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MOXeT OBITh OffHOII U3 Ollepanuit BbIOOpa B apceHase
PEKOHCTPYKTUBHONM Xupypruu. IIpeumymiecTso janHOM
METOAVMKM 3aK/IIOYAC€TCA B €€ TEXHUYECKON IIpOCTOTE, CHN-
JKEHNUI TPABMATUYHOCTY BMELIATEIbCTBA, YMEHbIIEHUN
BPEMEHN OIlePALVIN, OTCY TCTBUI BTOPOI'O 3Talla, BHICOKOM
YPOBHE 3CTETUYECKOI YIOBIETBOPEHHOCTH, YMEHBIIEHNN
(bVHAHCOBBIX 3aTpaT B 2-3 pasa 3a CYeT MCIIONb30BAHNUA
ropas3go MEHBLIETO o0beMa All€/UIIONIAPHOIO IE€PMa/IbHOT'O
MaTpuKca.
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IMMEDIATE BREAST RECONSTRUCTION USING IMPLANTS AND ACELLULAR
DERMAL MATRIX
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Summary. The article describes the author's technique of using
acellular dermal matrix based on porcine collagen to cover the
lower pole of the implant with simultaneous breast reconstruc-
tion with skin saving radical mastectomy. In the center of Surgery,
Medical Center of Far Eastern Federal University from January
2014 to June 2016 operated on 35 patients using the developed
technique. Excellent, good and satisfactory results were record-
ed in 19 (54%), 12 (34%) and 4 (12%) cases (unsatisfactory re-
sults were not registered).
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HapyLuenne 06MeHa BeLecTB: 0T CUHAPOMA 10 PeAKOro 3a6oneBaHns
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Kpaesoti knunuveckuil yeHmp cneyuanu3uposaHHblx 6006 meouyuHckoti nomowu (690091, 2. Bradusocmox, yn. Yoopesuua, 30/37)

MpeacTaBneHbl TPU KAVHUYECKMX Clydas BPOXKAEHHbIX, reHETUYECKN eTePMUHMPOBaHHbIX 3a60N1eBaHWi y aeTel C aHanu-
30M MarHoCT1yecKoro noucka. ina sepudukaummn 6onesnn BunbcoHa—KoHoBanosa notpe6osanock 6onee 1,5 net obcne-
[OBaHVIA 1 AMHAMUYECKOTO HaBMIoAEH A Y PA3/INYHbIX CNELUANMCTOB. Hannume 4ONOMHUTENBHbBIX MHOEKLMOHHBIX GaKTOpPOB
YCNOXHAMNO AUArHOCTMKY. AHANIM3 AAHHOTO C/lyyas AUMKTYET HEOBXOAMMOCTb BKIOYEHUA B CTaHAAPT 06CeaoBaHUA aeTe
C renaTyToM HeyCTaHOBNEHHOW 3TMONOMN MapKepoB obmMeHa mMeau. AHanu3 3aboneBaHUA Jpyroro nawueHTa CBUAETENbCT-
BYET O TOM, UTO PEKTasIbHbI MPOJIANC — COCTOAHUE, TPebyIoLee NCKIIUYEHNA MYKOBMCLIAO3a AaXe NPV OTCYTCTBUM AaHHbIX
HEOHaTasIbHOrO CKPVHMHIA U PecnypaTopHOro aHamHe3sa. TpeTuin cilyyai SOKa3bIBAET, YTO COYETaHWNE BbIPAXKEHHOMO BHYTPU-
neyeHOYHOro XoMnecTasa C MOPOKaMy Pa3BUTMA KOCTHOW CUCTEMbI, cepaua, opraHa 3peHus U GeHOTUNMYECKMI 0COBEHHO-

CcTAMYK TpebyeT UCKIIoUeHNA CHAPOMa ANaXXuns.

Knioyeesie cnosa: 2enamouyepebpansHas ducmpogus, Mykosucyudo3, CUHOPOM AnaXusis, OUd2ZHOCMUKA.

CHUHJpOMBI IUTONN3a, X0/IeCTa3a, BBIIaJICHNs IPAMOI
KIIIKY (peKTa/IbHbII IIPOJIAIIC) JOCTATOYHO YacTO BCTpe-
YaIOTCS IIPY ATOJIOTUM YKETYLOYHO-KMIIEYHOTO TPaKTa
y meteir. OHI CONPOBOXAIOT OONMBUIYIO TETEPOTEHHYIO
rpyniy Ho3omorndeckux gopm. OnHako BeprdUKanys

Bacunbesa TaTbsaHa [eHHasbeBHA — [-p MeJl. HAayK, 3aBelylollas

KpaeBoit AeTCKOI KoHCyabraruBHOI nomvkanHnkoit KKIJCBMIT; e-mail:
tatyana.vasileva.159@list.ru

IMarHosa Ipy OTCYTCTBUY SIBHOV KIIVHUKM 3a00/IeBaHuUs
10 OHOMY CMH/IpOMY 3aTPYLHUTEIbHA, 9YTO UUTIOCTPUPY-
0T HVDKETIPUBeJieHHbIe HaOMIOfieHNs U3 IPaKTUKI.

ITanuent M., 8 ner 4 mecana. B Bospacre 6 neT 8 MecAleB
IIpY IUIAHOBOJI MOATOTOBKE K IIKOJIE B OMOXMMUYECKOM aHajIn3e
KpOBM OBIIO OOHApY)KEHO MOBBIIIIEHNE YPOBHEN alaHNHAMIHO-
tpancdepasnl (AJIT) go 227 El/n u acnapraTaMuHOTpaHcde-
passl (ACT) pol132 EJl/n Ha ¢oHe HOpMaIbHBIX ITOKa3aTenei
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O6unnpyOuHa, X0NMeCTepUHa, YMEPEeHHO MOBBIIIEHHO aKTUB-
HOCTM 1ieno4Hoit ¢pocdarassl, makrargerngporenassr (JIAT),
y-rryramuntpancdepassl (ITT). YeTaHOBUTD AIUTENTBHOCTD O1-
OXMMMYECKMX OTKIOHEHNI He yHanoCh, TaK KaK MCCIeOBAHNUA
paHee He IPOBOAMINCH. B Tpoliecce MOMCKa IPUYMH LUTONN3A
pebeHOK HMHaMMYecku 06cmefoBancsa y NHGEKIMOHNCTOB, Ta-
CTPO9HTepOIOroB. VIcKmo4yanuch nHPeKIOHHbIe 3a60/IeBaHNs
nedeHu. JlaHHBIe MMMYHOQEPMEHTHOTO aHa/IM3a Ha TellaTUTHI A,
B u C 6b111 63 M3MeHeHNIT. BRLABICHBI BBICOKIME TUTPBI aHTUTE]T
k nuromeranosupycam (Anti-CMVIgG) u Bupycy Smiureitna-bapa
(Anti-VEB-NAIgG). B syHaMuKe aHTUT€HbI BUPYCOB He BBLAB/ICHbBI
(MeTop monuMepasHoll LenHoit peakuyn). [Ipn gyopeHasIbHOM
30HMPOBAHUM B XelT4M ObIIM OOHAPY>KEHbI UMCTHI TAMOINIL.
Ha ¢oHe KypcoB nedeHns B TedeHye rofa (remaTompoTeKTOPHI,
IIPOTUBOBMPYCHBIE IIPeIIapaThl, XelT4eroHHas, IIPOTUBOIIapasn-
TapHasA Tepamnus) coxpaHsica croiikuit unronus (AJIT - ot 130 no
321 El/n, ACT - ot 101 go 148 EIl/m, ITT - mo 78 EMl/n, JIAT - ot
547 mo 644 EJl/n, wenouynas ¢ocdarasa — go 1020 EJl/n), HeBbI-
pakeHHas NUCTUIMAEMIUs, HOPMalbHbII ypOBeHb OMIUpyOMHa,
6emxoBbIX ¢ppakumit. CaMouyBcTBUe, GU3NUIECKOe PasBUTHE MIPU
3TOM He CTpajiaiu.

B puHaMMKe B KOMIIEKCHOE 00C/IeoBaHye OBbUIY BK/TIOUEHBI:
olpefie/ieHe aHTUTENI K MUKPOCOMaM IIe4eH! U MoYeK 1-ro Tuma,
K pacCTBOPMMOMY II€4€HOYHOMY aHTUT€HY, aHTUI/IaIKOMbIIIIeYHbIe
ayTOAHTUTeENA [IA MICKTIOYeHNsI ay TOMMMYHHOTO renatuTa (pesyb-
TaT OTPULIATEILHBIN ). BBIIIOTHEHBI yIBTPa3BYKOBOE MICCIIEOBAHME
opraHoB OpiomHoit monoctu (AuddysHble U3MEHEHN EYSHM,
TIOJKEITYTOYHOV >KeTe3bl, JIAOM/IbHbIN Heperi6 KeIT4HOTo My3bIps),
KOMIIbIOTepHas ToMorpadus opraHoB OPIOLIHOI OMTOCTH (Ternaro-
Meramis, fuddysHoe CHIDKeHMe TeHCUTOMETPUYECKIX TOKasaTeet
HapeHXMUMbI IIeYeHN), 330(aroracTpofyoReHOCKomNs (KOCBEHHbIE
TIpU3HAKY OMInapHoit fucdyHKumm). Pabounit nuarHos: «JucyHk-
1yst 6unMapHoro Tpakra. Jlucxonus. XomecTaTuuecKuil CUHIPOM.
XpoHUYEeCKMIT BUPYCHBII rematuT (Bo3mokHo CMV- u VEB-un-
(eKIsT) ¢ BBICOKOI CTEIIeHbI0 AKTUBHOCTIY.

B Teyenme nmocnepyromux 11 mMecAnes coOCTOAHME OCTaBa-
JIOCh CTAOM/IBHBIM, aKTVMBHBIX JKa/o6 He NpeNbABILAN, He 60er,
JVCIIETICUY, XENTYIIHOTO CUHAPOMA, CIIJIEHOMETalNM, OTEKOB
He Hab/II0fjanoch, MAKCUMaIbHOE YBeINYeHME MIeYeHN OBIIO JI0
1,5 cM (u3-mop, xpast pebepHoit nyru). Ilpu ocmoTpax obpatann
Ha ce6s1 BHMMAaHNe PACCesHHOCTb pebeHKa, HaIdye HaBA3IMBbIX
IBIVDKEHMII, KOTOpble Ha OHe MHOTOUYMCTIEHHBIX MCCIe[OBaHMIT
YCUMINCD. 3aK/II04eH)e HeBPOIIATO/Iora: IIOCTIeICTBIA PaHHeil
Hepe6panbHOi AUCOYHKINY B BYJE TMIIEPKMHETUYECKOTO CUH-
apoMa, cuHppoMa Aedunura BHuMaHuA. C y4eTOM CUMIITOMOB
[IOpa)kKeHMsI [eYeHN ¥ HEPBHOI CUCTeMBI OblTa 3aI0f03peHa re-
narorepebpanbHas guctpodus. IIpoBefeHbl TOMOTHUTENbHBIE
VICCTIe[JOBAHMA: LIePY/IOIIa3MUH CBIBOPOTKM KpoBu — oT 80 fo
104 Ell/n (Hopma — 200-540 E]Jl/n), sKcKpenns Mefu ¢ MOYOIt 3a
cyTKu - 181 MkT (HOpMa — MeHee 40 MKr/24 1), Mmeib kpoBu — 10,1
MkMonb/n (Hopma 12,6-25,1 mxmorns). ITpn JHK-guarnoctuxe
BbISIBIEHa MYTalVs MeLbTPAaHCIOPTUPYIOLEro 6eKa — TOMO-
surota His1069Gly/His1069Gly. Koncynpranus odrampmorora:
paciiupeHue 30HbI TMMOa.

Ha ocHOBaHMY 1TO/TyYeHHBIX JaHHBIX: IIOBbIIIEHNE AKTBHOCTI
NeYeHOYHbIX aMUHOTpaHc(epas, renaToMeraiys, IMIepKuHeTIye-
CKMIT CMHZIPOM, iepUIINT BHYMAaHNS, paclIpeHye 30Hbl uMba (Te
Yallje BCero BO3HMKAIT Konblja Kaitzepa—®reriniepa), HU3KWiT ypo-
BEHb IlepY/IOIIa3MIHa B KPOBY, BBICOKAs 9KCKPeLMA Me/iy C MO0l
VI CHIDKEHIIe ee YPOBH: KpoBy, romosurora His1069Gly/His1069Gly
MIOCTaBJIeH AnarHos: «lenaro-nepebpanbras guctpodus (6o1e3Hp
Bunbscona-KoHoBanoBa), cmerranuas popmar.

B mpepcraBneHHOM ciydae [y BepubUKaLuu fuar-
HO3a 1oTpeboBanoch 6onmee 1,5 et 06CIe[OBaHNA U AU~
HAMN4YECKOTO Ha6}IIOHeHI/I5{ Y pPa3INYHbIX CIIEINA/INCTOB.
Hanuume momonHutenbHbIX nHpeKmit (uromerano-
BUPYC, BUpYyc JnuITeitHa-bapa, 1AM6/1103) yCIOXHAIO
IMArHOCTUYECKUIT TOVCK. DTOT CIy4ail JOKasbIBaeT HeoO-
XOZMMOCTD BKJTIOUEHVS B CTAaHAAPT 00C/IEOBAHMIS [leTel
C IrenaTuToOM HeYCTaHOBHeHHOﬁI STNONIOTUN MapKEpPOB
o6MeHa Meqi, KOHCY/IbTALWiT HEBPOJIOTa 1 0 TaIbMONIO-
ra. Takoil KOMIIJIEKCHBII ITOAX0, I03BOIM/ 661 Ha 6osee
PaHHUX 3Tallax NPaBWIbHO BepU(UIUPOBATb AMAarHO3
Y Ha3HAYUTb OA3UCHYIO TepaIuio.

Tanuent [I., 7 net. Hac/eic TBeHHOCTD OTATOIeHA: MHBATYHALIUA
KUIIEYHMKA B IeTCKOM BO3pacTe y 6paTa OTIja, caxapHbIi iabet 1-ro
TUIIA y TeTH 110 IMHUY MaMbl. PeOeHOK OT BTOpOI 6epeMeHHOCTH,
IIPOTEKABLIIEN] C TeCTO30M, 000CTPEeHIEM XPOHIYECKOTO IieIoHebpH-
T4, yIPO3aMU XPOHIYECKOI TUIIOKCUN IUIOfA U BHYTPUYTPOOHOTO
nHOUUMpOoBaHN (lepBas 6epeMeHHOCTb 3aKOHYI/IACH BHIKMBIILIEM
Ha 10-12 Hepernte). Pozpl B cpok, Bec npu poxxpeHnu — 2800 T, fivHa
Tena — 49 cM. o 1,5 Mecs1ia HAXOM/ICA Ha €CTeCTBEHHOM BCKapMIIN-
BaHMM C IIOCTIEAYIOLIMM [IePeBOJOM Ha aflal TV POBaHHbIE MOJIOYHbIE
cmecn. OTMeyanuch Hu3Kye mpubasku B Bece. [lo 11 Mecs1eB X13HN
6 pa3 duKcupoBay BbllafieHne IpsAMoli Kuky. KoncepsarusHoe
JledeHNe B aMOY/IaTOPHBIX U CTAallMOHAPHBIX YCTIOBUAX 0e3 CyIecT-
BeHHOro 9¢dekra. EnMHNYHBIE SI1M30bI PEKTANTbHOTO IIPOJIAICca
Ob11Y 3a(DMKCHPOBAHbI HA BTOPOM 1 TPeTheM IoflaX >KU3HU. B cBA3u
C COXpaHAIIMUCA XamobaMu U OTCyTcTBUeM 3¢ deKTa OT Ipo-
BOZIMIMOJI TepaIyy, MaMa CaMOCTOATE/IbHO 0OPaTIIach B KIMHUKY.
ITpu cbope aHaMHe3a, C ee CII0B, YCTaHOBJICHO, YTO Ha [IEPBOM MecsiLie
XKM3HY pebeHKa OHa UTHOPMPOBA/Ia PeKOMEH/AINIO TIOBTOPHOTO
006CIe[OBaHNA B MEVIKO-TeHETUYECKOI KOHCY/IBTALINY B CBASM C «II0-
JIOXKMTEIbHBIM TECTOM Ha HaCTIefICTBeHHbIe 3a001eBanus». C HepBbIX
MecsILIeB JXU3HY pebeHKa 6eCIIOKOMT Ma/IOIPOLYKTUBHbII KaIlle/Ib.
Jlo Tofa [MarHOCTHPOBAHbI TPY SMU30fA OPOHXOOOCTPYKINY, OF-
HOKPATHO — [BYCTOPOHH/AA O4aroBas IIHEBMOHN. B manbHeitireM
(B BO3pacTe 2 1 3 JIeT) perMCTPUPOBAIICH IIOBTOPHbIE ITHEBMOHIL.
Ha done XpoHNYecKoit Aaper Iporpeccuposana IMnoTpodus,
[IePUOFUIECKYL GBI «KUPHBII» CTYIL.

ITpu nepBUYHOM OCMOTpe B 3,5 Tofia y peOeHKa BhIABIIEH PAJ,
KIMHNYECKNX CUHAPOMOB: XPOHIYECKOI MIHTOKCUKALMH, TUIIOKCe-
mun (mapaopOuTaNbHBL MaHO3, feopMalys HOTTEeBBIX (amanr
110 TUIly «6apabaHHBIX [1aJI0YeK», HOITEBBIX IVIACTIH I10 TUITY «4a-
COBBIX CTEKOJI» Ha PyKax M HOTaX, CHVYDKEHME CaTypaIyu KIUCIopoaa
B KpOBU 10 92 %), 6€1KOBO-9HEPreTNIeCKOil HeJOCTATOYHOCTI.
Bec 11,5 kr, poct 91 cM, nHpeKe Macchl Tea 13,8 kr/m*. OtMeueHo
yBelmueHye 00beMa )XUBOTA 3a CYET CKOIUIEHNUS Ta30B 1 relaTo-
Mera/uy. B konporpamme HOBBIILIEHO COAEP>KaHNe HEIITPATbHOTO
XMpa Ha $HoHe 4acToro (10 5 pa3 BJeHb) CTyna. JJoNoONHNTeIbHOE
obcnenoBanme: xmopupbl mota — 100 u 103 mmons/n (anmapar
«HanopmaxT», HOpMa — 10 60 MMOJIB//I, IOTPaHNYHbIE 3HAYEHMS —
60-80 MMOJIB/J1), KOMITbIOTEPHAs TOMOTpadA NerKMX — IVINHAPY-
yecKyte OpOHX0IKTa3bl B TPETbeM CerMeHTe CpefiHelt JOMH IIPaBOro
JIETKOTO M AA3bIYKOBBIX CETMEHTAX JIEBOTO JIETKOTO, THEBMOPUOPO3.
JIyarHocTMpoOBaHBI XpOHMYecKoe nHuIuposanne Pseudomonas
aeryginosa, NOMUIIO3HBIN PUHOCUHYCUT, HU3KIII yPOBEHD (eKalib-
Hoit 9/macrassl 1 (7o 36,6 MKr/T mpu HopMe 2200 MKTI/T).

Ha ocHOBaHUM K/IMHVIKO-aHAMHECTUYECKMX 1 TabOPaTOPHBIX
II0Ka3aTerieit 6bIT BeprUIMPOBaH AMATHO3: « TSDKebIiT MyKOBIC-
L1103, TeTOYHO-KMIIeYHas: GopMar, KOTOPbIil ObUT MOATBEPKEH
npu JHK-pguarsoctuke (romosurora F508del/F508del, myTammn
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reda CFTR). Ha ¢oHe 3amecTuTenbHOI Tepanuu pepMeHTaMu
U IIpMeMa [IPeNapaToB yPCOHe30KCUXOMEBOI KIUCIOTh M MyKOIN-
THMKOB 3MU30f{0B PeKTa/IbHOTO IPO/IAICa ¥ AUCTaIbHOI MHTECTH-
HaJIbHOJI 0OCTPYKIMY He BO3HMKAJIO. B HacTosIIee BpeMs y peOeHKa
MMeIOTCA TsKenmas (SK30KpUHHAA) TaHKpeaTHdecKas HefloCTaTod-
HOCTb, ITporpeccupoBanme popMupoBanys OpOHX09KTa30B Ha poHe
XpoHMYeckoro MHGuuuposanus P. aeruginosa.

JaHHBIN KIMHMYeCKUI CTTy4all XapaKTepeH IJid KJlac-
CUYECKOTro Te4eHM:A TSAXKeIOoro Mykosucuuposa. OTcyr-
CTBJE Ha BCEX 3TallaX OKa3aHMA MESVIIMHCKOI IIOMOIIN
KOMIIIGKCHOTO TI0AX0fa K cO0py aHaMHe3a, AMarHOCTYUKe
NIPUYMH PEeNUANBOB PEKTAIBHOIO NPOIAICa B PAHHEM
BO3PACTe OTCPOUMTIO CBOEBPEMEHHYIO IMAaTHOCTUKY U Te-
paIuio OCHOBHOrO 3a0ojeBaHMsA. DTOT CIydail ellje pa3s
MIOATBEPKJAET, YTO PEKTAIbHBIN IPOJIAIIC — COCTOSHME,
Tpelyloliee UCKIIOYCHNA MYKOBUCLIUI03a HaXke IPU OT-
CYTCTBUM NAHHbIX HEOHATA/IbPHOTO CKPMHNHIA U pECHN-
PaTOPHOrO aHaMHE3a.

Ianuentka E., 2 roga 3 mecana. OcHoBHas xanoba — BpIpa-
JKEeHHBIN 3y7 Koxy. PaKTOpPhI prCKa: U3 IBOMHU, XPOHMIECKAs
BHYTPUYTPOOHas TMIIOKCEMIs, BHYTpUYTOOHaA MHpEKIVA, Helo-
HOILIEHHOCTD (36 Hefmerb), iepebpanbHast niemus. C [ByX MeCSIIEB —
UCKYCCTBEHHOE BCKapM/IMBaHIe, CHHIPOM CPBITMBAaHMA — 10 5 Mece-
1eB, runorpodus I creneHu, penyanBupyoLmnii OpoHxuT. B 5 Mecs-
11eB — BHEOO/IbHMYHAS THEBMOHS, OC/IOKHEHHAs 9KCCYaTUBHBIM
TlepuKapauToM. B 9 MecsIeB BBIAB/IEH BPOXKAEHHBII IIOPOK CepylIa:
CTEHO3 JIeBOJ BeTBU JIeT04HOIT apTepun. C 8 MecAIeB — IUIepxoe-
crepuHemusi. OTATOIIEHHBII HAC/IeACTBEHHBII AHAMHe3: 110 JIMHUI
MaTepy — XPOHIYECKNUIT TaHKPEATHT, I3BeHHast 60JIe3Hb JKeTyaKa
" 12-TIepCTHOM KUIIKY, MO JIMHUY OTLA — TUIIepXO/NIeCTepUHeMNs,
y crapiiero 6para — ajylepruueckmit puHuT. JI1MarHoCTUpOBaHbI
TaKXXe a/UIepruIecKuil OPOHXUT, PUHOKOHBIOHKTUBUT, a/UIEPIs
K 6€/IKy KOpOBbET0 MOJIOKA. B [IMHaMMKe pa3BUTIA OTMEYaINCh Clie-
IYyIOLVe CMMIITOMBL: TUIIOCTATYPa, iuapes Ha IePBOM oAy >KU3HH,
TIOCTIE TOfiA — 3aTIOPbI, IIOCTOSHHBII IHTEHCUBHBI KOXHBII 3y, pac-
HPOCTPAaHEHHBII a//IEPTIYeCK I IepMATUT, IOBTOPHbIE OPOHXUTHI.
ITpoBopunacek guddepeHIanbHas JUarHOCTUKA ¢ BPOXKAEHHOI
naTosoryert oobMeHa BellecTB (MyKOBUCLIU/03, Lie/IMaKys, 60/Ie3Hb
Bunbcona-KoHoBanoBa, ceMeliHasi IUNepXoIecTepUHEMIs], CUH-
apom [ly6osuia). Creatopen 1-ro Tuma He 65110, ypOBEHb XTIOPUOB
TIOTa HaXOAWICA B IIpefienax HopMblI (0T 18,8 1o 28,4 MMOJIB/1T), KOM-
Hbl0TepHas ToMorpadus OpraHoB CpefocTeHns — 6e3 maTonorny,
peakuysa benegukra — 0%; cepomorndyeckue MapKepbl IeMMaKum
orputatenbable. PuOpOracTpoayoneHOCKONMs ¢ 6OIICUeN ClN3NU-
CTOI 06OIOUKIL SKeTyAKa 1 12-IIepCTHOM KUIIKK — 6e3 IaTOMOT L.
YpoBens nepymonnasmut — Hopma (240 EJl/n), ypoBeHs obiero
IgE - BbIcokmit (230 ME/M), ypoBenb crenndnyeckux IgE k 6enky
KOPOBbero Mosnoka — 14,03 ME/mi, x 6BITOBBIM anyepreHam — 26,89
ME/mn. Ceponorndeckne mapkeps rermarutoB B n C oTpumarens-
Hble. BpIsiB/IeHa BBICOKasi aKTMBHOCTD LIeTOYHOM docdarassr (0T
1840 mo 2037 Ell/n), ITT (ot 245 mo 281 EJI/n), ACT (ot 166 go
97 Ell/m) m AJIT (ot 170 pgo 129 E[l/n), runiepxonecrepusemus (ot
6,16 o 7,33 mmonb/n), gucmunupemust (B-mumonporenpst — ot 54
10 61 eni., TMIIOIIPOTEN/IbI HUSKOM IVIOTHOCTH — 4,85-4,72 MMOJIB/ ).
Tpurmniepyuabl, TMIOIPOTEN/IBI BBICOKOI INIOTHOCTH, OMIMpPYONH,
Ca, P, amuasa, kpeaTuHuH, 610K, Gpakiym [I100yIMHOB, Xene3o,
[II0K03a, CBEPTHIBAIOIAsl M aHTUCBEPTHIBAIOIIAS CUCTEMBI, THU-
PeOTpPOIHbII T TOPMOH, CBOOOAHBLII TeTpaitofTupoHuH, IgM, IgG
K pocdonunuaam - B mpegenax Hopmbl. Komporpamma: eTpur
(++++), M1 (+++), )KUpHDbIE KUCIOTHI (+), IpOCTeNiIIe 1 Aila

Te/IbMUHTOB He 0OHapyxeHbl. VIMMyHODEpPMEHTHBIII aHA/IN3 Ha
OIITOPTYHUCTHYECKe MHPEKIMN: InToMeranoBupyc — IgG ot 1:200
1o 1:600. B pasBepHyTOIt MUMMyHOrpaMMe — runeprino6ymtemus E,
LMPKYIUPYIOLIie UMMYHHbIE KOMIUIEKCHI — [0 85 yCII.€efl.

JomonHurenbHble 06bEKTUBHBIE JaHHBIE (P OCMOTpE):
AUCIUIa3KsE KOCTe IMLIEBOI YacTy TOIOBbI (BBICTyIAOMINIL 100,
[JIa3HOJ TUIIEPTEIOPU3M, ITy6OKOPACIIONOKeHHbIe ITIa3Hble
s67I0KM, HEIIPaBUIbHBIN MPUKYC, HENIPaBUIbHbI POCT 3Y0OB),
paxuTHyYecKye U3MEeHEeHMA TPyOUaThIX KOCTell, TUIIOCTATypa, BbI-
Ppa>XeHHBIJ KOXXHBII 3yfl. YacToTa ipIXaHus — 32 B MUH., TKAaHeBasd
okcureHanusa - 98 %. Ipanuusl cepaua He pacHIMpeHbl, YUCIO
CepleYHbIX COKpalleHuit — 128 B MUH., apTepuanbHOE IaB/IeHNE —
107/64 MM pT. cT. JKUBOT yBenuueH B o6beMe, B3LYT, 6e360/1e3HEH-
Hbli1. [TedeHDb BpICTyNaIa M3-1I07 Kpas peGepHOI Ayru Ha 2,5-3 cM,
IabIMpPOBaNCA Kpait ceneseHk. OTekoB He ob6HapyxeHo. Ile-
pudepnuyeckas nynbcauus ygosaeTBopurenbHad. CTyn oguH
pas B 1-2 gust, opOpMIIEHHDII, 6€3 IaTOMOrNIECKUX IPUMECENL.
Pe3ynbTaThl UHCTPYMEHTAILHOTO 00CIeNOBAHIS M KOHCY/IbTALINIT
CIlelMaCTOB: yMepeHHas remaTociuleHoMeranus, guddysHeie
M3MEeHeHMs IIeYeHN 1 TIOIKeNTyJ04HOI SKe/le3bl, Ieperud KeTyHoro
ITy3bIps, TUIIOIIA31A JIEBOVA IOYKM, CTEHO3 JIEBOII BETBY JIETOYHOM
apTepuy, BPOXX/ICHHBIN PaiyIOy/IbHAPHbIN CUHOCTO3, AHTMOATUA
CeTYATKIU, 3aJHUIT SMOPUOTOKCOH.

Ha ocHoBaHMM JaHHBIX aHaMHe3a (HAC/eNCTBEHHOCTD, paH-
HsAA MaHUGeCTalusA TUIePXOTeCTePMHEMIUM M CTeaTOreIlaTUTa),
BBIABJICHHBIX BPOX/ICHHBIX IOPOKOB Pa3BUTHUA (CTEHO3 JIETOYHON
apTepui, BPOXXI€HHBI PajiNOyIbHAPHBIN CMHOCTO3, IUIION/IA3Ms
7IeBOJI TOYKM) ¥ HeHOTUI pebeHKa ObUI JMaTHOCTUPOBAH CMHPOM
Anaxuns (kog MKB-10: Q44.7). IIpoBeeHHbII TeHeTUYeCKUIT
aHa/M3 NOATBEPAN/I IUATHO3: YACTUYHASA Jieflel[isl KOPOTKOTO Ijieda
20-7t xpomocomsl (20p11-12, rae nokanusyercs red JAGI).

Takyum 06pasoMm, IIs1 CBOEBPEMEHHOI SMATHOCTUKN
3ab0eBaHMII 0OOMeHa BellleCTB HEOOXOOUM KOMIIIEKC-
HBIN My}IbTI/I]II/ICLU/IHHI/IHapHI)HZ IIOAXO0m, IIO3TAaImMHaA
BepuduKaums grarHosa, fUHaMu4Yeckoe HabmoIeHne.
Bremmonaenne stux IIPMHIINIIOB ITIO3BOJIAAET CBOEBPEMEHHO
IMarHOCTMPOBATDb 3a0oyeBaHye U Oonee 9PpdeKTUBHO
OKas3bIBaTh MEJVIIVHCKYIO IIOMOILb OONBHBIM C PefKOIL
IIaTOJIOTHEL.

Ilocmynuna 6 pedaxyuio 30.06.2016.

METABOLIC DISORDERS: FROM SYNDROME TO THE RARE DISEASE
T.G. Vasilyeva
Regional Clinical Center of Specialized Types of Medical Care
(30/37 Uborevicha St. Viadivostok 690091 Russian Federation)
Summary. Presented three clinical cases of congenital, genetical-
ly determined diseases in children with the analysis of the diag-
nostic search. For verification of Wilson's disease it took more
than 1.5 years of the survey and follow-up in different special-
ists. The presence of additional infectious factors complicated
the diagnosis. Analysis of the case calls for the inclusion of chil-
dren in the survey with standard hepatitis of unknown etiol-
ogy copper metabolism markers. Analysis of the patient's other
diseases suggests that rectal prolapse - a condition requiring
the exclusion of cystic fibrosis, even when there is no neona-
tal screening and respiratory history. The third case shows that
the combination of pronounced intrahepatic cholestasis with
malformations of the skeletal system, the heart, the organ of vi-
sion and phenotypic features requires the exclusion of Alagille
syndrome.
Keywords: hepatolenticular disease, cystic fibrosis, Alagille syndrome,
diagnosis.
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