dPenepanbHoe rocyaapcTtBeHHoe OLOMKeTHOe obpa3oBaTenibHOe y4ypexaeHue BbICLUero
obpasoBaHuA «[JOHEeLKUM rocyaapCcTBeHHbIN MeAULUHCKMUA YHUBepcuTeT nm. M.
Nopbkoro» MuHucrepcrTBa 3apaBooxpaHeHus Poccunckon depepaumm !
Kacdeppa neguatpun Ne 3
dPenepanbHoe rocyaapcTBeHHoe OromkeTHoe yuypexaeHne «MHCTUTYT HEOTNOXHOMN U
BoccTaHOBUTenbHOU xupyprum umeHu B.K. N'ycaka" MuHucrtepcTtBa 3apaBooxpaHeHuUs
Poccunckon ®epepaumm 2

Kapauomuonarua ¢ HapyweHuMeM putMma m
NPOBOAMMOCTM cepaua y pebeHka c
CUCTEeMHOM KonnareHonaruem  MmblillevyHoMm
aucTpodmen: KNMHUNYECKNM cnyvyam

AOy6oBasa A.B.!, KameHeBa [0.B.!
KoHoB B.I".2, CbicoeBa H.J1.2




» Cpegn  MOHOreHHblX 6one3Hen  CcoeAVHUTENIbHOWM  TKaHu
Hanbonee pacnpocTtpaHeH B MoNynauMn CUHAPOM 2nepca-

Hanno (C34) - 1:5000. B cBsi3M C MYNbTUCUCTEMHOCTbIO
KIIMHNYECKON CUMMMNTOMATUKMU NauueHTbl C 3TUM 3aboneBaHuem
nonagaroT noa HabnwageHne Bpayeun Pa3/INYHbIX

cneunanbHOCTEN:  MeanaTpoB, TEHETUKOB, KapAWOoJIoros,
opTOMeaoB, HEBPOJIOrOB U Ap.

® 3TO TreTeporeHHas rpynna HacneacTBEHHbIX 3abosieBaHUK
oeauHUTENbHOW TKaHu, o6bycnoBseHHas JAedeKToOM CUHTEe3a
UNN CTPYKTYPbl KOJ/IJ1areHa n BHEKJIETOYHOro MaTpukca.

= KnoueBble NPU3HAKN: rmnepMobunIbHOCTb CYCTaBOB,
rMNepa3nacTMYHOCTb U XPYNKOCTb KOXW, aHOMaNUnN 3a>XMBEHUS
paH, CUCTEMHbIE NposiBIEHUS (cepaevyHo-cocyancTblie,
racTPO3HTEPOJSIOrMYECKNE, HEBPOJIOTUYECKUE).

» [lIndppyetca no knaccndpunkaumm MKb-10 kak Q79.6.

Malfait F. et al. The 2017 international classification of the Ehlers-Danlos
syndromes. Am J Med Genet C Semin Med Genet. 2017.



[MepBoe onncaHne C3/[ npeacraBuil pycckum spad AHapen YepHoryboB Ha
3acefaHnn MoCKOBCKOIro BEHEpPO/I0rnMyeckoro n gepMaTosiormyeckoro obuiecrtsa
B 1892 r. OH onucan AByx nauneHToB C NoBbllLeHHOW MOOUTIBHOCTLIO KPYMHbIX
CyCTaBOB.

B 1901 r. aatckmt gepmaTtonsior 2a8apa Jlaypuu Dnepc onybamkosan onncaHme
nauneHTa co cnabbiMm cyctaBamMm U rmnepasiaCTUHHOCTbIO KOXU U C
NnpeapacnosioXXeHHOCTbIO K 06pa3oBaHMIO reMaToM.

CeMb ieT cnycTtsa @paHuy3ckum Bpad AHpun-AnekcaHap [aHno npeacrasun
NaumeHTa C COCYaUCTbIM MOpaeHNeM KOXM Ha NNOKTAX U KOJTIEHSAX.

o34Hee NoABNANNCE OTAENIbHble ONMcaHnd aTtoro cnHapoma n B CLUA, n B
AHrnun, n B 1936 r. aHrnnnckum gepmatonor ®peanepuk lNapkep Bebep
o06beanHmn Bce noaobHble KNNMHUYecKne cnydam (rmnepanacTMyHoOCTb U
XPYNKOCTb KOXW, rMnepmMobunbHOCTb cyctaBoB). OH Ha3Ban HoBoe 3aboneBaHue
«CUMHAPOMOM Dniepca — [aHo».

B 1972 r. 6611 06Hapy>XeH nepBbiv MONEKYASApPHbIN AedeKT KosareHa npu C2/.

B 1997 r. akcnepTbl paspabotanu n NnpuHANmM Knaccmpukaumo, B KOTopoun 6b1s10
BblaesieHo 6 Tmnos C3/]: KfiaccnMyeckmnm Tun, rmnepmModbusibHbIN TUM, COCYANCTbIN
TUN, KNPOCKOIMOTUYECKNUN TUM, apTpoxanasus, AepMmaTtocnapakcuc.



Knuanuuyeckasi kjaaccuduxkanuss cuHapoma Jdaepca-/lannmo 2017 roaa
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Kiraccuueckuii TUIL, ay TOCOMHO-JIOMMHaAHTHOE HacliejgoBanue, OMIM 130000
Kiaccuuyecku-110J00HBIN THUII, ay TOCOMHO-pelleccuBHOE HacleJoBanue, OMIM 600985
KitartaHHO-CepJIeYHBIN THUIL, Ay TOCOMHO-pEIlecCUuBHOE HacliejjoBanue. OMIM 225320
CocyucThIM THUIL, ay TOCOMHO-JIOMHUHaAHTHOE HacJliejqoBanue, OMIM 130050

I nirtepMOOMIBHBIN THUII, a8y TOCOMHO-JOMMUHaAHTHOE HacliegoBanue, OMIM 130020
ApTpoxalla3zuHBIN TUIL, ay TOCOMHO-/IOMUHaAHTHOE HacliegoBanue, OMIM 130060
JlepMmarocriapakCUCHBIN TUIL, ay TOCOMHO-peIlleccCUuBHOE HacliegoBanue, OMIM 225410
KudockonmorTudecKuii TUII, ay TOCOMHO-peEIlecCCUBHOE HaclepoBanue, OMIM 225400

Cu”HJIpoM XPYIIKOUW POTrOBHUIILI, ay TOCOMHO-pPEIleCCUBHOE HaclieqoBanue, OMIM
229200

CrnoH IO JUCIUIAaCTUYIECCKUNM TUIL, ay TOCOMHO-pEIlecCCUBHOE Haclegoanue, OMIM
612350

MBIIIEYHO-KOHTPAKTY PHBIN THUII, ayTOCOMHO-pPEIleCCUBHOE HaclieaoBanue, OMIM
615539

MuornnarudecKMi THUIL, ay TOCOMHO-/JIOMMHaHTHOE HaclegoBanue, OMIM 616471

IlepuojonraiabHBIN (3yOHOM) TUIL, ay TOCOMHO-JIOMHWHaAHTHOE HaclejoBanue, OMIM
130080

A W \



KnnHnuyeckue nposasnenva CoO/

» XapakTepHblMX Mpu3HakamMnm AN BceX TWUMOB  3aborneBaHusi  ABMASAIOTCS:
rMNeppacTsKUMOCTb  KOXUW; Hanuyue cdepyn nog  KOXen; rMnepMobunbHOCTb

CyCTaBOB; PAHNUMOCTb coeaANHUTENbHOTKAHHbIX CTPYKTYP; noBbILLEHHasA
KPOBOTOYMBOCTb. KnuHu4yeckne nposiBneHns 3aboneBaHUs 3aBUCAT OT Tuna

cuHgpoma.
Knaccuyecknn tun MNEPPaCcTIKUMOCTb KOXW; LLUMPOKME aTpoduyeckme pyoubl; NoBbILLEHHAs
MOOUIIBHOCTL  CYCTaBHOWM  CUCTEMbI;  poOBHasl, OapxaTHas  KoOXa,

KUCTOOOpasHble Y3nbl Noa KOXeW; OKpyrrble HOBOOOpa3oBaHUS Mo KOXEW;
Npu3Haknm pas3bonTaHHOCTM  CYyCTaBOB; YMIOLLUEHWEe CBOAOB  CTOMbI;
MUOTMYECKas criabocTb, OTCTaBaHME NPOrpeccupoBaHns KPYMHOW MOTOPUKU;
remMaTtomMbl NMPY MUHUMAarbHOM BO3OEWCTBUM; TPbiXM AuadparmMbl; cnabocTtb
MbILLL, TA30BOro AHa.

COCWJ,VICTbIVI Tnn aKporepus (,El,ereHepaTl/lBHble M3IMEHEHUA KOXHbIX TMOKPOBOB PYK WU HOI'),
noBblILLEHHAA MOABWMXHOCTb B MEJIKUX CyCTaBaX, pPa3pblBbl MANKUX TKaHEWN
OMNMOpHO-ABUTATESIbHOIO arinapara, KOCOJ1alnoCTb, BapWMKO3HaAA Auiataund
BEH B MOJIOOAOM BO3pacTte, aprtepno-B€HO3HOE KapOoTUnAHO-KaBEPHO3HOE
COoyCTbe, NMHEBMO- U NMHEBMOIeMoTopaKkc, Heaopa3BnTune AeceHr.



[MNepMoOUNBbHLIA TUM

Kudpockonmotmnyecknm tun

ApTpoxanasunHbln TUM

[lepmaTtocnapakCUCHbIN TUN

nepepacTaXmMoCTb KOXHU, NOBTOpAOLWNECA ONCITOKaUunn CyCTaBOB, peryndpHblie
apTparirmyeckmne n Mmmasirn4eCkme rnpodaBrieHunA.

XapaKTepU3yeTCs CEPbE3HbIM CHWMXKEHMEM TOHyca Mbllll B  nepuoa
HOBOPOXOEHHOCTN, BPOXOAEHHBLIM CKOSIMO30M, YCYryonsawwmmca C TEYEHUEM
BPEMEHN, UCTOHYEHWEM CKMNep W pas3pbiBOM rfas3a, HapylleHWeM CTPOEHUd
KOXHbIX MOKPOBOB, MPUBOASALLNM K 06pa3oBaHU0 CTPUK, CUHAKaAMK, paspbiBaMu
cocynoB, MapdaHOMOHOW BHELIHOCTbLIO, pOroBuLen He4oCTaTOMHOro gMamMeTpa,
HapyLleHnsaMm QopMNpoBaHNS KOCTEN, BbIABAAEeMbIMA MNPU  NpoBeaeHUU
peHTreHorpaum.

Tshkenas obwas pasdonTaHHOCTbL CyCTaBHOIO annapaTta ¢ MHOXECTBEHHbLIMU
noaBbIBMXaMK; AnCriokauuns TasobeapeHHOro CoUNeHEHUs, BbIABNSAOLLASCS C
0b6enx CTOPOH eLLe B Nepnog HOBOPOXAEHHOCTU; rTMNepaniacTUYHOCTb KOXMU;
cnabocTb TKaHeW; obpasoBaHUe CTPUN, KPOBOTEHYEHMI MPU MUHUMATbHOM
BO34ENCTBMN; MblLLEYHAsI TMNOTOHUS; CHUXKEHNE MUHEPANbHOM MNOTHOCTU
KOCTEWN; UCKPMBNEHNE NO3BOHOYHMKA.

3HaunTenbHas aTpodus Koxm, oTBUCLLAas, N3bbITOYHAs KoXa, pa3MmsardeHne
OEPMbI, NErko BO3HNKaKLLME KPOBOTEYEHUA, ICTMUKOLIEPBUKASIbHAS
HEeOOCTaTOYHOCTb NPy BepeMEHHOCTN, DOMbLUNE FPLIKN.



KnnHuyeckumn cnyvyam KapagmomMmonaTtum ¢ HapyLleHuem
pUTMa 1 NpoBOAMMOCTU cepaua y pedbeHKa ¢ CUCTEMHOM
KonnareHonaTtMem u Mbille4YHOU aucTpoduen

Xanob6bi

» PebeHok B., 14 neTt, noctynun B OTAeNleHne [OEeTCKOW Kapauosnormm wu
Kapanoxmpyprum ¢ »xanobamm Ha naoxXy MNepeHOCUMOCTb PU3NYECKUX
Harpy3oK, TMOBbIWEHHYD YTOMASEMOCTb, CnaboCTb, OAbIWKY MNpu
dun3nyecknx Harpyskax; rMoTeMHEeHMe B rNa3axX, [O0JIOBOKPYXeHune npu

eHe MOJIOXKEHUA Tena; 4acTyto roJloBHy 601b.

HaMHe3 3aboneBaHus

®» pebeHOK C BPOXOEHHOW MbILLIEYHON AUCTpOodMeEN Yrbpuxa, CUHOPOMOM Jnepca-
[danno, tvn aprtpoxanasuvu, 2, exerogHo HabniogaeTca Kapauonorom no MecCTy
XUTENbCTBA.

» BecHoun 2025 roga npu nNpoxoxgeHnn megocmoTpa Obinn BbIABIEHbI NU3BMEHEHUS Ha
OKI™:

» OKI (25.05.2025): OKI: cunycoBbin putm ¢ UYCC 46, yron a+97. OTKNoHeHune
areKkTpuyeckom ocu cepaua snpaso. CuHycosasi bpagnkapaus.

» Kapauoriorom no MEecTy XUTenbcTBa pekomeHaoBaHo nposeaeHne IxoKr, XM-OKT.



M-IKI™ (27.05.2025): 3a Bpema HabnogeHunsa cpegHas YUCC gHem 101 ya/MuH, HOYbO 63
ya/MuH. MnHumansHaa HYCC 39 yao/muH Bo cHe. MakcumanbHag YCC npu ®H 180/BHe PH
150 vya/mMmH (cybmakcumanbHaa YCC pgocturHyta 87% (>80%)). B  TeyeHwue
MOHUTOPUPOBaHNA Habnogancs CUHYCOBLIM PUTM CO cpedHen yactoton 86 ya/muH (ot 43
0o 182). BbipaxeHHaa Opaaukapoua B oTAesibHble MOMeHTbl BpemeHun ¢ YCC 39
ypapoB B MuHyTy. UCC B TeyeHMe CyTOK B rpegernax BO3PacTHOM HOPMBbI.
3aperncrtpupoBsaHa TpaH3nTopHaa AB-6nokaga 1 cteneHu ¢ PQ-uHTepBanom go 210 mc
B TeyeHue 44. 33 MUH. 3aperucTtpupoBaHa xernyaovykoBasi IKTonnyeckass akTMUBHOCTD,
HexapakTepHasa AnA 3400pPOBbIX NUuU, B BUAe OAMHOYHbLIX U MapHbIX 3KCTPacucTosn B
cpeoHemMm KonuyectBe 13 B 4Yac M HeycTtoMuuBasti MOHOMoOpdHaA xenyaodkoBasi
Taxukapama (1 anum3ona) ¢ YCC po 124 ya/MMH W  AnNUTenbHOCTLHO 3 C.
aperMcTpupoBaHa eauvHu4YHas HaoKernyoodykoBasi 9KTOMMYeckasi akTUBHOCTb B Buae
OLAMHOYHOW 3KCTPAaCUTOSbl B CpeaHEM KonmnyecTtse 1 B Yac 1 KOMMeKCbl C TaXu3aBUCUMOM
BHYTpMXernyagovykoBoun 6rnokagom (4 anusopa). 3apernctpmpoBsaH 1 anusod KoMmbuHaumm
XEenyoodkoBbIX W HaoKenydoykoBbIX 3dkcTpacuctosn. Nwemwundeckume uameHeHus ST-T He
3aperncrpupoBaHbl. CpegHun koppurmpoBaHHbin QT nHTepBan 3a cytkn 426 mc (ot 328 o
578 mc), QT-uHtepBan Ha MmuHumansHon YCC (39ya/mMuH) — 448 mc. 3aperncTtpmpoBaHoO
yannHeHue koppuriposaHHoro QT-mHTepBana ot 450 go 578 Mc B TedeHume 1 4. 35 MUH.
QT-anHamuka B npeaesnax HopmMarnbHbIX 3HaYEHUMN.




Cuuycosbiii purm, Heycroituusbiii Moomopdubiii eiry04ukosblii pury (26 maii 19:35:31)
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[pumep apurvun ¢ YCC 124 y/mun.
Beero: 1 (menee 1 B yac). Juem: 1 (menee 1 B vac). Houbio: Her.




» IxoKIT (28.05.2025): Tlporm6 (3,2 MM) nepegHeEW CTBOPKA MUTparibHOro knanaHa. MuHumarnbHas
peryprutauns Ha TpukycnnganbHOM U MUTPanbHOM KranaHax (dyHkd.). CokpaTMMOCTb MMoKapZa feBoro
Xenygodyka ygoosrietBoputenbHas. [aeBrneHne B nerovyHon aprtepum 16 MM pT.CT. [OononHUTEnbHas
nornepeyHasa Tpabekyna B NOsIOCTU F1EBOrO Xenyaodka, B 0651acTn BEpXyLLKN.

» Ocmomp kapdouoJsio2a no M/ (10.07.2025): Al — 100/70 mm pt.cT. UCC — 110-100 ya/muH, nexa — 68-58
yao/muH, Y — 20/muH, SpO2 — 99%. XXanobbl Ha nNMAOXyH MNEPEHOCUMOCTb (UINYECKNX HAarpys3okK,
MNOBbILLEHHYO YTOMMNSIEMOCTb, CNaboCTb, OAbILWKY, NPU CMEHE MOSIOKEHUS Tena MNOoTEMHEHMEe B rfasax,
rofiloBokpyskeHune, ronosHasi 6onb. [powna: 3Kl cuHycoBbin putm YCC 46, yron a+97. OTKNOHEHUE
ANeKTpudeckon ocun cepaua BnpasBo. BepTukanbHas anekTpudeckad nosuvuma. CuHycoBas Opagukapaus.
. [IC MK, wmuH.peryprutauma Ha MK wun TK dyHky. CokpatutenbHass CcnocobHOCTb
yoopheTtBoputenoHasa, ®B 62%. CL JIA 16 mm pT.cT. [lononHuUTenbHaa nonepevHasl Tpabekyna B NosiocTu
(Bepxywka). XM-3OKTI: BblpaxkeHHas bpagukapaus B oTaesibHble MOMEHThI BpeMeHu. lpexoasauwaa AB-
bjlokaga 1 crteneHu. XenyoodkoBas SKcTpacuctonus 5 rpagaumm no Ryan, OAUMHOYHbIE Xeryaoo4yKoBble
cTpacuctonbl — 269/cyT., napHble >XenyoodkoBble MOHOMOpPMHble — 3/cyT. HamxkenyoodkoBad
kKcTpacuctonusa 31/cyT. HeyctonumBas MOHOMOpPpHas XenymodkoBas Taxukapous — 3c. Komnsekcobl C
HYTpWXKenyoodkoson brnokagon — 4. NweMnyecknx N3MeHeHMn He 3aperncTtpupoBaHo. TofiepaHTHOCTb K
arpyske Hmxe cpegHen. 3apernctpupoBaHo yanimHeHne QT-uHTepBana ot 450 go 578 mc B TeyeHue 1 4. 35
H. — 10% BpemeHu aHanusa/7% 3anucu.




» Ocmomp kapouosioca no m/x (10.07.2025). [dmarHo3: BtopuyHas
KapguommonaTtuma (142.8) c HapyweHnem putma cepaua: (147.2) sann
XKenyago4koBon HeycTOMYMBOWM MOHOMOPMHOU Taxukapguu, (149.3)
XenygodkoBasa akcTpacuctonma 5 rpagaumm no Ryan, (144.0)

npexogawaa AB-bnokaga 1 cteneHun, (145.4) npexogsias

BHYTpwXenygo4ykoBas Onokapa, (149.8) cuHycoBasi bpagmnaputMus.

(134.1) lponanc mutpanbHOro KnarnaHa | cteneHn ¢ MUHUMarbHOU

eryprutaumen. CH 0.

PekomeHOgoBaHO: o0bcrnegoBaHne B [OETCKOM Kapanosiorn4eCKkom
oTaeneHnn.



» AHAMHE3 XXU3HW: PebeHok ot Il bepemMeHHOCTH, npoTekaBwen Ha poHe aHeMUn
bepemeHHbIX. Pogbl |lI, cpodHble, naTonorndeckme, nytem kKecapeBa cedeHusi. Macca
Tena npu poxaeHun — 3960 r, OLLIA - 7/8 6.

» Y pebeHka rnocre poxaeHns natorornyeckass yctaHoBKa KUCTEN, cnabocTb CBSA304YHOIO
annaparta, nNOCKOBamnbryCHble CTOMbl, OrPaHW4YeH KIIOHYC CTOM, WCKPUBMEHNE
MO3BOHOYHMKA, CHUXXEH MbILLIEYHBIA TOHYC.

» C poxaeHus HabnogaeTcsa AETCKMM HEBPOMOroM Mo NMOBOAY BPOXOEHHOW CTPYKTYPHOM
MUuonaTum.

paHHEro Bo3pacTa OTMEe4YaeTcsi OTCTaBaHMe B CTaTO-MOTOPHOM pPasBUTUMK: FONOBY
Hayana gepxatb B 8 mecsLeB, cuaetb — B 1 rog 6 mecsueB, caMocTosiTeNnbHas xoabba
C ABYX NeT.

C 1 roga oTMeYaeTcs NPOrpeccupyoLLIMii CKONMo3.

B 2014 rogy KoHcynbTMpoBaHa B HoBocuMOMpckOM 00nacTHOM AMarHOCTUYECKOM
LeHTpe, AnarHo3: BpoxxgeHHast mmonatusi.

B 2015 rogy koHcynestupoBaHa B PHUMY um. H.H. lNuporoea (Mocksa): BpoxaeHHas
muonatunsa bernema (konnareHonatus). ObernegoBaHa B crieymanmn3npoBaHHOM MeONKO-
reHeTM4YeCKoOM LeHTpe Tr.XapbkoB: BpoxaoeHHasa wmuonatus, CUHOPOM  Ynbpuxa
(konnareH-6-accounMpoBaHHasa MmonaTus).



MPT nossoHo4Huka (02.02.2016): peskas
NEBOCTOPOHHAA CKOnmMoTnveckasi geopmauymsd
HWKHErPYO4HOro M NOSICHUYHOIO OTAENOB C
poTauuen no3BOHKOB. dusnonornyeckme narnosbl
LLIEMHOro W rpyaHoro otaenos crraeHbl. CnHHON
MO3r 6e3 naTonorunuw.

B CI16I TIMY BO 2-M XMpypruyeckomMm oTaereHnn
07.12.2016 BbINOSIHEHA OUCKIKTOMUSA,
BEHTparibHbIN cnoHaunoaes Ha yposHe Th12-L1-
L2-L3-L4. KpaHnocKkeneTHoe BbITS)XEHME.
27.12.2016 — koppekumsa n ctabunnsayms
no3goHo4Huka CDI. [lopcanbHbI cnoHaAnnoaes Ha
ypoBHe Th12-L5. CHATMEe KpaHnanbHOW CKOObI.

9.04.2018 — nepecTaHoBKa
METaNSIOKOHCTPYKUWN, OOMNOMNHUTENbHAA
KOppeKuma n ctabunmnsaumnsi no3BOHOYHMKA.
JlononHUTENbHbLIN NoKarbHbIM CNOHAMNOOES.
03.07.2024 — lNepemMoHTax CrvHarbHOW
KOHCTPYKLWKW, STanHaa KOPPEKLUMA CKOMOTNYECKON
aedopmaunm no3BOHOYHUKA, 3a0HAS
WHCTPYMeEHTanu3auns, KOCTHoOMIacTUYeCKnm
cnoHgunoaes.




®» 09.03.2023 KOHCynbTUpOBaHa B MeAUKO-TeHETUYECKOM OTAENIEHUN T.
HoBocunbupcka: MoHoreHHasa cumHapomanbsHas natonorus. CuHOpom
anepca-[anno, Tun apTpoxanasum, 2.

» 03.07.2025 koHcynbtMpoBaHa B [BY [OHP «PecnybnukaHcKkum
cneunanmanpoBaHHbIN LEeHTP MeOULNHCKOW reHEeTUKU n
npeHaTanbHOM  OWArHOCTUKUY. [1lpoBeneHo NONMHO3K30MHOE
cekBeHupoBaHue. [lo pesynstataMm wuUccnegoBaHUA  BbiSBEHA

Tauna B reHe COL1AZ2 B retepo3mMroTHOM COCTOAHUU, KOTOpasd

onncaHa Kak natoreHHas y nauueHToB ¢ CMHApPoMOM JAriepca-LaHno,

TN apTpoxanasuu, 2.

» JlnarHo3: CuHgpom Onepca-LaHno, tun aptpoxanasvu (lwugp no
MKB-10 — Q79.6). Tun HacnegoBaHUA ayTOCOMHO-AOMUHAHTHbIW.

» CeMeNHbIM _aHaMHe3: OTArOLIEH: Yy CTapllen CecTpbl — MuonaTus
Ynbpuxa.




OBBbEKTUBHbBIUN CTATYC

Bec — 57,4 kr (75-90), poct — 168 cm (75-90), okp.ron. — 57 cm (>97), okp.rp.kn. — 87 cm (75-90).
NMMT — 20.34.

» T - 36.6, YO — 18/mMuH, SpO2 — 96%, YUCC — 59/muH, Alnp.p. — 100/70 mm prt.cT., Adn.p. — 100/70
MM PT.CT.

» Ou3nyeckoe pasBUTUE Bblle cpepgHero. AcTeHuveckoro TenocnoxeHusi. CoctoaHne pebeHka
CpedHen CTeneHn TsSKecTn, OOycnoBneHO HapyweHuem puTMa W MNPOBOAUMMOCTM cepaua,
conyTcTBylowen natonornen. KoxkHble MoKpoBbl OObLIMHOW OKPacKW, 3f1IaCTUYHOCTb CHUKEHA,

«NanupoCHbIE» pPYyOLblI MNOCe He3HauuTenbHbIX TpaBM. BbipaxeHHass auddys3Has MblleyHas

rmnotoHud. lNonb3dyetca npuemamn [oBepca. eHepanu3oBaHHaa rMNEPMOOUNBHOCTL CYCTaBOB.

Y3k knctn. Hedopmaumnss rpyoo-nosiCHAYHOro oTtdena nNo3BOHOYHMKA. BopoHkoobpasHas

opMauus rpygHou knetkn. AHomarnbHas gepmatornudpuka kmcten. CaHganeBuagHas LIEnb.

A05b NO3BOHOYHMKA U crieBa B nogpebepHon obnactn nocneonepaumoHHble pyoubl. Qk3odTanbMm.

onybble ckrepbl. 3eB CMOKOEH. A3bIK BMaXHbIA, Yy KOPHA obnoxeH GenbiM Hanetom. Cnuanctble

po3oBble. JlumgaTmnyeckme yanbl, Menkue, 6e360Me3HEHHbIE. [bixaHne B nerkux BeE3UKyrsipHoe,
xpunoB Het. YU — 18/munH. SpO2 — 96%. [TlepKyTOpHO Hapg NErkKUMU — ACHbIM JIEFOYHOW 3BYK,

ayCKynbTaTUBHO BE3UKYNSpHOe [AbixaHue. [leAaTenbHOCTb cepaua  puTMUYHad, YyyalleHa B

BEPTUKANbHOM MOMOXEHUU, B TOPU3OHTANIbHOM MOSIOKEHUU — CKINOHHOCTb K Opagukapaun. HYCC

ctosa — 90-100 ya/muH, YCC nexa — 59-60 ya/muH. ToHbl cepaua rpomkue. B |, V T. BbicnyluMBaeTcs

MSATKUWA CUCTONMYECKUI Wym 6e3 30Hbl npoBegeHus. Adnp.p. — 100/70 mm ptet. Adn.p. — 100/70 mm

pT.CT. [[paHnLbl OTHOCUTENLHOW CepaAEYHON TYNOCTU BO3PaACTHbIE. XKUBOT MArKUN, GONE3HEHHbIN MPpU

nanbnaunnM B anuracTparnbHou obnactu. [leyeHb U cerneseHka He yBenuyeHbl. CTyn n guypes co

CINOB He HapyLueHbl. OTEKOB HET.




KJIMHNYECKUWE OBCNTIEAOBAHUA

KAnHuY.aHaAn3 kposu (04.09.2025): 5p.- 4,74 T/A, HB-124 1/A, Ht 39,8%, Tp-270T/A, A-8,11 1/A.,
Nn.-4, c.-68, A.-23, -1, M-3, 6-1. CO3 - 10 MM/4aC.

buoxum. aHaam3 kposu (04.09.2025): oOLLMIM OUAMPYOUH — 9,52 MKMOAB/A (Mpamon — 2,79,
Henpsmom — 6,73), AAT — 16,3 E/A, ACT — 18,2 E/A, MOYEBMHA — 2,35 MMOAbB/A, TAKOKO3A — 4,84
MMOAbB/A, OOLLIMIM BeAOK — 76,4 T/A, ATIBIT — 1,07 MMOAB/A, KPDEATUHMH — 57,2 MKMOAbB/A,
LLLeAOYHAd doocdbartasa — 135,6 E/A, oOLLmm xoaectepuH — 3,50 MMOAbB/A, MOYEBAF KMCAOTA —
232,1 AMOABb/A, KPK — 61,6 U/I, touramuepmabl — 1,14 MMOAB/A, ATTHIT = 2,13 MMOAB/A, KOAMM —
4,4 KAMOAbB/A, HOTPUM — 142,0 MMOAB/A, KOABLLMM MOHU3MPOBAHHBIM — 1,11 MMOAB/A.

OXUM. AHAAU3 KpoBu (04.09.2025): AHTLU-TITO — 0,25 ME/MA, TTT — 1,362 MKME/MA, cB.T4 - 0,78
r/AA, CB.I3 — 2,89 HI/MA (1,8-4,2), ToONOHUH | —<0,006 HI/MA, HOTPUNYPETUYECKMI NEMTUA
™MNAa B — 12,62 HI/MA, MPOKAABLIMTOHMH — 0,02 HI/MA.

buoxmum. aHaams kposu (04.09.2025): 1T - 80,9% (70-120%), TTTB — 15,4" (12-17 cek.), AHTB —
35,2" (22-38 cek.), MHO - 1,15 (2-3,5), doubpuHoreH — 4,6 r/A (2-4 r/A).

O6wmn aHaan3 moun (04.09.2025): XEAT., CA.MYTH., OTHOC.NMAOTHOCTb Mo4m — 1030, pH - 5,0
(KMCA.), BEAOK — HET, TAKOKO3Q — HET, AEMKOLUMTBI — 1-4 B 1/3, INUTEAUM MNA. — 1-2-6 B /3, CAM3b —
HEeD.KOA-BO, OKCAAQTbI — BCE M/3.




» OKI (03.09.2025): PUTM CUHYCOBbLIM, PperyAdpHbin. R-R —0,98-0,94. HCC - 61-64
ya/MUH. P —0.09, PQ-0.18, QRS - 0.08, QT -0.37, QTcor — 374 MC (No doopMyAe
Bazeftt). Yroa a +73°. 20C - BEpPTUKAABHOE NOAOXKEHME. AB-OAOKAAQ |
CTEMNEHM.

» OxoKI (04.09.2025): MK: npoaAanc NC MMHUMAAbHbBIM (MNPormb), Ap Ha MK - 4,0
MM PT.CT. OBpaTHbIM TOK — | CT. V.contra 0,35 cm. AoK: cuct.packpsbitne — 1,60
cm, d Ao — 2,77 cm, AAOC — 2,20 cm, Ap — 5,0 mm pr1.CT., B DAO — 8,0 MM PT.CT., B
PIOLLIHOM AO MYABCOBOM KPOBOTOK. TK: Ap — 2,9 Mm pr1.CcT. OBpPATHBIM TOK | CT.,
ADYHKL,. KAA: d — 2,89 cm, Ap — 4,4 mm.pT1.CT., 00p. ToK | cT., CA AA -=21,0 MM
PT.CT. Al'l = 3,48x4,03 cm. TN = 3,90x3,78 cm. T1XK: 2,20 cm, cteHka —0,3. AX:
KCP -2,81 cm, KAP - 4,68 cm, 3C - 0,80 cm, MXI1T-0,82 cm, KAO — 95,4 MA,
KCO - 33,5 MA, YO — 62,9, PB - 66%. 3akawdeHue: lNpoaanc NC MUTPAABHOTO
KAQMAHA MUHUMOABHbBIM (MPOTrMBb), MUTPAABHAS HEAOCTATOYHOCTbL | CTENEHM.
AOMNOAHUTEABHAS TOADEKYAQ B AEBOM XEAYAOHKE. PA3mepbl KOMEP cepALLQ,
COKPATMMOCTb MUMOKAPAQ XXEAYAOYKOB, TEMOAMHAMMKO HOPMOABHbIE.




XM-I3KIT (09.09.2025): 3a Bpemsa HabniogeHust cpegHaa YCC gHem 91 ya/mMuH, Houdbto 57
yo/MuH. UnpkagHein nugekc (LI 160%) nosbiweH (>148%). MuHnmansHaga YCC 42 ya/muH BO
cHe. MakcumanbHaga YCC npu ®H 190 ya/mnH (cybmakcmmaneHas YCC gocturHyta 92 % (>75
%)). (BHayeHmna HUCC nony4yeHbl Npu nepuope pacyetra 60 c.). B TedeHne MOHUTOpPUpPOBAHUSA
Habnoganca CuHycoBbIM pUTM CO cpegHen dactotom 78 ya/muH (ot 42 pgo 190).
3apeructpupoBaHa TpaHauTopHas AB-bnokaga 1 cteneHn ¢ PQ-uHTepBanom o 236 mMc B
TedyeHne 16 4. 47 MuH. 3aperncTpupoBaHa XenyoodkoBas SKTonnyeckass akTMBHOCTb B BUAE
OOMHOYHBLIX, MapHbIX W TrPynnoBbIX 3aKcTpacucton (1% KomnnekcoB). 3aperncrpmpoBaHa
HapKenyooykoBasa akTonnmyeckas akTMBHOCTb, B TOM Yncne ¢ abeppaunen npoBeaeHUs, B BUae
OOMHOYHBLIX 3KCTPACUCTOST B HEMNATONOMMYEeCcKoOM KonndecTtse. 3aperMctpupoBaHo 676 nays 3a
MUrpauum BoauTens putma no npeacepamam, CUHYCOBOM apuTMUKU C ONUTENbLHOCTBIO RR
1,9 c. 3apeructpmpoBaH 1 anu3og KOMOMHAUMWN XENYOOYKOBbIX W HamXKenyoo4vKOBbIX
oKcTpacucton. Mwemndeckoe cmeuleHne cermeHta ST He 3apeructpumpoBaHo. CpeaHuu
KoppurnpoBaHHbin QT wmHTepBan 3a cyTku 433 mc (oT 345 po 577 mc), QT-uHTepBan Ha
MUHUMansHon YCC — 400 mc. 3apeructpupoBaHO YyaSMHEHUE KoppurmpoBaHHoro QT-
WHTepBarna go 577 mc B TeyeHne 172 munH. Habnogaetca rmnepagantaumsa QT k HCC (slope
QT/RR 0.251 (>0,24)). >Kanobbl Ha HENPUATHbIE OLLYLLIEHUS 3a BPEMS MOHUTOPUPOBAHUSA HE
npeabaBnsanucb. Bo BpeMsi CKPMHUHIOBOrO BapnaHTa MOHUTOPMPOBAHUS AObIXaHUS C OLIEHKOW
OBYX OTBEAEHUM MNHEBMOrpamMmbl BbIABFIEHO 69 3NM3040B  HapylleHUst  AOblXaHus
anutenbHocTblo oT 10 go 76 c. (MHaekc AnHO3/ vnonHoS 8, YTO COOTBETCTBYET JIErKOWU
CTENEHN CMHOPOMA arnHo3 CHa).




» Y3U wumosudHou xene3bl (04.09.2025): He yBenuyeHa; CTpyKkTypa 1 TkaHb 6e3
ocobeHHocTen. Pasmepsbl: nepelwleek 2,8 mm, npasas gons 34*15*14 mmMm, nesas
oona 27*11*14 mMm. KOHTYp pOBHbIN, YeTKMU. Kancyna He ynnotHeHa. [lapeHxnma
ogHopoaHada. B pexunme LUK kpoBoTOK B HOpMe. [lononHuternbHble 0b6pa3oBaHus
He BblsiBNeHbl. BbiBOAbl: 9XOHOpMOrpamMmma.

» Y3U opz2aHoe 6prowHou nosocmu (04.09.2025): nedyeHb — He YBENUYEHa,
npaBas gonga 110 mm, nesasi gona 56 MM, KOHTYP POBHbIN, YETKUN. OXOr€HHOCTb
HopManbHas, ogHopoaHaqa. XXenyHbi Ny3blpb — He yBEnu4eH, He N3BUTON, CTEHKU
yTOmnuwieHbl 2,6 MM, He OedOopPMUPOBaH, KOHKPEMEHTbI He COOEPXUT. Xosieoox
3,0 mm. Vena porta 11 mmMm. lNogxenygoyHasa xernesa — OObIMHBbIX pPa3MepOB,
0ObIYHOM 3XOreHHoCcTn, ogHopoadHasd. CeneseHka — He yBenudeHa. Noykn obblvHOM
doopMbl, pasamMepoB N NONOXeHUs, NnapeHxuma ogHopoaHasi, UJ1IC He paclimpeHsl.
BbiBOoA: 3xoHopmMorpamma opraHoB OprOLWHOW NOofoctTM M rnoyvek. KueyHuk
NMHEBMATU3NPOBAH, CNa3MMpPOBaH.




QOraC (12.09.2025): [llpocBeT nuwesBoga He OedopMUpoBaH, Mpu  UHCydnaumm
pacrnpaBnsieTcss XopoLwlo, cnu3uctaa obonodvka nuueBoda po3oBas, brnectawas. Obnactb
Kapaum COMKHYTa, Mpu OCMOTPE B WMHBEPCUM M3 MPOCBETA Xenyaka MONMHOCTbI0 OOXBaTbiBAET
9HOOCKOM. YPOBEHb NMULLIEBOAHOIO OTBEPCTUA AnadparMbl pacrnonoxeH Ha 39-40 cMm OT pe3LoB.
Ha aToM Xe ypoBHe pacrnonoxeHa obnacTb MULLEBOAHO-XENYQOYHOro nepexona (BepxHum Kpawu
XEenyaoyHblX cknagok u 3ybvatas nuHua). Kenygok obblMHOWM POpMbl M pasMepoB, HaTOLLAK
COOEPXKUT YMEPEHHOE  KONMMYECTBO BA3KOrO0 MNpPO3pavyHOro COOEPXUMOro,  MOSMHOCTLIO
acnmpupoBaHo. CKknagkn CNU3NCTON BblpaXKeHbl, NPOAONbHO HanpaBneHbl, N3BUTLI, MOSTHOCTbLIO
pacnpasnsanTca npyu nHeydnauun. lNepuctanstuka aHTpanbHOro otaena akTUBHad, pPUTMUYHAS,
npoghexmnBaeTca No BCEM CTEHKaM A0 npuspaTHuKa. Cnmancrtas obonouka xenyagka amdpdysHo
epemupoBaHa. B aHTpanbHOM oTaene penbed oOblYHbIW, Crn3nctas obosiouka ¢ HanMunem
NHEWHBIX 3puTeM. [lpuBpaTHUK He AOedopMMPOBaH, CMbIKAETCHA MOSHOCTbIO, OTKPbIBAETCS
aoctatodHo. JlykoBuua 12-TMNEPCTHOM KUWKKM  He gedopMupoBaHa, oOBasibHOM OOPMBb,
cnm3uctas obnoyka po3oBas, MeECTaMU rmnepemmpoBaHa. B npocseTte HeDOMbLLIOE KOMMMYECTBO
xenuun. Beixog n3 nykoBuubl cBobogHbIW. [locTbynbbapHble oTaensbl CBOOOAHO MPOXOAUMBI,
cnusuctas obornoyvka posoBasi, Mectamu runepemmpoBaHa. b1C nnockoxonmosmnaHou qopMbl, C
HEN3MEHEHHbIMN BOPCUHKaAMWN B YCTbe, PO30BOro LBeTa. B npocBete HeDOMNbLIOE KOMMYECTBO
Xenunm. 3aknioyveHne: IOHOOCKOMMYECKME MPU3HaAKM MNOBEPXHOCTHOrO 0O4aroBOro racTpuTa,
ayoneHuTa.




KnmHnyeckmm amMarHos

» KIMMHWYECKUN OUATHOS3: (142.8) BropuyHas kapauomMmuonatus Ha qooHe
OCHOBHOIO 3abosieBaHUs C HapyLLEHNEM pUTMa U NPOBOANMOCTU cepaLa:
XXenygoykoBas SKkcTpacuctonua 5 rpagaumm no Ryan, 3ann HEyCTONYMBOU
MOHOMOPHOM Xenyao4KkoBOW Taxmkapanu, ancdyHkuma cnHycosoro yana. CH 0.

ConytctByowmn: (G71.3) BpoxaeHHas MbllwedHaa guctpodusa Ynbpuxa.
Q79.6) MoHoreHHasa cnHgpomanbHasa natonorus. CuHgpom Anepca-LaHno, Tun
apTpoxanasuu, 2. CocTosiHMe nocre onepaTtuBHOro fie4eHNA JIEBOCTOPOHHETO
rpPyao-noSACHNYHOrO KNdockonnosa 4 CT. (Hanmume MeTasnmoKOHCTPYKLNN).
(G90.8) BeretatBHasa AUCAYHKLNS MO rTMNOTEH3UBHOMY TUMY C
NUMOTUMUYECKUMN COCTOSAHNAMU, MUTPeHENOZ0OHbIMU Ledanruamu. (K 29.9)
[TOBEPXHOCTHbLIWM O4aroBbl raCTPOAYOAEHUT, OBOCTPEHME.




BbiBOAbI

= VY MaumeHTKn C YyCTaHOBIEHHbIM reHeTudeckn (mytaumsa B reHe COL1A2) anarHo3om: CuHOpOM
Onepca-faHno, Tun apTpoxanasum 2, MbllledHad guctpodma  Ymbpuxa  (Hanuyue
METarNmIoOKOHCTPYKLUMN MOCNe MHOroaTanHom Koppekuuun kudgpockonuosa |V CT.) npu nnaHoBOM
o6cnenoBaHnn BbisiBIieHa NporpeaMeHTHasa KapamoapuTMoreHHasi natosiorusi.

®» [lo pgaHHbiIM XM-OKI 3adumkcupoBaHa XernyaodkoBas I3KCTpacuctonusa 5 rpagauum no
Ryan (oOMHOYHbIE, nNapHble 3KCTPACUCTOSbl, 3NuU3o4 HEeYyCTOMYMBOM MOHOMOPCHOMU
XeJIyAOYKOBOU  TaxXMKapauu  ONMTENbHOCTBIO 3 CeK.), BblpaXeHHas  CUHycoBas
agukapgma (UCC po 39 ya/muH), TpaH3uTopHaa AB-Onokapa | cteneHM v yariuHeHue
KoppurmposaHHoro QT-uHTepBana o0 578 mc. 3IxoK[-M3MEHEeHUss MUHUMASbHbI (Nponanc
MUTParibHOro knanaHa | cT., gononHutenobHaa Tpabekyna JIK) npu coxpaHHOW COKpaTUTENbHOM
dyHKunMn mnokapga (PB 66%). Ha doHe xanob Ha nnoxyw MNepeHOCMMOCTb Harpysok,
FOJSTOBOKPY>XEHME 7 CUHKOMasibHble COCTOAHMUSA OnarHoCTupoBaHa BeretaTuBHas
AUCKYHKLUMA 1 CUHOPOM anHO3 CHa flerkon crteneHu. Ha ocHoBaHMKM BbILLEN3ITOKEHHOIO OblIS
yCTaHOBIIEH AnarHos: BrtopunyHaa kapamomuonatus ¢ HapylweHueM pMTMa U nNpoBOANMOCTHU
cepaua. lMaymeHTke Obina nogobpaHa komnnekcHasi meTabonunyeckad U HEUPONPOTEKTUBHAs
Tepanusa (AktoBervH, MenbgpoHuin, lNupauetam, KyoecaH, Omera-3) ¢ pekomeHgauusiMu o
mMoaudukaumm obpasa XnsHu.,




BbiBOAbI

® [|peacTtaBneHHOEe KIMHMYeCcKoe HabrnogeHne OEeMOHCTPUPYET CHOXHbIN
NONMMOPMHBLIN XapaKTep MNOopaXXeHua cepaevyHo-CoCyanucTon CUCTEMBI
(QPUTMOreHHbIN, MUOKapaunanbHbIN, BeretatMBHbI) Y NauueHta C
komopbuagHon HacneacteBeHHou nartonormen (COO mn muoamcTpodomsa
Ynbpuxa). [JaHHbIW cny4dan nogyepknBaeT HeOOXoAMMOCTD:

» PaHHEro M MNMOXW3HEeHHOro KapaMoNOormMyecKoro MOHUTOPUHra y TaKuX
nauneHToB, Cc obs3aTenbHbiM BkdeHnem XM-OKIT un  oueHkoun
BapunabenbHOCTM puTMa.

» MynsTUAUCUMNIIMHAPHOrO noaxoda C  y4acTMEM  Kapawuoriora,
HeBpoJsiora, opronena, reHeTuka.

» HonBuayanbHOro nogdopa tepanuu, HarnpaBieHHOW He TOJSIbKO Ha
KOPPEKUMIO puUTMa, HO M Ha YynydweHne Metabonuama Muokapga u
BeretatuBHOU perynsauuu.



bAaaroAapum 3a BHUMAHHUe!




