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KnuHuueckuit cnyyain apTporpmnosa y HOBOPOXKAEHHOIrO
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Llenb cTatbu: akTyanusnposarb cBefieHus 06 apTporpuno3e, onucaTb KIMHUYECKHUII cyyaii 3Toro pefKoro 3aboneBaHus.

OcHOBHble NOJIOXKeHUA. PacnpocTpaHeHHOCTb apTporpunosa BapbupyeT oT 1/12 000 go 1/3000 XMBOPOXKAEHHbIX feTell. B uenax npeHa-
TaNbHOW ANArHOCTUKN MOXET MPOBOAUTLCA YILTPA3BYKOBOE UCCNE[0BaHME C 0ObEMHOI PEKOHCTPYKLMeN: B NepBoOM TpUMeCTpe 6epeMeHHOCTH
Ha pa3BuTWe 3aboneBaHUs YKa3blBalOT YTOJLEHWS BOPOTHUKOBOrO NPOCTPAHCTBA, nocne 16-it Heaenu BO3MOXKHO ONpefeneHue KOHTPaKTyp
CYCTaBOB KOHEYHOCTell nnoAa. JleueHne cumnTomatuyeckoe, MHoroneTHee. bonbHble HYXAAIOTCA B OPTOMEAMYECKON W peabunutalMoHHOM
Tepanuu. Mpu reHepanu3oBaHHOM BapuaHTe NPOrHO3 HebAAronpUATHLIN.

B pabote npeactaBneHo cobcTBeHHOE HabntoAeHMe, OTpaxaloLiee 0CO6EHHOCTU MHOXECTBEHHOTO apTPOrpuno3a.

3aknioyeHue. KauectBo XW3HU W MPOrHO3 pebeHKa C BPOX/AEHHbIM apTPOrpuno3oM BO MHOFOM 3aBUCAT OT afeKBAaTHOCTU OPTONEAMYecKoi
MOMOLLY, MHOFO3TaNHbIX ONepaLmnit U MHOTONIETHE peabunuTaumu.

Knioyesble cnosa: apTporpunos, BPOXAEHHbBIE KOHTPAKTYPbI, ieTH.

ABTOpbI 3asBASAIOT 06 OTCYTCTBUM BO3MOXKHBIX KOH(IMKTOB UHTEPECOB.

Iina uutnposaHus: Monosa J1.10., Boponaes W.B., Ykonosa E.C., Jiuxorpaii J1.1., Apo6bununa A.B. KnuHuueckuii cnyyait aptporpunosa y HoBopo-
xpeHHoro // loktop.Py. 2019. Ne 5 (160). C. 30-32. DOI: 10.31550/1727-2378-2019-160-5-30-32

Clinical Case: Infant Arthrogryposis
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Objective of the Paper: To update the information on arthrogryposis, to describe a clinical case.

Key Points: Arthrogryposis prevalence varies from 1/12,000 to 1/3,000 live-born children. For prenatal diagnosing, an ultrasound examination
with volumetric reconstruction can be performed: in trimester 1 of pregnancy the disease manifests itself through increased nuchal fold
thickness; after week 16, contractions can be seen in foetus’ extremities joints. Treatment is symptomatic, long-lasting. Patients need
orthopaedic and rehabilitation therapy. In generalised disease the prognosis is unfavourable.

The article describes an observation of features of multiple arthrogryposis.

Conclusion: The quality of life and prognosis for a child with congenital arthrogryposis depends on the orthopaedic support adequacy, staged
procedures and long-lasting rehabilitation.
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PTPOrpMno3 ABNAETCA OAHWUM U3 Hanbonee TAXKeNbIX 3a60-

NIeBaHMWit ONOpHO-ABUraTensHoro annapara. OH xapakTe-

pU3yeTCs BPOXAEHHbIMU KOHTPaKTypamu fByx U Gonee
CyCTaBOB B COYETAHWUM C MbIlLEYHON runoTpoduen unu atpocu-
ell, Nopa)keHnem MOTOHelpPOHOB CMWHHOTO MO3ra Npu UCKIIO-
YEHMM OCTaNbHbIX W3BECTHbIX CUCTEMHbIX 3aboneBaHuit.
PacnpocTpaHeHHOCTb apTporpunosa BapbupyeT oT 1/12 000
no 1/3000 xuBopoxaeHHbIx feteit [1]. MepuHaTanbHas cmepT-
HOCTb MpU NO3[Hel [uarHocTMke 3aboneBaHWUs COCTaBAsfET
32%, N03TOMY yCTaHOBNEHME AMArHO3a MMeeT 6oNblioe 3Haye-
HWe 1A NPOrHO3a U reHeTUYeCKOro KOHCYAbTMPOBAHUSA.

JTuonorua M natoreHes apTporpunosa M3yuyeHbl Mano.
Ero npuunHamu ABRAIOTCA 3afiepKKa W HapylueHue 3mOpuore-
He3a Ha 6-10-it Hepene GepemeHHocTu [1, 2]. B HacTosuee
BPEMA MpPEeANOXeHO MATb OCHOBHbIX TEOPUil BO3HWKHOBEHWUSA
apTporpMnosa: MexaHu4yeckas, WHPEKUWOHHAs, HacnefCTBEH-
Has, MMOTEHHaa W HeiiporeHHas. B uensax npeHartanbHOW Auar-
HOCTUKM MOXET NPOBOAUTLCA Y3V c 06bEMHON peKOHCTPYKLUME.
B nepBoMm TpuMecTpe 6epeMeHHOCTU Ha pa3BuTHe 3aboneBaHus
YKa3blBaloT YTONILEHUA BOPOTHWKOBOIO MPOCTPAHCTBA, Noche
16-i Hefenu BO3MOXHO ONpejeNeHne KOHTPAKTyp CycTaBoB
KOHEeYHocCTen nnoja.
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Paznuyaot 4etbipe KauHu4Yeckue oOpMbl apTPOrpunosa:
reHepann30BaHHbI apTporpunos, 3abonesaHne ¢ NopaxeHuem
HUXHUX KOHEYHOCTEN, C MOpa)k€HWeM BEpXHWX KOHeYHOCTeW
W AMCTanbHbl apTporpunos [1, 3]. OueHky KnuMHUYeckux thopm
3aboneBaHus NpoBOAAT MO CTeNeHU pacnpoCTPaHEHHOCTH,
XapaKTepy M BbIPaXXe€HHOCTU KOHTPAKTYp, CTENEHW nopaxeHus
MblWL,. [ICTanbHbIA apTpOrpuno3 xapaKTepu3yeTcs BPOXKAEH-
HBbIMU KOHTPAKTypaMmu 1 fedopmMauusmMm KUCTeil n CcTon, NLEBbI-
MU AHOMANMAMK, TUN HACNELOBAHUA — aAYyTOCOMHO-JOMUHAHT-
Hblii [1, 2]. Ans reHepann30BaHHOrO apTPOrpMno3a xapakTepHsl
MblLIEYHAsA TMNOTOHMA UMW aTOHUS, NOPAXEHNE MEYEBbIX, JIOK-
TEBbIX, Jly4e3anACTHbIX, Ta300eAPEHHbIX, KONEHHbIX CYCTABOB,
pedopMaLma KUCTen U CTOM, NNLEBOTO CKeleTa; BCTPeyaloTcs
coyeTaHus c gedopmaumeir no3BoHoYHUKA. [edhopmauumn cer-
MEHTOB KOHEYHOCTE 06bIYHO CUMMETPUYHBI [2].

BonbHbIM apTPOrp1no3oM noKa3aHo KOHCEpPBATUBHOE Jeye-
HUe C NepBbIX Hefesb XM3HW C LeNblo YCTPAaHeHWA NOPOYHOro
MOJOXEHNA KOHEYHOCTU: 3TanHble KOppeKkuuu pedopmauui
C HANOXEHMEM TUMCOBbLIX MOBA30K, Maccax, NeyebHas dus-
KynbTypa, Gu3no- u Tennosble npouedypsl, BoiTa-tepanus.
C nepBbiX AHEN XW3HM NPOBOAJMTCA HEWPOCTUMYNALMUA MO
nepugepuyeckomy TUMy, 4YTO Npeaynpexpaer BTOPUYHYIO
[ereHepaumio HepBHOI U MblweYyHO! TKaHu [2, 4]. B cnyyae
oTcyTCTBUA 3(EKTa OT KOHCEPBATUBHOIO NedeHns Tpebyetcs
paHHee omnepaTMBHOE BMelIATeNbCTBO: HA BEPXHUX KOHEYHO-
CTAX — C 6—8-MeCcAYHOro BO3pacTa, Ha HUXHUX — C BO3pacTa
3-4 mecsaues [1, 2].

B cneumanusnMpoBaHHbIX [ETCKUX YYPeXLEHUAX [eTam
C natonorueid ONOPHO-ABWraTeNbHOTO annapata yaensercs
LOCTAaTOYHO 6ONblIOe BHUMAHWE, NALMEHTbI HAXOAATCA nop
LMHAMUYECKUM HAOMIOieHWeM NefuaTpa 1 optonea.

B 0O6nactHom nepuHaTanbHoM LeHTpe OpeHbyprckoit
06N1acTHON KAMHMYecKOoW 60bHULbI N2 2 ycTaHOBNEHbl YeTbl-
pe cny4yasa apTporpunosa y Aeteil, OAMH U3 HWUX NMpeAcTaBieH
B JJaHHOW CTaTbe.

Llenb cTatbu: aKkTyanu3mposatb cBefeHns 06 apTporpunose,
onucaTb KNINHUYECKNIA ciyyaii 3Toro pefkoro 3aboneBaHus.

KNUHWUYECKUWA CNYYANI
PebeHok I., poauncs 31 asrycra 2018 roga.

JuazHo3. ApTporpunos: fByXCTOPOHHAA KOCONANOCTb, fBYX-
CTOPOHHMUI1 BbIBUX Geapa, MHOXeCTBEHHbIE KOHTPAKTYpbI CycTa-
BOB. [lepenom cpefHei TpeTu NeBOii ly4eBoil KOCTU.

N3 aHamHe3a: maTh pebeHka 1980 ropa poxpaeHus. CocTosna
Ha y4eTe ¢ 20-i1 Hepenu GepeMeHHOCTU C OXUpeHneMm 1-ii cTe-
NEeHW, aHeMUel NerKoi CTeneHn TAKECTW, BAPUKO3HbIM paclun-
peHueM BeH HUXHUX KOHeuyHocTel. MepBblit TpumecTp 6e3 oco-
6eHHocTell. Bo BTOpoM TpumecTpe, Ha 20-21-it Hefene, npose-
aeHo Y3W, Ha KoTopoM BbISIBNIEHbI YNbTPA3BYKOBbIE MPU3HAKM
BHYTPEHHeil KOCoNanocT KUCTe U CToN, yMEPeHHOe MHOroBO-
AWe; 3aKNioyeHue: Henb3s UCKN0YNUTL apTporpunos. MposeaeH
KOHCUNMYM, BepeMeHHas KOHCYNbTUPOBaHA LETCKUM OPTONEAOM
B LleHTpe meTckoit xupyprim Topoackoi KIMHMYECKON GOMbHM-
ubl Ne 5 r. OpeHbypra. [porHo3 Ans }XU3HU HOBOPOXKAEHHOTO
onpefeneH Kak 6naronpuATHbIA, NPOrHo3 AN 340pOBbA —
KaK COMHUTENbHbII. MalyuneHTKa 6bina MHDOPMUPOBAHA O XapaK-
Tepe BbIABNEHHbIX HAPYLWeEHWA U NPOrHo3e ANA NA0AA, HacTau-
Basia Ha MPONOHTUPOBaHUM BepeMeHHOCTY.

Ha popbl noctynuna B 06nacTHoii nepuHaTanbHbI LEHTP
OpeHOyprckoit 061acTHOM KNMHWUYecKo B6onbHULbl N2 2 ¢ guar-
Ho30M: «CpouHble onepaTtuBHble PofAbl (BPOXAEHHbIA NOPOK
pasBuTUA Niofa — abconoTHOe MoKasaHWe K Kecapesy ceye-
HUut). Pybel Ha MaTKe. BapuKo3HOe pacliMpeHne BEH HUKHUX

KoHeyHocTeit. OxunpeHwne 1-i cteneHn. AHemusa nerkon cteneHm
TAXKECTU». Y NauueHTKN feBaTas 6epeMeHHOCTb. AKyLepCKuil
aHaMHe3 OTATOLLEH: YeTbipe MeaULMHCKUX abopTa.

31 aBrycta 2018 rofia 66110 NPOU3BEAEHO KECAPEBO CEYEHUE
CO CTepunusaumen.

CocTosiHMe pebeHKa KpailiHe TAXenoe 3a CYET [AblxaTeNb-
HOW HEe[OCTAaTOYHOCTM, NOPOKOB pa3BuTUA. lpu nocTynaeHun
B OTfieNleHne peaHMMauun U WHTEHCWBHOI Tepanuu HOBOPO-
KAEHHbIX U HELOHOWEHHbIX [eTell pebeHOK noMmelleH nop
MCTOYHWK NYYMCTOrO Tenna, B3AT Ha HEUHBA3WUBHYIO BEHTUNA-
LMI0 Nlerkux yepes HasanbHble KaHionn. Co3HaHue coxpaHeHo.
Ha ocmoTp pearupyeT npukpbiBaHWem a3, nnayem cpepHen
cunbl. Cunapom yruetenus LIHC. Tonosa okpyrnoit hopmel, 106-
Hbli WoB 40 1 cM, 6ONbWOI POAHUYOK pa3mepamm 3,5 x 3,5 cm,
Ha ypOBHe KOCTeil yepena, He BbIOYXaeT, He HanpsKeH, pac-
XOXpAeHue no carutranbHomy wey — 0,5 cm. PoTtopeakums
3paykoB onpegenseTcs, cummeTpuyHas. Pusnonoruyeckue
petneKkchl C BEPXHUX W HUXHUX KOHEYHOCTER He BbI3bIBAIOT-
ca. OuddysHas MblweyHas rUNOTOHUS/aToHMA. CnoHTaHHas
LBWUraTeNbHas aKTUBHOCTb B BEPXHUX M HUXKHUX KOHEYHOC-
TAX pe3ko ocnabneHa. BblpaxkeHHas pedopmauusa BepxXHUX
U HUXKHUX KOHEYHOCTE B 0611aCTW CYCTaBOB, MHOXECTBEHHbIE
KOHTPaKTypbl. [IBUXEeHWe B NeBoil pyKe orpaHuU4yeHHo (nepe-
JIOM JIeBOW MNeYeBON KOCTU cO cMelieHuem). Cymoporu Hert.
MNape3oB u napanuyeit HeT. Koxa po30Boi OKpacku, co cnepa-
MU NEpBOPOAHON CMa3Ku B CKNajKax KOXW, Ha OLyMb BRax-
Has, Tennas. KoHe4yHoOCTW Tensble, MOJKOXHO-XWPOBOW CIOW
pa3BWT [OCTAaTOYHO. YMepeHHas NacTO3HOCTb MATKUX TKaHem.
Mepudepuyeckux oTekos He HabnlofaeTcs.

JleyeHne: oxpaHUTENbHBI peXxuM, pecnupatopHas mnoa-
LepXKa, BEHO3HbI AOCTYM, 3HTEepanbHOe nuTaHue, WHGYy3M-
OHHas Tepanus no ¢u3nyeckoit NoTpebHOCTH, NpodUNAKTUKA
remMopparuyeckoit 601e3HU, CTUMYNALMUSA AbIXaTENbHOTO LIEHTPa,
CUMNTOMATUYeCKas Tepanus, MOHUTOPWUHI U AWHAMUYECKOE
HabnopeHune.

4 ceHTabps 2018 roga peGeHOK nepeBefieH B oTaeneHue
naToflorMM HOBOPOXAEHHBIX W HefoHOWeHHbIx peteir (OMH
u HLO) ¢ puarHo3om: «ApTpoOrpuno3s: ABYXCTOPOHHAA Kocona-
noCTb, [IBYXCTOPOHHWII BbIBUX O€Lpa, MHOXECTBEHHble KOH-
TpakTypbl cyctaBoB. [lepenom cpepHel TpeTu neBon nyye-
BOW KOCTU».

Mpu noctynnerum 8 OMH n HA: cocTosiHne pebeHka cpefHeit
CTeNeHN TAXKECTW, C NONOXNUTENbHOW AUMHAMUKONA. Ha ocmoTp
pearvMpyeT CMOKOIHO, B BECOBOI KpWBOW CTabunbHas npwu-
6aBka (+ 65 rpamMm), KpUK 3MOLMOHANbHbIA. TAXKeCTb 33 cyeT
COYETAHHON MaToONOrMU HApYLWeHWn ONOPHO-ABUraTENbHOrO
annapara, XenTylWHOro CUHLPOMA, HEBPOJIOTUYECKON CUMNTO-
MaTuKK. BbixaxuBaetca B KpoBaTKe B pexMMe COBMECTHOrO
npeGbiBaHMSA C MaTepblo, NPUKNALbIBAETCA K FPYAM, LOKAPMAU-
BaeTCA cMmecblo. Temneparypa Tena B npefenax Hopmbl. Jluuo
CMMMETPUYHOE, rMa3a OTKPbIBAET, BEKM MNACTO3Hble, [Ma3Has
cumnTomatuka oTpuuarenpHas. 3payku: 0D = 2,0 mm, OS =
2,0 mm. ®oTopeakums coxpaHeHa, CUMMETpUYHA. bBonbloi
POAHUYOK pa3mepamu 4,0 x 5,0 cM, c pacxoxaeHuem B obnac-
™M nba Ha 3 cM, He BbiOyxaeT, He HanpseH. VimeloTcsa MHo-
)ECTBEHHble KOHTPAKTypbl CYCTaBOB PYK W HOT, [BUXeHUA
OrpaHuyeHHbl 13-3a BblpaXKeHHO! fedopMaLMn KOHeYHOCTe.
Mepenom neBoii N1eYeBO KOCTU CO CMELeHUEM, PyKa UMMOGH-
N30BaHa MATKOM NOBA3KON. MblleYHbIA TOHYC LUCTOHUYHBIN.
®usnonornyeckne pednekcbl HOBOPOKAEHHOTO Bbi3bIBAOT-
cs ocnabneHHo (cocaTenbHblii-xBaTaTenbHbli: +/—; petnekc
BabKuHa: +; 3alWNTHBII: +/—; ONopbl: —; NON3aHbA: —; aBTOMa-
TUYecKoil Xoab0bI: —).
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Koxa MKTepuuHas, uucTas, Xentyxa He HapacTaeT, nepu-
OpanbHbI LMaHo3 B moKkoe. Typrop TKaHei AOCTATOYHbIN, TKAHU
nacTo3Hble. [0JKOXKHO-XUPOBOI CNOI pa3BUT LOCTATOYHO.

[lbixaHne camoCToATENbHOE, PeryasapHoe, PUTMUYHOE, Yepe3
Hoc cBobogHoe. pyaHas KneTka WMpoKas, obe nonoBUHbI yya-
CTBYIOT B aKTe fibIXaHWsi paBHOMEPHO, C BOBJIEYEHNEM BCNOMOTra-
TeNbHOW MyCKynaTypbl. AyCKyNnbTaTWBHO: [ibIXaHWE MPOBOAWTCA
N0 BCEM MONAM, XpUnoB HeT. ToHbl CEPALA PUTMUYHBIE, ACHbIE.
A3bIK YNCTbIN, BNaxHbIA. UBOT MATKMIA, He B3AYT, nanbnauus
JOCTyNHa BO Bcex oTgenax. [lynoyHas paHa cyxas, yucTas.
Ctyn 3a cyTKM 4 pa3a nepexofHOro xapakrepa. [lonoseie opraHbl
6e3 ocobeHHocTel. MounTcs cBOGOLHO.

Monyyan neyeHue: nuTaHue cmecblo «HecToxeH»; BHYTpU-
BEHHO pacTBop MtoKo3bl 10%, marHus cynbtata 25%, KanbLus
rntokoHata 10%, mioko3bl 5%; BHYTpUMbIWEYHO 1%-1 pacTBOp
MeHafMOoHa HaTpus BucynbduTa, aHTUOUOTUKM — AMMULUIINH,
reHTaMULMH.

JledeHue, npogedeHHoe 8 omoOesieHUU peaHumMayuu u UHmeH-
cusHoli mepanuu HOBOPOXOeHHbIX U HedOHOWeHHbIX demel:
KateTepu3auua LeHTpanbHbIX BeH (HEMHBA3WBHAA WCKYCCTBEH-
Has BeHTMNAUMA nerkmx — 10 4yacos; Ha3anbHasa BeHTUNA-
LMA C MOCTOAHHBLIM MONOXMUTENbHbIM [aBAEHWEM B [blXaTeNb-
HbIX MyTAX — 3 4aca; BEeHO3HbIi KaTeTep, MyMmouHblIi KateTep
€ 31.08.18 no 04.09.18, ynaneHbl 6e3 ocNoXHEHNIT), aHTUbaKTe-
pUanbHas Tepanus, ¢ HepPoMeTaboNMYECKOI LieNblo — ronaHTe-
HoBas kucnota (50 Mr/Kr/cyT B 2 npuema), pekTanbHO — Cynno-
3utopumn uHTepdepoHa anbta-2b. immobunusauns nesoii pyku.

PeHTreHorpamma ot 1 ceHTa6ps 2018 r.: KocononepeyHbiit
nepenom co cmelleHnem Ha 0,2 CM B AUCTaNbHOM OTAeNe fua-
tu3a nesoii nneyeoit koctu (puc. 1, 2).

Mocne BbINMCKW PEKOMEHAOBaHbI: KOHCYNbTaLuus optonena
(Koppurupyioliee runcoBaHue crTon), UMMOOMAMU3ALUA nepe-
noma noA3kon [le3o B TeyeHue 3 Hepenb, NeyeHne y Tpas-
MaToJiora no MecTy XuTenbcTBa. B Bo3pacte 5 mecsAues pebe-
HOK LOMKEH ObiTb HanpasneH B HayuHo-uccnefoBaTenbCcKuit
OeTCKU opToneauyeckun mHctutyt mumenu [.U. TypHepa
Mun3ppaBa Poccuu.

3AKNIIOYEHUE

KayecTBo M3HM M NporHo3 pebGeHKa C BPOXAEHHbIM apTporpu-
no30M BO MHOTOM 3aBMCAT OT af€KBAaTHOCTW OPTOMeAnUYecKon
NOMOLYM, MHOFO3TaMHbIX OMEpauuii U MHoroneTHell peabunu-
Tauuu. JleyeHne JOMKHO HAUMHATLCA C NEPBbIX HEAENb KU3HU.
HoBopoxaeHHbIi HyxaaeTcs B ocMoTpe opTonega. C 5-x cyTok
OCYLLECTBIISETCA IeYEHUE UNCOBAHNUEM, CNieLuanbHbIMU YKNaa-
kamu. Mocne aganTaumm KOXHbIX MOKPOBOB K BHEWHWUM pa3apa-
KuTensam (co 2-3-it Hepenu XU3HN pebeHka) NoKasaHbl Maccax
u neyebHas dusnyeckas Kynetypa. MapannensHo npoBoauTcs
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