3HeHHbIN B 06/a-
ctn Wodchapa u npasoii nogB3aowHon obnactu. CTyn
6e3 ocobeHHOCTel, 6e3 npumecen. NMeyeHb 1 ceneseH-
Ka He yBenuueHbl. KOXHbI NaToNOrnyecknii npouecc
HOCUT PaAcnNpPOCTPAHEHHbIN CUMMETPUUHBIN XapaKTep,
NOKANN3yeTcss Ha KOXe BOMOCUCTOW 4YacTW TONOBbI,
nnua, TyNoBuLLa U pa3rn6aTenbHON NOBEPXHOCTU KO-
HeuHocTel. MpeAcTaBNeH MHOXECTBEHHbIMK Nanynamm
PO30BOro LBETa Pa3NUYHOro pasmepa, MecTamMu Cau-
BAIOWMMUCA B BAALWKMN C CEpebpUCTO-6enbiMU Yelyi-
KaMu Ha MOBEPXHOCTWU. Ha KOXe CNUMHbI 0TMevalnTCs
MHOXECTBEHHbIe BOCMANUTENbHbIE 3M1EMEHTbI, PybLbl
3aCTOMHOrO (PUONETOBOrO LBETa B MeCTax MPexHUX
BbICbINaHMN. Cy6bEKTUBHO — 3yl YMEPEHHON CTeneHu
BbIPQXXEHHOCTU.

BbiBop

Takum 06pasom, C yUeToM coueTaHms y pebeHka 3-x
peaKux Ho3oMormuecknx hopm (ncopumas, 303MHo(MUb-
HOe mopaxeHue opraHoB XKT u 6onesHb KpoHa) co
CXOXUM MeXaHU3MOM pa3BUTUA, C LENb0 AOCTMKEHUS
pemmccun 0CHOBHbIX 3a60M1eBaHU U NPeAoTBPaLLeHUSs
Pa3BUTUA CEPbE3HbIX OCNOXHEHMN, TPEBYIOLLNX XUPYP-
rnyeckom nomoum (KuweyHas nepdopauus, NnepuToHUT
W Ap.), pebeHKy MOKa3aHO Ha3HAYeHMEe TeHHO-UHKe-
HepHoro npenapara YcteknHyma6 (Ctenapa) nHaykum-
OHHbIM Kypcom. Tepanus 6bina HauaTa B 4epMaTonoru-
yeckom oTaenenun HUWN NMeguatpum UKB PAH un 6ygeTt
NPOAOMIXEHa BO B3POC/NOM CTaLMOHape mocne [OCTU-
XeHus pebeHKoM 18-Tu neTHero Bo3pacTa.

B HacToslee BpemMs Mbl HE MOXEM MOMHOCTbIO UC-
KNKUUTb paHHUi ae6iT ncopuasa (BHe Tepanuu) u
MONMBANEHTHOW anneprum, B TOM UUCNe MULLEBOW
(IgE-onocpenoBaHHOM), C pa3BUTUEM 303NHOMUNbHON
NHDUNLTPALUN TKAHENR Xenya0UHO-KULEYHOTO TPAKTa
KaK MpPUUYNHY BO3HUKHOBEHUS KPOHO-NoA06HON CuM-
NTOMATUKN C (DOPMUPOBAHMEM SI3BEHHOTO MOPAXEHMs
TePMUHAMbHbIX OTAEN0B NOAB3AO0WHON KMWKKM (Tunny-
HaA NIOKaNM3aLum npu 6onesHun KpoHa).

AneKBaTHas Tepanua ncopuasa M CBOEBpeMeHHoe
KynupoBaHMe pa3BUTUA 303UHOGUIBHOIO NOpPAXeHNs
OpraHoB W TKaHel MOXeET Cnoco6CTBOBATb CHUMXEHUIO
pUCKA Pa3BUTUA CONYTCTBYIOLIUX ayTOMMMYHHbIX NaTo-
norui.
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TpebyeTcs AanbHenliee U3ydeHne KNNHUYECKUX Cny-
yaeB W HabnaeHne 3a AeTbMU CO CXOXel CUMNToMa-
TUKOW.

KNUHWYECKUI CTIYYAIL OCTPOTO BA/ZIOTO
NMAPA/TUYA Y PEBEHKA BCNIEACTBUE
PACMMPOCTPAHEHHOI'O MUENUTA
Pyctamosa [1.C.

HayuHbili pykogodumenb: K.M.H, doueHm JlapuHa J1.E.

Kathenpa nponeneBTuky 1eTckux 6onesHein MO
®OrA0Y BO PHUMY um. H.U. Muporosa
MwnH3apaBa Poccum
'bY3 Mopo3oBCkas getckan ropofickas
KNuHnueckasa 6onbHuua A3M

AKTYanbHOCTb: CUHAPOM OCTPOro BANOFO Napanu-
ua — OCTPO BO3HMUKLIEE COCTOAAHWE, XapaKTepusyiolle-
ecsl pasBUTUEM ABUraTeNbHbIX HapYLIEHWA, @ UMEHHO
CHIWXeHMeM 06beMa, CUMbl aKTUBHBIX JBWXEHWUNA, CHU-
XEHNEM MbILIEYHOIO TOHYCA U U3MeHeHnem pednekcos
B OJHOW NNN HECKOMbKMX KOHEUHOCTSAX. 3HAUMTENbHOE
KONMYECTBO KaK MH(MEKLMOHHbIX, TaK U HEMH(DEKLMOH-
HbIX 3a60M1€BaHMN HEPBHOM CUCTEMbI COMPOBOXAAETCA
JaHHbIM CUHOPOMOM: CuHApoM [uiteHa-bappe, nonu-
OMWENNT, OCTPbIA NONEPEUHbI MUENUT, UHDEKLMOH-
Hble NMONMMHENPONaTMK, TPaBMaTUUECKNE NOBPeXAeHNS
CMWHHOTFO MO3ra Unn nepudepuyeckux HepBoOB, Hapy-
WWEHNS HepBHO-MbIWEYHON Mepefaun, 3N10KaYecTBeH-
Hble HOBOOGpa3oBaHusa. Cdepa AMArHOCTUUECKOrO
NOWCKa AOBONbHO O6LLIKMPHA, C YEM YACTO CBA3AHbI TPYA-
HOCTM MOCTAHOBKM AMaArHosa. [aHHbI KIMHUUYECKUN
CNnyvail AeMOHCTPUpPYET pa3BUTME OCTPOro BANOroO Na-
panuua y pebeHKa C OCTPbIM MOMEpPeUHbiM MUENUTOM,
AMArHoCTUKa KOTOporo notpe6oBana onpefeneHHoro
KOnuyecTBa BpeMeHU W AOMONMHUTENbHbIX UCCNeaoBa-
HUR.

KnuHnueckui cnyyai. Y aesouku B Bo3pacTe 10 net
K Beuepy nepsoro gHa OPBW nossunucb cunbHble 60u
B NOACHMLE, Ha CNleayioLWniA AeHb NPUCOeANHNAACD Ca-
60CTb B 1€BON HIKHEN KOHEUHOCTU, a 3aTeM M B npa-
BOW, UyBCTBUTENbHbIE HApyLLeHUs. PebeHoK 6bin rocnu-
TanM3MpOoBaH B OTAENEHNE PeaHUMALIUK U UHTEHCUBHOM
Tepanuu O6N1acTHON ETCKON KNUHUYECKOW 60MbHNLbI T.
NBaHOBO, FAe AeBOYKa 6biNa 06CnefoBaHa M BbiNWCaHa
C OTCYTCTBUEM ABUKXEHMUS B HMKHUX KOHEUHOCTSAX U Ha-
Pyl eHnem Ta3oBbIX PYHKLMIA N0 Npocbbe maTepu.

MPT rpyaHoro un nofiCHU4HOro oTaena no3BOHOUHM-
Ka € KOHTpacTupoBaHuem 09.11.2021: natonoruyeckue
M3MEHeHNsA CNMUHHOIo MO3ra Ha rPYLAHOM U MOACHUYHOM
YPOBHSAX, UTO XapaKTepHO ANA NPOTAXEHHOr0 MUENNTA.

24.11.2021 obpaTunucb B NnpuemHoe otgeneHme Mo-
PO30BCKON [1€TCKOWN FOPOACKON KNMHNUUYECKON 6ONbHU-
ubl (MATKB), naumeHTKa 6bi1a OCMOTPEHA HEBPOMOTOM
W TOCNUTaNU3MPoBaHa B 1 MH(EKLMOHHYI KAUHMYe-
CKYI0 60NbHULY C AMArHO30M «OCTPbIA MUENKT, OCTPbIN
BANbIN Napanuu. HapyuieHue Ta3oBbiX QYyHKLUNA».

C He3HaAuMTeNbHbIM MONOXUTENbHbIM 3((EKTOM B
BWUAE HapacTaHWUs CWMbl B NIEBOW HOTe, YNyUWEHMS CO



CTOPOHbI Ta30BbIX (PYHKLMUN, YMEHbLIEHUS 30HbI YyB-
CTBUTE/IbHbIX HapyLWeHWA NpoBoAMnach Tepanusa Me-
TUNNPEAHN3010HOM. Takxe monyyana uedonepasoH+-
cynbbakTam ¢ 24.11.2021 no 03.12.2021, ApOTaBEpPUH,
NeBOKAPHUTUH, 3TaM3MNAT, CMEKTUT, HUKOTUHOBYIO KNC-
N0TY, TMAMWUH, MUPUAOKCUH, OMenpa3on, hayKoHa30/1.

16.12.2021 nepeseseHa B MATKB 6puragon ckopon
MeLMLMHCKOW NOMOLLM.

Mpn NOCTYNNEHWM OTMEUAETCA CHUWKEHWE obbema
AKTWBHbIX ABVWXEHMIA B HOTAX, MbILUIEYHON CUJTbI, CHUXE-
HMe axunnoBbix pedneKkcoB, naTonornueckne pednek-
cbl babuHckoro, OnneHrenMa C IByX CTOPOH, CHUXeHue
6pIOWHbIX pednekcoB ¢ 06emx CTOPOH, CHMKEHNE YyB-
CTBUTENbHOCTM CNpaBa OT BEPXHel TpeTun beapa, cnesa
OT BepxHel TpeTu roneHu. Obuiee cOCTOAHME CPpeAHen
TAXECTU, CO3HAHME ACHOE, CTYN 6e3 No3bIBOB Ha Aedhe-
Kawuuto, MOUencnycKkaHue yepes MoYeBOK KaTeTep.

MarHMTHO-pe30HaHCHas  Tomorpadmsa  CNKUHHOMO
MOo3ra C KOHTpacTupoBaHuem 21.12.2021: B CNUHHOM
mMo3re Ha ypoBHe Th9-Th12 no3BOHKOB onpeaenseTcs
Yy4acTOK MuenonaTuu, 4YTo, BEPOATHO, COOTBETCTBYET
MPOAAB/IEHUAM NOMepPeyHoro MmenuTa.

Kpome Toro, npu o6cnefoBaHuK BbisIBNEHbI CONYT-

CTBYKOLME 3ab0NneBaHmA:

+ OCTpbIN BYNbBUT

* S13BEHHbII NPOKTUT

e NHdekuma moueBbIBOAALLMX NYTEN, MOYEKaMeHHast
6onesHb

« Tpom603 rny6OoKMX BeH CpeAHEN TPeTU NeBON roneHu
cpefiHeli CTeneHu TAXeCTH.

COBOKYMHOCTb AHAMHECTUYECKUX, KIUHUYECKUX U
NabopaTopHbIX MPU3HAKOB MO3BOAKUMA OCTAHOBMUTHCSA
Ha AMarHo3e «PacnpoCTpPaHEHHbIi MUENUT FpyaHOro
oTaena.

N3BeCTHO, UTO AEBOUKA CTPAAAET ayTOMMMYHHON re-
MONUTUUYECKON aHeMuel. Kpome TOro, B KPOBY BbiSIBMEH
BOMYQHOYHbIA QHTUKOArYNAHT, UTO MOXET TaK Xe 6biTb
CUMNTOMOM ayTOMMMYHHbIX MATONOF WA

BeposTHO, nepeHeceHHass OPBU ctana nposouupy-
oWuM (GaKTopoM AN pasBuTUA MOCTUH(EKLNOHHOrO
nonepeyvyHoro muenura.

MpoBeaeHHOe NneyeHue:
* [lpeaHn30n0H
* Llepe6ponusuH
* [lanTenapuH HaTpus
» Omenpason
» Anreppart+MmarHus rufpokcug
» MypasunanH
* A3uTpomuuuH

3a Bpems neuyeHns B CTauMOHape COCTOSHWE C No-
NOXUTENbHON ANHAMUKOW B Buje perpecca npusHakoB
TPOM603a BEH HIWKHNUX KOHEYHOCTEN, yyULIeHNs obLye-
ro CaMouyBCTBUS, HEKOTOPOro perpecca HeBponornye-
cKoro geduuuta. Pe6eHOK B yLOBNETBOPUTENbHOM CO-
CTOSIHUM BbIMMCANCA U3 CTaLMOHapa noj HabnwogeHune
CMEeLanncToB N0 MeCTY XUTeNbCTBA.

3aknoueHne. CMHAPOM OCTPOro BANMOrO napannua
TpebyeT nposefeHns anddepeHunanbHon fMarHocTu-

KU 1 NOWCKA BbI3BABLLUMX €r0 NPUUKH, TakK Kak OT 3TOro0
3aBUCUT TAKTUKA NleyeHns. A 0T CBOEBPEMEHHOCTH no-
CTAQHOBKM [MarHo3a 1 Hauana Tepanuu 3aBUCAT UCxod
3a60/1eBaHNA N KAUeCTBO AAaNbHENLIEN XU3HU NaLNeH-
Ta. B AaHHOM cnydae AnarHo3 6bin NOCTaBEH BEPHO, Y
NEBOYKM HA6MI0AAeTCA NONOXKNTENbHAA AUHAMUKA. TeM
He MeHee, el NOTPebyOTCA peabunnTaLnoHHble Mepo-
NpUATUS AN BO3BPALLEHMUS K NPEXHEMY 06pa3y XU3HN.

TEYEHUE FTACTPO330MArEA/IbHON
PEDNIOKCHON BONME3HU
VY PEGEHKA NMEPBOIO MOJIA YXU3HU
C B12-AEOULUTHON AHEMUERN
TuxoHoBa A.C.
HayuHbiii pykosodumenb: K.M.H., doyeHm /lapuHa /1.E.

Katbeapa nponeaeBTukM AeTckux 6onesHen NO
OrAQY BO PHUMY um. H.A. Tinporosa
MwuH3apasa Poccuu
bY3 Mopo3oBckas aeTckas ropoackas
KNuHunyeckasa 6onbHuua 3mM

factpo3szodareanbHas pedniokcHas 6one3Hb ABAA-
€TCA MHOro)akTOpHbIM 3a60/1€BaHNEM, @ €10 OCHOBHas
NpUUNHA — racTpo3zodareanbHblii  pediokec, Conpo-
BOXAAIOWMIACA NOCTYNNEHNEM B MULWEBOL COAEPXKU-
MOrO Xenyaka, KoTopoe, B CBOK ouepefb, CNOCOGHO
BbI3bIBaTb NOBPEXJEHME CU3MCTON NULLEBOAA. PaHHAS
MaHudecTaums y feTen MoXeT 6biTb CBA3aHA C aHOMa-
NNAMMW Pa3BUTMA XKENYAOUHO-KMNLIEYHOTO TPAKTA, a BO3-
MOXHO€e coyeTaHue C NPUobPeTeHHbIM 3ab0NneBaHNeM
ycyrybnseT nposBneHns BpoXaeHHoro. OyHUKynsapHbIn
MUEeNo3, Pa3BUBAIOLMIACSA KaK OCNOXHeHuUe B12-nedu-
LMTHON aHEeMWUU, KIIMHUYECKN NPOSBNAETCA B BUAE YUa-
LWEHNS CPbITUBAHMIA, CHVXEHMSA anneTuTa, a Takxke no-
Tepu [BUTaTeNbHbIX HABbIKOB.

KnuHnueckuin cnyyan. [leBouka, 9  Mecsues,
19.06.2021 . 3KCTpeHHo rocnuTanu3nposaHa B MAMKB ¢
)Xanobamn Ha OLHOKPATHYI0 PBOTY C NPOXUIKAMU KO-
BW, BANOCTb, CHUXXEHWUEe anneTuta.

3 aHamMHe3a XU3HM N3BECTHO, UTO pebeHOK OT 2 be-
PEMEHHOCTM, NpoTeKaBLien Ha (hoHe xenesogedunLnT-
HOW aHeMMK y maTepy, 2 CaMOMPOMU3BOSbHbIX CPOYHbIX
pofoB., Npu poxaeHun macca tena 3880 r., AnuHa Tena
53 cm, APGAR 9/9 6annos. BbinucaHa U3 poaaoma Ha 3
CYTKW, [0 5 MecALeB XU3HU AeBOYKa pocna u pas3smea-
nacb PU3NONOrNYHO, HAXOAMNACb HA TPYLHOM BCKapM-
NUBAHUK, C & MeCALEB XU3HW BBeleH npukopm. C 5 me-
CALEB MaTb 3aMeTuNa y pebeHka MosBleHNe BANOCTH,
COHNWUBOCTU, OTKa3 OT Npukopma. B mae 2021 1. B remo-
rpamme MakpouuTapHas aHemus (remorno6uH 96 r/n,
3pUTPOLMTDI 2,8 MITH/MKA, TeMaTOKPUT 28%, CPeaHNi
o6bem 3putpoumnTa 114). NMeanatpom HasHauyeHa tep-
poTepanusa — 6e3 3ddekTa, B ANHAMUKE TeMOrno6buH
CHWU3UNCA A0 86 /N, aCTEHNYECKMIA CMHAPOM HapacTan.
B Hauane nioHa 2021 1. MaTb 3aMeTUNA NOABNIEHNE aNOW
KPOBM Ha MeNeHKe OKONO pTa pebeHka, C Tex Nop BCero
TakMX 3NN3040B 6b110 3. B CBA3M C xanobamm Ha BA-
NnocTb pebeHKa, Y4acTKOBbIA NeanaTp pPekomeHaoBan
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rocnuTanu3auuio B CTauMOHap B HEBPONOrnyeckoe
otaenenme. C 14.06.2021 . no 18.06.2021 r. pebeHOK Ha-
xoamnca B otaeneHmmn Hesponoruun ArKb um LH. Cne-
PaHCKOro ¢ guarHosom: MocnencTena nepmHaTanbHoOro
nopaxenus LUHC. Cunapom aBMraTenbHbIX HAPYLIEHWN.
3agepka MOTOPHOro pa3BuTuA. [locne BbINUCKK
19.06.2021T. goma y pebeHKa BNepBble 0TMeYanacb pBo-
Ta C afol KPoBbto, B CBA3M € uem no CMI gocTaBneHa B
npuemHoe otaeneHne MArKb.

Mpw nocTynneHun AnuHa tena 71 cm, macca tena 8,16
Kr, UMT 16,1 kr/kB.M. COoCTOAAHME CpefiHen TaxecTu. MNpu
ocmoTpe YA 25/muH, YCC 112 ya/muH. Koxa — 6nefHas,
umncTas oT BbICbINaHMM. iIMeeTcs CKNOHHOCTb K 3anopam,
nocneaHui pas 17.06., au3ypun Het. Co CNOB MaTepw, pe-
6EeHOK NepeBOpPAUNBAETCSA CO CMUHbI HA XMBOT, rONOBY
yoepXuBaerT. Jlexa Ha XMBOTe, yNMPAETCA Ha BbITAHYTbIe
PYKU, HA YETBEPEHbKN He BCTAET, HE NON3AET, MOCAXKEH-
Has He cuauT. B remorpamme runepxpomHas Makpowuu-
TapHasi aHemus Nerkon cTeneHn TaxecTn (remorno6uH
94 r/n, 3pUTPOLMUTDI 2,48 MITH/MKN), aHN30LMTO3.

Mo AaHHbIM YNbTPA3BYKOBOrO WCCNef0BaHUsA opra-
HOB 6pIOWHON nonocTy oT 19.06.2021 r. — yBenuyeHune
NIMHEHbIX PAa3MEPOB NeyeHn 1 ceneseHku, andQy3sHole
M3MEHEHUS! CTEHKM XENUHOro MNy3bips, BbIPAXEHHblE
ANHAMUYECKUEe HapylleHus KulweuHuka. Mo pesynbra-
TaMm HellpocoHorpadun — ymepeHHble pacwperus 60-
KOBbIX XeNyA0UYKOB 1 NOA0BON0UEUHBIX MPOCTPAHCTB.

20.06.2021 r. 6bina npoBefeHa 33ocharoracTpoayo-
AeHOCKONWs, No pe3ynsTaTamM KOTOPOW BbisiBNEH ayoae-
HUT U ANCTaNbHbIN pedniokc-330¢haruT, UCTOUHMKOB W
MPU3HAKOB COCTOABLUErOCS KPOBOTEUEHMA He 0BHapy-
XeHo. B remorpamme cHuxeHve remorno6uHa go 81r/n,
3pUTPOLUTOB [0 2,11 MAH/MKN; BUTaMUH B12 — 36 nr/mn.
Take npoBefeH aHanu3 Kana Ha CKpbITY KpOBb, pe-
3yNbTaT OTPULATENbHDbIA.

21.06.2021 r. HauaTa Tepanus npenaparamy BUTaMu-
Ha B12 1 honneBoi KNCNOTbI, @ TAaKXEe Ha3HauYeHbl 330-
Menpason B/B, HATpMsA xnopua B/B, anrenapaT+MarHus
TMAPOKCUA, LOMNEPULOH.

22.06.2021 . N0 AAHHbIM PEHTIEHOCKOMNUK N peHTre-
Horpadum xenyaka u ABEHAALATUNEPCTHON KUIWKK C
KOHTpacTMpoBaHmem: facTpo3sodareanbHbll nponanc.
Kackag xenyaka. Mo pesynbTaTam 3neKkTpo3aHuedano-
rpacuu NaTonorui He BbISIBEHO.

B remorpamme ot 23.06.2021 r. 0TMEYanocb CHuxe-
Hue remorno6uHa — 78 r/n, uncna 3puTpouuToB Ao 1,99
MAH/MKN. COXpaHANCA MAaKPOLMTO3 3pUTPOLUTOB, aHN-
30UMTO3. KNMHMYECKME U MHCTPYMEHTAlbHblE JaHHble
3a aKTWBHOE KPOBOTEYEHMe OTCYTCTBOBANW, NOKasa-
Tenu remognHamukn 6oinn ctabunbHbie —YCC 118-120
B MWH. Takum 06pa3om, reHe3 aHemumn y pebeHka, Be-
posTHee BCero, CMELAHHOro XxapakTepa — nocTre-
mMopparnueckas u 3a cuet gedmumta BuTammHa B12. B
CBAA3W C OTCYTCTBMEM MPU3HAKOB CepAeUYHO-NIerouHon
JEKOMMeHcauun n Npoao/mMKaLLEero KPoOBOTeUeHUs, OT
3KCTPEHHON remoTpaHcy3nm 6bI10 pelweHo BO3aep-
xarbca.

24.06.2021 ., yunTbiBaA COCTOAHUE pebeHKa u OT-
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Ka3 OT mpuema nuim yepes poT, 6biNl NMOCTABNEH Ha-
30racTpanbHblii 30HA, COrNAcHO PEKOMEHAALun Bpa-
ua-gueTonora. Take K NPOBOAMMOI Tepanuu peLieHo
[06aBUTb Mpenaparbl Xenesa napeHTepanbHo Ha oc-
HOBAHMM aHAMN3a CbIBOPOTOUHOrO Xene3a Kposu — 5,0
MKMONb/ 1.

Ha hoHe npoBeeHHON Tepanuu cOCTOAHNE pebeHKa
YNyulWKUNoCh, eBOYKA CTana akTUBHA, 601U B XKUBOTE
W AUCNencuYeckme ABNEHWA OTCYTCTBOBANW, anneTuT
ynyylwunca, a CcTyn Hopmanu3oBanca. B remorpam-
me: remorno6uH 99,0 r/n, 3pUTPOLMUTLI 2,97 MIH/MKA,
cpefHun o6bem 3puTpounTa 13,1 don. 01.07.2021 r. na-
LMeHTKa BbiNUCaHA W3 CTallMoHapa Noa ambynaTopHoe
HabnaeHWe, Ha30racTpanbHblii 30HA CHAT. [leBouke
TpebyeTca HabnogeHwe Bpauven — neauaTpa, racTpo-
JHTepornora, reMmaTonora, AWeTonora U Heeponora ans
JanbHellero neyeHnsa U npotunakTUKL BO3MOXHbIX
OCMIOXHEHMWIA.

Ha OCHOBaHUM [aHHbIX aHaMHe3a, 0OCMOTpPa, na-
60pPaTOPHO-MHCTPYMEHTANbHbIX WUCCNeA0BaHUN  6bin
nocTaBneH AuarHo3: [lacTpo3zodareanbHbin  pe-
ntoKc ¢ 330charutom. Kackag xenyaka. AHemus BuTa-
MUH-B12-gechmunTHas, xenesogeduuutHas aHemus 1
cteneHn. AucdyHkums renatobunmapHoro Tpakra. Mo-
CNeACcTBUA MepUHATANIbHOTO TUMNOKCUYECKU-ULIemMuye-
Koro nopaxeHus LHC, 3agepxKa TeMnoB nNcuxomoTop-
HOr0 pa3BUTUA.

3aknioueHue. y JeTeil TPyAHOro Bo3pacTa 4acTo
BCTPEYAIOTCA COMETaHWUs BPOXAEHHbIX W MPUOBpPeTeH-
HbIX 3a00NeBaHWUMN, [AHHbIM KAMHWUYECKUM Clyyaem
NPOLEMOHCTPUPOBAHO, KaK AeduUMT BUTaMMHA B12
YXYALWAET TEUEHNE MOPAKEHNA KENYAOUHO-KNLIEYHOTO
TpakTa, 06YCNOBNEHHOrO peKOM aHOMaNuemn ero CTpo-
eHus. PebeHKy NOKa3aHO NPOAOMKEHNE Tepannm LInaH-
K06anammMHOM, a TaKXXe PEKOMEeHA0BAHO 06CnefoBaHmne
pOANTENen AeBOYKM, TaK KaK B12-geduuntHas aHemus
MOXeT MMeTb HACNeACTBEHHbI XxapakTep. [Momumo
3TOr0, XOUETCAA OTMETWUTb, UTO PAHHAA AMATHOCTMKA U
neyeHne ractpo3ssodareanbHon pedniokCHON 6ones-
HU NO3BONAT U36EXATb TAKNX FPO3HbIX OCNOXHEHMN,
KaK CTPUKTYPbl MULLEBOAA, Nepu33odaruTt v nNuwesos
bappeTTa, ABNALWMICS (HOHOBbIM 3a60MeBaHUEM [Ns
pa3BMTMSA aleHOKAPLMHOMbI MULLEBOAA.



KNWHWYECKNI CNYYAI NO3HEN
®OPMbI FEMOPPAMMYECKOIl BONE3HI
HOBOPOXXEHHOIO
Xynaposa K.M.

HayuHbili pykoeodumenb: K. M. H., doyeHm JlapuHa J1.E.

Kathenpa nponeaeBTuky feTckux 6onesHen Nd
OrAQY BO PHUMY nm. HN. Muporosa
MuH3npaBa Poccuu

femopparunyeckast 601€3Hb HOBOPOXAEHHbIX (BUTa-
MWUH K-3aBMCMMbIA remopparuyeckuii CMHAPOM) — 3TO
BPOXJEHHOE uNnu npuobpeTEHHOe 3aboneBaHue, Ko-
TOpOe NpOABASAETCS MOBbILEHHON KPOBOTOUNBOCTbIO
BCNEACTBNE HeJOCTAaTOYHOCTM (DAaKTOPOB CBEPTbIBAHMUS
(11, VI, IX, X), aKTUBHOCTb KOTOPbIX 3aBUCUT OT BUTaMU-
Ha K. Bronoruyeckas ponb BuTammnHa K 3aknouaercs B
TOM, UTO, IBNAACH KOPEPMEHTOM Y-TNyTaMuUnKkapbokcu-
nasbl, OH y4acTBYeT B peakumu y-KapbokcmnupoBaHus
B coCcTaBe (DAaKTOPOB CBEPTbIBaHMA KpoBu: aktop I
(npoTtpom6uH), dakTop VII (npokoHBepTuH), thaktop IX
(@aHTuremodmnbHbIn rnobynuH B), aktop X (dhaktop
CrioapTa-Npayapa), a Takxe B aHTUnpoTeasax C u S
Mnnasmbl, KOTOPble UrPaOT BAXHYIO PONib aHTUCBEPTbI-
BatoLLel cucteme. CUMNTOMbI NO3AHeN hopmbl 3abone-
BaHWA NOSABNAIOTCA B NepuoA ¢ 8-ro AHA 40 6 MeC Xun3-
HU valle y Tex AeTen, KOTOPble HAXOAATCA HA FPYAHOM
BCKapMNIMBAHWUK W HE MOAYYMAN NPOQPUIAKTUKY BUTA-
MUHOM K nocne poxaeHus. be3 npodunakTuku yactota
No3JHeNn remopparnyeckon 60ne3Hn HOBOPOXAEHHbIX
(I'pBH) coctaBnseT 4,4-7,2 Ha 100 000 HOBOPOXAEHHbIX.

KnuHuueckuin cnyyan. [esouka M., 1 mecsu,
08.01.2022 r. p., HaxoguTcA Ha neyexnun B MACKDG A3M r.
Mocksbl € 11. 02.2022 I. N0 HacTosLLee Bpems.

Anamnesis vitae: pe6eHoK OT 7-l 6epeMeHHOCTH,
poAbl 3-U CBOeBpeMeHHble camocToATeflbHble Ha 39
Heflene rectauuu. OLueHKa no wkane Anrap — 8/9 6an-
nos. Macca tena 3500 r, pocT 52 CM, OKPYXXHOCTb ro/o-
Bbl — 35 CM, rpyan — 34 cMm. HeoHaTanbHbIn CKPUHUHT
B3AT, NPUBUBKW CLENAHbI.

Anamnesis morbi: 10.02.22 pe6eHok 6biN Ha Npuéme y
neauartpa, Npy TPAHCKYTaHHOM U3MepeHun 6unupyou-
Ha — 270 mkmonb/n (N = 8,5-20,5 MKmonb/n), 6bin0 pe-
KOMEH/J0BaHO fonauBaHue pebEHKA rMOKO30M. [loMa,
nocne BbiNnauBaHus, pebEHOK Hauan cpbirueatb. Mocne
22 yacoB Beuyepa TOr0 Xe [AHS CTana BANOW, BCO HOUb
6bina 6ecnokoiiHa. Mocne KOpMAEHUs Tpyablo — Cpbl-
rusana. O4HOKpPATHO oTMeyanacb runotepmus 34,5° C.
11.02.22 B 18:00 6bina Bbi3BaHa CMI, pe6EHOK 6bin ro-
CNMTanu3npoBaH B MOCKOBCKYI AETCKYK FOPOACKYH
KNIMHNUYECKY0 6ONbHULY, B OTAENEeHWe peaHumaLun un
WHTEHCUBHOWN TepPanuu Ans HOBOPOXAEHHbIX.

06DbEKTMBHbIN CTATYC: 06Liee COCTOAHUE TAXENoe,
UBET KOXHbIX MOKPOBOB — CYyBUKTEPUUHBIA, Typrop
CHUXeH. BonblLOW POLHUUOK 2X2 CM, MATKUHA, He Bbl6Y-
Xaer.

B 06Lem aHann3e KPOBM MOCTreMOpparmyeckas aHe-
musilctenenntaxectn(HGB — 91r/n,RBC — 2,69*102/n),
Tpom6ouuThl — 415*10°/n, 06WMIl 06BEM TPOMOOLUTOB

B KpoBu (Tpom6okpuT, PCT) — 0,36% . B Koarynorpam-
Me OTMeuaeTca OTcyTcTBMe Koarynauuum (AYTB — 0,0
C, NPOTPOMOUHOBbINA MHAEKC — 0%, MHO 0). B 61oxu-
MUYECKOM aHanu3e KpoBW runepounupybuHemms 3a
cuéT Henpamon dpakuumn (06wuin Gunnnpybun — 280,1
MKMOSb/N, Henpamon — 243,24 mkmonb/n), CPB — 13,8
mr/n. Mpamaa u Henpamasa npoba Kym6ca — oTpuua-
TefbHble. lnarHocTMpoBaHa BuTamuH K-3asucumas Ko-
arynonarus.

3KCTPEHHO 6bin BBEAEH KOHLEHTPAT MPOTPOMOBUHO-
BOro Komnnekca (oktannekc) 100 ME Ha Kr, MeHaAMOHa
HaTpua 6UCYNbMUT &4 Mr.

Mocne BBeAeHUA KOHLEHTpaTa I'IpOTpOM6I/IHOBOFO
KOMMN/ieKkCa, Koarynorpamma HopMmanm3oBanachb.

12.02.2022 6bina  OCMOTPEHA  BPaYOM-HEMPOXK-
pyprom: COCTOSIHWE TAXenoe, KOXHble MOKPOBbl MK-
TepuuHble (TMMOHHOrO OTTeHKa) Ha 6negHoM (hoHe,
npoxnajHble KOHeYHOCTU, TYProp CHUXEH, ypOBEeHb CO-
3HAHNA — Me[JMKaMeHTO3Has cefauns Ha QoHe uHGy-
3um mugasonama 0,18 mr/kr/uac, Ha 0CMOTp pearupo-
Bana eIMHNYHbIMU IBMKEHUAMUN B KOHEYHOCTAX, rnasa
He OTKpbiBana. MnotoHus, runopednekcns. bonblwon
POAHMYOK 3X3 CM, Bbibyxan, NynbcupoBan. OKpPYXHOCTb
rofioBbl — 37 CM.

CoCTOosiHWe OpraHoB AbIXaHWs: pebEHOoK CToHan, oT-
Meuanocb BTSXEHNe noapebepuii Ha BAOXe. YUMTbiBas
ABneHne [JH 1 BbipaKeHHY0 paboTy AbIxaHWs, pebeHOK
ObIN UHTYONPOBAH.

CocTosiHme CCC: All 114/72 mm. pT. cT., YCC: 144/ MuH.
Mpu npoBefieHMK NOMBANLHON NYHKLMUM NOMYYEeHa
KpPOBb B NMKBOpPE. IKCTPEHHO 6bin0 npoBeaeHo MPT
Bcex otaenos UHC ¢ koHCcTpacTupoBaHmem, MP-AT.

MPT TM c KoHTpacTupoBaHuem oT 13.02.2022 —
MP-kapTHa MacCUBHOro Cy6apaxHoMAANnbHOro Kpo-
BOM3NUAHUA MPOCTPAHCTBA 06omx nonywapun M Ha
BCceM npoTsxeHumn (6onbue cneea) ¢ GopmnupoBaHnem
KPYMHbIX Cy6AypanbHbIX reMaTom cneBa B 6a3anbHbIX
OTAENax BUCOYHOW M 3aTblNOYHOU Aoneil, Ancdy3HOro
LMTOTOKCMYECKOTrO OTEKa KOpbl NeBoro nonywapusa MM,
KOpbl NpaBor N06HON AoNK U hparMmeHTa Kopbl NpaBon
TEMEHHOW LONW, KOCBEHHbIE MPU3HAKN reHepanu30BaH-
HOro Basocnasma. YunTbiBas OTCYTCTBME CMeLLeHNS
CPEANHHbIX CTPYKTYP, MOKA3aHWM K XMPYpPruueckomy
NIeYEHMI0 HA MOMEHT 0CMOTPa He 6bIn0. Bbina HasHave-
Ha NPOTMBOOTEYHASA Tepanusa B BO3PACTHOW J03UPOBKE.

MPT cnuHHoro mo3sra o1 13.02.2022 — MP-KapTuHa
CKOMMIeHNs remopparnyeckoro COAepXMMoro B 3Mu-
AypanbHOM MPOCTPAHCTBE C3aAM Ha ypoBHe oT Th3 go
Kpectuosoro otaena. Cnepean ot L2 go L5 —a3nuay-
panbHas remaToma 4o 3 MM TOMLLUHON.

TpaHcKpaHuanbHas aonnneporpacwus oT
14.02.2022 — oTMeYanocb NoBbIWEHNEe NMUKOBbIX CUCTO-
NINYECKNX CKOPOCTEN B CpefHeil MO3roBOM apTepun U
nepefHeii MO3roBoli apTepun ¢ 06enx cTopoH. OTmeua-
Nacb reMofiMHAMNUYeCcKas MexnonylapHas accumeTpus
KPOBOTOKA M0 KAapoTMAHbIM 6acceilHaM CpeaHel Mo3ro-
Boit apTepun 10 19% (N — 15%), 3aaHet MO3roBoil apTe-
pun 10 40% (N — 20%).
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Y pe6EéHKa YCTAaHOBNEH OKOHYATENbHbI AUArHO3:
remopparumueckasi 60n1e3Hb HOBOPOX/AEHHbIX MO3AHEN
thopmbl. CybapaxHonganbHoe kposousnusHue. Liepe-
6panbHbIA Ba30Cnasm.

Takum 06pa3om, NPUBEAEHHOE Bbille ONUCaHKUE Na-
LMeHTa AEMOHCTPUPYET, K KaKNM TSHKeNbIM NOCNeACTBU-
IM MOXET NPMBECTN NO3AHANA POopMa remopparnyeckon
60Nn€e3HN HOBOPOXAEHHOTO. TPYAHOCTb 3aK/NIOYAETCA B
TOM, UTO He BCeraa MMeeTCst KApTUHA KPOBOU3NUAHMA 1
AaXKe Npy NepBoHaYanbHOM OTCYTCTBMU NPU3HAKOB Ha-
pyweHus UHC, oHu MOTyT NposBUTHLCSA B AaNbHENLIEM.,
Mo3ToMy Heo6xoA4MMa HACTOPOXEHHOCTb NeanaTpoB
npu BefEHUN NauMeHTa C remopparnyeckon 60ne3HbLo
HOBOPOXAEHHbIX.
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