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AHHOTALNUA

Beenenne. ByniesHslii snuepMonn3 — rpynna HacIeACTBEHHBIX 3a001€BaHIH KOXKH, 00yCIOBICHHBIX MyTallUSIMU B T€HaX CTPYKTYPHBIX
0EIKOB dMHEPMICA U AEPMO-3HICPMAIBFHOTO coequHeHus. [lomynannoHHast 4acToTa BpOXASHHOro Oyiie3Horo snuaepMoinnsa B Poc-
cuu cocrasister 1:50000-1:300000. YinyumeHue paHHelH THarHOCTUKHY U JISYEHUS TCHETHYECKUX 3a00JIeBaHIH TPUBOIUT K JTOCTUIKEHUIO
MalMeHTKaMH PEIPOIyKTHBHOTO BO3pacTa, YTO MO3BOJIIET UM JIeJaTh OCO3HAHHBIH BHIOOP B OTHOIICHHH O€PEMEHHOCTH U pOIoB. JlaHHBIX
JIUTEpPaTyphl O BeACHHH OEPEMEHHOCTH M POJOB IIPH OYJIJIC3HOM JIHUACPMOJIU3E BO BCEM MHUpPE MaJio. B CBsI3M ¢ 4yeM cuuTaeM Ba)KHBIM
MPECTaBUTh KITMHUYECKHUH OIBIT BeIeHHSI 0 PEMEHHOCTH M POAOPA3PELIEHNUs TALUEHTKH C JAaHHBIM 3a001eBaHieM. Onucanue KIMHAYe-
ckoro cayyas. [IpencTaBneH KIMHUYECKUH ONBIT BEJCHUsI OEPEMEHHOCTH U POAOB y MAIIMEHTKHU C TeHEPaIN30BaHHBIM TUCTPOPHUECKIM
OyJu1e3HBIM SnuAepMonn3oM. [lanuenTka OblIa pogopas3penieHa myTeM KecapeBa CeUeHN s B JOHOLIEHHOM CPOKe, O/ CIIMHAJIEHOI aHecTe-
3meil, 6e3 OCIOKHEHHUH KaK I MaTepH, TaK | JIJIs1 HOBOPOXKJICHHOT0. BO BpeMst TMarHOCTUYECKNX ¥ XUPYPru4ecKUX BMEIIATEIBCTB Ipe-
MIPHHUMAJINCH 0COOBIE MEPHI IIPEOCTOPOKHOCTH. YUHUTHIBAst OOJIBIIYI0O BEPOSTHOCTh 00pa3oBaHMs OyJul B pe3yiIbTaTe TPEHHS U CABHTa
KOKHBIX IIOKPOBOB, ObLJI pa3padOoTaH IJIaH MOATOTOBKU NALIUEHTKH K pOJOPa3PEICHHIO0, MEPHI 110 IPEIOTBPALICHUIO TPABMUPOBAHHU ST KOXKH
U CIU3HUCTHIX, BEIOOp METOAA aHECTE3HH, TOCIEONEPALMOHHBIN YXO/ 3a MAIlMeHTKONH ¥ HOBOPOXKJAEHHBIM. C LIENbI0 CHUKEHHUS TpaBMa-
TH3aIUU KOXKU TP JTIOOBIX MaHUMYJISAIUSIX UCIONB30BATNCH MPOKJIANAKH, SMOIUECHTHI, HEAaJAT€3UBHbIE CUITHMKOHOBBIE JIEHTH! M MOBS3KH.
Yxox 3a HOBOPOXKJCHHBIMHU TIPOBOJIIICS ¢ 0CO00H OCTOPOXKHOCTBIO JIJISl MPEAOTBPAIIEHHS] BO3MOXKHBIX MOBpeXAeHHH Koxu. HecmoTps
Ha TO YTO OYyJUIE3HBIH SMUAEPMOJIN3 YBEINIUBAET PUCK MATEPUHCKUX OCJIONKHEHUH, IIPH COBMECTHOM BEAECHUH OEPEMEHHOCTH M POIOB
BpauaMu — aKyllepaMU-THHEKOJIOraMy, JepMaTolI0raMy, aHeCTE3H0JI0raMy, HEOHATOJIOTaMU, IICUXO0JI0raMH yJaeTcsl MUHUMU3UPOBAaTh
OCJIOKHEHMS y MaTepU U HOBOPOXKJCHHOTr 0. 3aKJ/l0ueHne. MexaucLUIIIIMHAPHBIH IOAX0A C IPUBJICYCHUEM Bpaya — aKyllepa-ruHEeKoI0-
ra, IepMaTojIora, aHeCTe310JI0Ta, HEOHATOJIOTa, ICUXO0JIOTa yIydlIaeT UCXO/bl BEJCHNU OEPEMEHHOCTH U POJIOB, TIO3BOJISAS MUHUMU3UPO-
BaTh PUCKHU KaK JUISl MATE€PH, TaK U I HOBOPOXKIECHHOTO.

KJIIOUEBBIE CJIOBA: Gyinie3Hblii STHASPMOIIH3, 0EPEMEHHOCTD H POBI IPH OYyJIIIE3HOM SITHISPMOIH3E

JJIsI HUTUPOBAHMUS: MeperykoBa M. A., Habuesa C.1O., Bunokyposa .H., Acrpaxannesa M.M. bepeMeHHOCTB U pO/IbI IpH OyILie3-
HOM DIHUACPMOJIN3E: KIMHUUCCKUH cnyuail. Kyb6anckuil nayunoiil meouyunckuu eéecmuux. 2025;32(2):78—89. https://doi.org/10.25207/1608-
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HUCTOYHUK ®PUHAHCHUPOBAHMUA: aBTOpPEI 3asBISIOT 00 OTCYTCTBUH CIIOHCOPCKOI NOAEPIKKH IPU TPOBEICHUH HCCIICIOBAHUSI.
KOH®JUKT UHTEPECOB: aBTOpHI 3aBIAI0T 00 OTCYTCTBHUH KOH(INKTA HHTEPECOB.

JEKJIAPAIIUS O HAJIMYUU JAHHBIX: nanHbie, HOATBEPKAAIONINE BBIBOIBI 3TOT0 HCCIICAOBAHMS, MOXKHO MOJTYUUTh Y KOHTaKTHO-
r'O aBTOpa 10 0O0CHOBAHHOMY 3aIIPOCY.

NH®OPMHUPOBAHHOE COITACHE: oT manueHTKH NOIy4YeHO MICbMEHHOE HHYOPMHPOBAHHOE JOOPOBOIBHOE COTTIaCHe Ha yJacTHe
B HCCIIEJOBAaHHH, Ty OJIMKALIMIO ONTUCAHNU S KIMHUYECKOTO CIIydast ¥ Iy OJIMKaIHio poTOMaTeprualoB B MEAUIINHCKOM Xy pHaJle, BKIII0Yas ero
3IEKTPOHHYIO Bepcuio (1ara monnucanus — 04.03.2024).

BJIATOAAPHOCTM: aBTOpH! BRIpaXaroT MPU3HATEILHOCTH 3a MOMOILb B IpOBeAeHUH HccienoBanuil OneneBy AHToHY CepreeBudy,
JOKTOPY MEANIIMHCKUX HAayK, 3aMECTUTEIIO TIIaBHOTO Bpaya Mo aKyIIepCKO-THHEKOJIIOTHUECKOH MOMOIIY rOCyJapCTBEHHOT O O0J’KETHOTO
yupexKIaeHus 3apaBooxpaHeHus ropona Mocksal «['opoackas knuandeckas 6onpHuna Ne 31 numenu akagemuxa [.M. CaBenneBoit Jlenap-
TaMeHTa 3/IpaBooXpaHeHus ropoaa Mockse» (yi. Jlobadesckoro, a. 42, ctp. 1-4. 6, . MockBa, 119415, Poccus); Kyprenok Haranse Buk-
TOpPOBHE, KaHANJATy MEIUIIMHCKUX HayK, 3aBeqyroniel ¢puamanom Ne 1 «[lepruHaTanbHBINA HEHTP» TOCYAapCTBEHHOTO OIOKETHOTO yUupe-
XKAEHUS 3paBooxpaHeHus ropona Mocksal «Iopozckas knnHndeckas 6osnpHuna Ne 31 nmenn akagemuka ['M. CasenbeBoit JlenapramenTa
31paBoOXpaHeHus ropoga MockBel» (yi. HoBatopos, 1. 3, cTp. 1, . Mocksa, 119421, Poccus); [lorekaeBy Hukonaro HukonaeBuuy, JoKTopy
MEIMLUHCKUX HayK, mpodeccopy, 3aBenytonemMy kadeapoil KoxKHBIX 6one3Heil 1 KOCMeTONIOrnH (akyabTeTa JOMOIHUTENBHOTO npodec-
CHOHAIBHOT0 00pa30BaHus HCTHTYTa HEIPEPHIBHOTO 00pa30BaHMs U IPO(ECCHOHATBHOTO Pa3BUTHS (DEAEPaTBLHOTO FOCYAAPCTBEHHOTO
aBTOHOMHOTO 00pa30BaTEIBHOTO YUPEKICHNUS BEICIIETO 00pa3oBaHus «Poccuiicknii HAaIMOHAIBHEIH HCCIIEIOBATENECKUI METHIIMHCKU I
yausepcurtet umenn H.1. [Tuporosa» Munucrepcrsa 3npaBooxpanenus Poccniickoit @enepanuu (yin. OcTpoBUTSIHOBA, I. 1, cTp. 6, T. Mo-
ckBa, 117513, Poccus) u JlatbimkeBuuy Onery AsekcaHIpoBUYY, KaHAWIATy MEAULIUHCKUX HAyK, IOLEHTY, IOLEHTY Kadeapsl akyIepcTBa
¥ TUHEKOJIOTMH MeAMaTpuyecKoro QakynsreTa eepaabHOro rocyJapcTBEHHOr0 aBTOHOMHOTO 00pa30BaTeNIbHOIO YUPEXICHHS BICILIE-
ro obpasosanus «Poccuiickuit HallMOHANBHBIN HCCIEN0BATENbCKUN MeAULIMHCKUH yHIUBepcuTeT nMeHu H.M. ITuporosa» MunuctepcTa
3npaBooxpaHeHus Poccuiickoit denepanuu (yia. OCTpoBUTAHOBA, A. 1, cTp. 6, I. Mocksa, 117513, Poccus).
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Pregnancy and childbirth in epidermolysis bullosa: A clinical case

Madina A. Meretukova'™, Suganat Yu. Nabieva?, Irina N. Vinokurova®, Maria M. Astrakhantseva’

'Pirogov Russian National Research Medical University, Ministry of Health of the Russian Federation, Ostrovityanova str., 1,
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ABSTRACT

Background. Epidermolysis bullosa represents a group of genetic skin diseases caused by mutations in genes for structural proteins of
the epidermis and dermo-epidermal junction. The population incidence of congenital epidermolysis bullosa in Russia amounts 1:50,000—
1:300,000. Improved early diagnosis and treatment of genetic diseases leads to patients reaching reproductive age, which makes it
possible for them to make informed choices about pregnancy and childbirth. World literature contains little information on the manage-
ment of pregnancy and childbirth in epidermolysis bullosa. In this regard, we consider it important to present the clinical experience of
pregnancy and delivery of a patient with this disease. Clinical case description. The clinical experience of managing pregnancy and
childbirth in a patient with generalized dystrophic epidermolysis bullosa is presented. The patient performed delivery by cesarean sec-
tion at term using spinal anesthesia and observing no complications for both mother and newborn. Special precautions were taken during
diagnostic and surgical interventions. Given the high probability of bullae formation due to friction and skin shear, a plan was developed
to prepare the patient for delivery, measures were taken to prevent trauma to the skin and mucous membranes, and anesthesia method
and postoperative care for the patient and the newborn were defined. In order to reduce skin traumatization during all manipulations,
sanitary napkins, emollients, non-adhesive silicone tapes and dressings were used. Newborns were provided with special care to prevent
possible skin injuries. Although epidermolysis bullosa increases the risk of maternal complications, joint efforts of obstetricians, der-
matologists, anesthesiologists, neonatologists, and psychologists manage to minimize complications for both mother and newborn when
managing pregnancy and childbirth. Conclusion. A multidisciplinary approach involving an obstetrician-gynecologist, dermatologist,
anesthesiologist, neonatologist, and psychologist improves the outcomes of pregnancy and childbirth management and minimizes risks
to both mother and newborn.
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BBEJAEHUE

Bpoxnennstit Oymuresnstit anunepmonns (Bb3) — rpymnma
HACJICICTBEHHBIX 3a00JIeBaHUNA KOXKH, 00YCIOBICHHBIX MyTa-
LUSIMU B TE€HAX CTPYKTYPHBIX OEJIKOB SMUJIEPMHCA U JEPMO-
snmaepManbHoro coenuHenus [1-3]. enetmuecku omocpe-
JOBAaHHBIC )qu)eKTBI AATrC3UBHBIX 6€J'IKOB SIUTEINA ITPUBOAAT
K XpYNKOCTH KOKH M CIIM3UCTON OOOJIOYKH, BCIEACTBUE YETO
HapymaeTcs MX TOJIEPAHTHOCTh K MEXaHHYECKHUM BO3IEHCT-
BUSIM. B OTBEeT Ha TpeHUE WM MEXAaHUYECKYIO TPaBMY CIIOU
KOXH PACHICIUIAIOTCS, YTO TIPUBOAUT K 00Pa30BAHUIO BOJIBI-
peit u sposuii. B HacTosiee BpeMst BoisiBIeHBI 20 TEHOB, TPHU-
BOASAIIMX K pa3BuThio BBD.

BBD orHOcuTCs K opdaHHEIM 3aboneBaHusM. B Poccwmii-
ckoit Deneparuu B Penepansiom 3akone Ne 323-03! (pen.
ot 25.06.2012) «O0 ocHOBax OXpaHBI 340POBbS TpaKAaH
B Poccuiickoit denepannn» 3aKOHOAATENBHO BBEJEHO MOHS-
THe peakux (opdaHHbIX) 0OJE3HEH U COIACHO eMy Op(aHHBI-
MU CYHTAIOTCS 3a00JIEBaHUA C PaCIIPOCTPAHEHHOCTHIO HE 00-
nee 10 crydaeB Ha 100000 HaceneHus.

CornacHo knaccudukanuu BED ot 2014 1. B 3aBUCHMOCTH
OT YpOBHS 00pa30BaHMs ITy3bIPS BBIACILIIOT 4 OCHOBHBIX THIIA
3a0o0JieBaHs: MPOCTOM Oyiute3HbIi anunepmonu3 (I163), morpa-
HUYHBIN OyruiesHsld smunepmonn3 (IIrpbd), mucrpoduyeckuii
Oymnesnsii sruaepmonu3 (JIb3) u cuaapom Kunaepa [1].

ITpocroii Oynse3HbIN SIHICPMOIIH3 SABISIETCS. Hanboliee pac-
npoctpaneHHBIM (70 %) ¥ JIeTKO MPOTEKAIOMNM. XapaKTepH-
3yeTcst Ie()eKTOM JIOMKOCTH UAECPMHUCA, IIPEUMYIIIECTBEHHO
HacjeqyeTcss 10 ayTOCOMHO-JOMHMHaHTHoMmy tuiy. [lorpa-
HUYHBIA OyJJIe3HBIN SMUAEPMOIIN3 — 3TO ayTOCOMHO-PEIec-
CHBHBIH JIe()eKT XPYIKOCTH B HpenesiaX IpOo3pavyHOd Iuia-
CTHHKH 30HBI 0a3albHOW MeMOpaHBL PacmpocTpaHeHHOCTD
JaHHOTO TUMa coctaBisieT 5 %. Jucrpoduueckuii Oymne3Hblii
SMUAEPMOIIU3 BCTPEUAETCSl ¢ 4acToTol 25 %, MOXET UMETh
KaK ayTOCOMHO-JOMHHAHTHBIH, TaK W PEIICCCUBHBIA THI Ha-
cnenoBanusi. OOyCIOBIEH TOPaKEHHUEM 30HBI HUKE TEMHOM
TUTACTHHKY 30HBI 0a3anpHON MeMOpanbl. bymiesnsiii snuaep-
monn3 Kunnnepa — camblil peqkuil TUII, ¢ ayTOCOMHO-peLec-
CHBHBIM THIIOM HacJIeJIOBaHUs. XapaKTepu3yeTcsl HOpaKeHH-
eM Oenka KHHIJTUH-1, 9TO IPUBOAMT K XPYIIKOCTH HA JIHOOOM
YPOBHE JAEPMO-3MUACPMAITBHOTO coequHEeHUs [4].

BoBneueHHOCTh OOJNBIIOTO YHMCIA TEHOB B IaTOTEHE3 3a-
OoleBaHMS OTpeNeNsIeT MHOToo0Opa3ue KIMHHIECKHX IIpo-
sBiieHnid. CTENeHb THKECTH 3aBUCHT OT TUIA OyJJIe3HOTO
SMHUICPMOIIH3a, PACIIPOCTPAHCHHOCTH U JUTUTEIBHOCTH CyIIIe-
CTBOBAHHS SK3aHTEM U SHAHTEM.

3abosieBaHNE MOXKET MPHUBOAMTH K TAKUM OCIOKHEHHSIM,
Kak WHOQHUIHpPOBaHHWE, pyOIeBaHHe KOXHU ((HOpMHPYIOTCS
TICEBJOCUHIAKTUIINY, KOHTPAKTYpPbl, CTPUKTYPHI), 3alepiKKa
pocTa M pa3BUTHA, CHHAPOM MasibabCopOIMH, MI0CKOKIETOU-

HbIM pak. TskecTh CUMITOMOB BapbUPYET OT JIETKOM A0 Ts-
JKEJIOM ¥ KOPPETMPYET C BRIPRKEHHOCTHIO, PACIIPOCTPaHEHHO-
CTBIO BONABIpEH U 00pazoBaHWEM pyOLOBON TKaHU. Tspxenmas
TeHEepaIN30BaHHAs KO)KHO-CIIM3MUCTAasl My3bIpyaTKa IOpakaeT
OoJbIIE YYaCTKH KOXKH, KOHBIOHKTHBY, CIIM3UCTYIO PTa, JKe-
JYJJOYHO-KUIIEYHOTO TPAKTa, ABIXaTeNbHBIX IyTEH, a TaKkkKe
MOYEBBIBOSIINX U MONOBBIX IMyTei. YMEpeHHBIE OyiuIbl pas-
pemiatorcsi ¢ 00pa3oBaHUEM HE3HAYMTENbHBIX PyO1IOB. Bhipa-
JKEHHBIE BOJIJIBIPU 32)KUBAIOT C POPMHUPOBAHHUEM BBIPaKEHHOM
PYyOILIOBOY TKaHU.

YunuTeiBass MHOTOOOpaszne KIMHUYECKUX npossieHnid BED
U CIOXKHOCTh KJIIMHWYECKOW JMArHOCTHKH, JUIS MOATBEPIKIE-
HUSI JMarfo3a HeoOXOIUMBI J1ab0paTOpHO-WHCTPYMEHTAIb-
HBIE MeTOAbI HccnenoBanust. C IENbo MOATBEPKIACHHS JHar-
Ho3a BBD npuMeHst0T IMMYHO(ITIOOPECIICHTHOE aHTUTEHHOE
kaptupoBanne (MAK), TpaHCMHCCHOHHYIO 3JIEKTPOHHYIO
mukpockonuio (TOM) u MoneKynsIpHO-TEeHETHUECKYIO JHar-
HOoCcTUKY. TOM 1 MAK mO3BOJISIFOT BBEIIBUTH YPOBEHB paciiie-
TUIEHHS B OMonTaTax KoKu OOJIBHBIX Uil U depeHraIbHon
JIMarHOCTUKU MEXIy OCHOBHbIMU TUnamu BBJ. Merons re-
HETUYECKOI JNarHOCTHKH IMO3BOJITIOT ONPENEIUTh MYTaIlN
B T€HaX CTPYKTYPHBIX OENKOB JI€PMOANUAEPMAIBLHOTO COE-
JIMHEHHS, COOTBETCTBYIOIINE OINPEICICHHBIM KIMHUYECKUM
noatunam BBD [1]. B Hacrodiee Bpemsi maroreHeTHIeCKue
Mmetozpl iedeHnss BBD HaxomaTcs Ha pa3HbIX ATanax KIMHIYE-
CKHUX HCCIIEN0BaHUi. JleueHne sBIsIETCS CHMITOMATHYECKUM,
HalpaBJIeHHBIM Ha YCKOPEHHOE 3a)KUBJIEHUE YPO3UBHOSA3BEH-
HBIX /1e()EKTOB KOKM M CIHM3HCTBIX 00O0JI0OYEK BHYTPEHHHX
OpraHoB. Ba’kHBIM acHEeKTOM Tepamuu SBISIETCS MPENOTBpa-
IIEHHE Pa3BUTHsI BTOPUYHOM HH(EKINH, KOPPEKIIHS OCTIOKHE-
HHUH M COITyTCTBYIOLIEH MaTOJIOTUH, Ha3HAYAIOTCS ITpenaparsl
JUISl yMEHBIICHUS OOJIH, CHATHS 3y/a U JICUCHHS] NHPEKINOH-
HBIX OCJIOKHEHHUH [1].

Ocobennocmu meuenus Oynne3Ho20 INUOEPMONU3A
60 6pems DepemeHHOCIU

BepemenHocTs compspkeHa ¢ (DM3HOMOTHMYECKHMH H3Me-
HEHUSIMHM, 3aTPardBalOLIMMH BCE CHUCTEMbI opraHusma. Ilo-
BBILIAETCS KUCIIOTHOCTh JKEIYNOYHOTO COKa, pacciabisercs
TOHYC TIMIIEBOAHOTO C()MHKTEPA, YTO MPUBOANUT K PA3BUTHIO
pedmokc-330¢aruta. Pan uccnenosareneii ommucHBaOT YXya-
IICHHE TCYCHUS UMEIOIMNXCS XPOHUYECKUX 3a00JIeBaHUI Ke-
JYJIOYHO-KHUILIEYHOTO TPaKTa MpH OyJUIE3HOM SIHICPMOIIH3E
[5-8]. PBora mpoBommpyer oOpa3oBaHHWE BOJIBIPEH, C IIO-
cilemyommM pyoOneBaHueM mumeBoga [6]. Bo Bpems Oepe-
MEHHOCTH BO3MO)XHO Pa3BHTHE OILIYNICHHS B3IYTHs JKHBOTA
1 3amopsl [6]. B To ke Bpems GepeMeHHOCTh IpH OyIIC3HOM
SMUACPMOITU3E HE YCYTYOIeT MopakeHus KOXKH [7].

Br16op MeTona pomopasperieHus mpyu TaHHOM 3a00JICBaHUH
TpeOyeT MHANBHIYaJIbHOTO MOIXO0/a, PEIICHNE MPUHUMAETCS

! ®enepanbhblii 3aK0H «O6 0CHO8aX 0Xpanbl 300p06bsi 2padicoat & Poccuiickotl @edepayuu» ot 21.11.2011 Ne 323-®3. C yuetom nocranosienuit Koucrury-
nuonHoro Cyna Poccuiickoit @enepauun ot 13.01.2020 Ne 1-I1, ot 13.07.2022 Ne 31-I1, ot 26.09.2024 Ne 41-IT; IToctanosnenus [IpaBurenscra Poccuiickoit

®Denepanun ot 18.07.2023 Ne 1164.
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COBMECTHO KOMAaHJIOW CHEIHUAIUCTOB U C YY€TOM MOXKETaHHH
nanueHTKH. COOOLIeHHsI YISHBIX O MPEANOYTUTEIHFHOM METO/IE
pomopasperieHus mpu OyIe3HOM SIHISPMOIN3e TPOTHBOPE-
yuBsbl. [0 aHHBIM psifa uccienoBarenel, IPOTUBOIIOKA3aHUI
IUTSL pOAOPA3PEIICHNUS Yepe3 eCTECTBEHHBIE POIOBEIC Iy TH HET,
Oolee TOTO, TaHHBIM MeTox npeanodrutencH [7—11]. [amuen-
TKH MOTYT OTJIaBaTh MPEIIOYTCHUE KECAPEBY CCUCHUIO H3-32
cTpaxa ¥ OCCIIOKOICTBA 1O TOBOAY TPaBM POJIOBBIX IyTEH,
MIPUBOJAIIEH K 00pa3oBaHHIO BoJabIpeit 1 paH. [Tokazanusmu
K KECapeBOMY CEUECHHIO SIBIISTIOTCS: OOIIETIPUHATHIE B aKyIIep-
CTBE, OOIIMPHBIE BOJIIBIPY, PaHBI HAa TEHUTAJHIX, BHI3BAaHHEIC
B3, creno3 Bnarammma [8, 10, 11]. ITo maHHBIM psina aBTOPOB,
OBl Yepe3 eCTeCTBEHHBIC POMOBBIC IYTH HE YBEIUYHBAIOT
PHUCK TMOCIEIYIONEro pyOIleBaHus WIM CTEHO3a BIArajviia
[7, 8, 10, 11]. OnHako moBpeXaeHUE POJOBBIX MyTel U PUCK
o0pa3oBaHus Oy/UT BO BPEeMs POIOB, BO3MOKHOE OTTOPKECHUE
LIEPBUKAITBHOTO W MPOMEKHOCTHOTO STHTENHS, TTOBPEKICHUE
MSATKHX TKaHEeH Ta30BOTO JTHA BBI3BIBAIOT OMMAaCEHH. TaKKe BbI-
COKOTPaBMAaTUYHBIMH SIBIISIOTCS BIATAJMIHBIE POIOpa3pela-
FOIIHE OTIepAIINHU: HAIOKCHHE aKyIIePCKUX MIHUIIIOB U BaKyyM-
IKCTpakIms wroga. KecapeBo cedeHUe MO3BOISET MPOBOAUTH
0oJiee KOHTPOIIUPYEMBIC POJIBI IPH HATUMIHU 00YYESHHOTO TIep-
coHaa u obopynosanus [8, 10, 11].

KJIUHUYECKUI TPUMEP
HNudopmanus 0 nanueHTKe

[Manmentka I, 2001 roma poxneHusi, oOparuiach B KOH-
CYNIBTaTHBHO-IMarHOCTHYECKoe oTaeneHue [lepuHaraapHOTO
LIEHTpa rOCyAapCTBEHHOTO OIOKETHOTO YUPESIKICHNS 3APaBO-
oxpanenus «lopoxackas knHUYIecKas 6onpHUIA Ne 31 nmeHn
akagemuka [ M. CaBenbeBoii [lemapramMenTa 31apaBoOXpaHe-
Hus MockBel» (I'BY3 «I'Kb Ne 31 um. Akanemuka I. M. Ca-
BenbeBol JI3M») 16.02.2024 mpu cpoke OepeMEHHOCTH
36 Henenb 5 qHEH [0 HaIPaBIEHUIO Bpadya XKEHCKON KOHCYJIb-
TallMU TOCYAPCTBEHHOTO OIOIKETHOIO YUPEKACHHS 31PaBo-
oxpaHeHHs1 MocKoBcKoit o0nact «PeyToBckasi KIIMHUYecKas
6ompuua» (I'BY3 MockoBckoii obmacti «PeyToBcKast KITMHU-
yeckasi OONBHUIIA» ) IS pEIISHHS BOIIPOCa O CPOKAX M METOIIE
TIPE/ICTOSIIIIETO POIOPA3PEILCHNS.

Anammes dxcusnu: poruIach IEpBHIM peOSHKOM B ceMbe. Po-
Clla ¥ pa3BUBaNach COOTBETCTBEHHO BO3pacTy. 13 nepeHecen-
HBIX 3a00JIeBaHuUil: BeTpsHas ocna, kpacHyxa. C ieTcTBa oTMe-
YyaeT CHIKEHHE MoKa3aTesel reMorioonHa. AHEMUs y MaTepu
u 'y 6abymku manueHTky. [ emaromoroM He HabmoMaeTCs, Ie-
PHOIUYECKH CaMOCTOSTENBEHO IPHHUMANIA TIEPOpaibHbIE Mpe-
maparsl Jkese3a. Bpenuble npuBbIYKy OoTpunaeT. B HacTosmee
BpeMsi He paboTaer, MpogecCHOHANBHBIX BPEIHOCTEH HET.
Tpasmsbl oTpunaet. 113 oneparusHbix BMemarenscTs: B 2001 .
ollepaTuBHOE JiedeHUe JedekTa MEeXIKETyI0uKOBOM Iepero-
ponxu, B 2019-m — puHomnnactuka, B 2022-M — reMoppou-
skTomus. Oneparun npoTekanu 6e3 ocnoxHeHui. I'emoTpan-
cdy3uil B aHaMHe3e HET.

Anamnes 3a60ne6anus: ¢ IEPBBIX MECALEB )KU3HH IIPH TPAB-
MHUPOBAaHUN KOXH CTAJH TOSBIATHCS BHICHIIIAHHS B BUAE IIY-
3bIpell. AHAIOTHYHBIE MPOSIBICHUS OTMEYAINCh y POJHOM
CeCTpbI HallMeHTKH, KOTOPOIl Ha TOT MOMEHT YK€ OB BBICTaB-

2 Pe(hepeHCHBIE 3HAYEHHS YKa3aHBI B CKOOKAX.

JIeH Iuarno3 OyJuie3Horo anuaepMonu3a. [1y3sipy nosBIisuMch
IIPY HE3HAYMTEIbHOW MEXaHWYECKOl TpaBMe, NpeNCTaBIIsIIN
c000¥ My3bIpH BSJIBIE, CO CKJIAAYATOM, CBHCAIOIICH TTOJT BECOM
JKMJIKOCTH MOKPBIIIKOH, JIETKO BCKPBIBAIOLIHECS, 00pa3yIoIu-
ecsl He TOJIKO B MECTaxX TPaBMHPOBAHMS, HO M B MECTax pac-
TSDKEHHSI KOXKH (TIOMBIILICYHbIE U MaXOBbIe CKIIAJIKH, LIes).
B nanmpnelimemM orMeuanach AUCTPOQHsS HOTITEBBIX IUIACTH-
HOK (WICTOHYEHHE, W30THYTOCTh). B 1,5 roma Ha ocHOBaHWHU
XapaKTepHBIX KIMHUYECKHUX INPOSIBICHUH, yYUTHIBAsI TaHHbIC
CeMeHHOro aHaMHe3a, Pe3yJIbTaToB MCCIIEAOBAHUN OHOICHii-
HOTO MaTepuana KO)KH, ObUI BBICTaBICH JUArHO3 «BPOXKICH-
HBII Oyiuie3Hbld snuaepMonu3». [eHeTndeckoe uccienoBa-
HHE He poBOAMIOCk. OOOCTpEHHMs YaCThIe, CO CKIOHHOCTBIO
K MH(EKIIMOHHO-BOCHAIUTENbHBIM OCIOKHEHUSIM, UMEIOIIHE
JUIMTEBHBIH M YIOPHBIA XapakTtep TedeHus. [Ipumensiemoe
y TAOWeHTKH JICYCHUE SBIAETCS CHMIITOMATHYCCKHM, Ha-
MPaBJICHO HAa YCKOPEHHE 3aKUBJICHUS 3PO3UBHO-S3BEHHBIX
Je(eKTOB, a TaKKe MPEAOTBPALICHUE Pa3BUTUS BTOPHYHOM
nHpeknun. Tepanus ¢ MPUMEHCHHEM KOPTHKOCTEPOUIHBIX,
aHTHOAKTepHAIbHBIX, aHTHCENTUUECKUX CPEJICTB JUIS HApyXK-
HOTO NIPUMEHECHHSI.

Annepzonocuyeckuti anamnes: He OTATOLICH.

Hacneocmeennuiii  anammes: popHas cecTpa IMalHMEHTKH
cTpazaer OyJUIE3HBIM 3IUAEPMONIN30M. J[aHHBIX O TeHETHYe-
CKHUX 3a00J1€BaHUAX CPEAN OCTAIBHBIX POJACTBEHHUKOB HET.

Axywepcko-eunexonosuieckuii - aHammes:  MEHCTpyallH
¢ 13 ner, ycraHOBHIINCH Cpa3y, yMEPEHHBIE, 110 5 THEM, C me-
PHOANYHOCTBIO 1 pa3 B Mecsll, peryssipHbe, 00JIe3HEHHBIE.
[Tocne wHavama MONMOBOM JKU3HM XapakTep MEHCTPYaJbHO-
TO IMKJIa HEe MeHsIcs. IlocienHsst MeHCTpyanusl HacTyIHiIa
B CpOK, 0e3 ocobenHnocreil. [lonoBas xwu3Hb ¢ 21 roxa, Tpe-
OyeT MCIoNb30BaHMs JIyOPHKAHTOB, YUUTHIBAsT COMaTHIECKOE
3aboneBanne. [ mHEKOIOrMYECKHe 3a00I€BAaHISI OTPHUIIACT.

JanHass GepeMEeHHOCTh IepBasi, caMONpou3BoibHas. [lep-
BbIM JieHb nocienHed MmeHcTpyauud 4 utoHs 2023 roaa. Ila-
IIUeHTKa Halmonanack B xKeHCKoH KoHcynsrammu [ BY3 Mo-
CKOBCKOW oOmactn «PeyToBcKkast KIMHHYECKas OOIBHHIAY.
ITocraBnena Ha y4et B cpoke 10 Henesns OepeMEHHOCTH.

ITo naHHBIM OOMEHHOH KapThl OEPEMEHHOM:

1 mpumecmp OEPEeMEHHOCTH OCIIOXKHUICS TOKCHKO30M
nerkoil cremnenu. IlpuHUMas BO BHUMaHHE IMPOBOLMPOBAHHUE
pBOTOI 00pa3oBaHUs BOJNIBIpEH C TOCIEAYIOIUM pyOlieBa-
HHEM NHIIeBoja [6], manueHTKe ObUIM JaHBl PEKOMEHAAINN
mo cobmronernto aueTsl [6, 8, 9]. Jluera Bkiouana: 1pobHoOe
MUTaHWE, MAJBIMU MOPIMAMHU, C HCKIIIOYEHHUEM U3 palloHa
JKUPHBIX, )KapeHbIX OJIIO0I, IIO0KOJaaa, OCTPBIX OMI0N, ra3upo-
BaHHBIX HAIMTKOB, Kode, Kpemkoro 4yas. PekomeHIoBanoch
n30erarb TIOJIOKEHUH TeNa, CIOCOOCTBYIOIIMX BO3ZHHKHO-
BEHMIO M3)KOTH; HOIICHHWE CBOOOIHOHN OAEXKIbI, HE NaBsIICH
Ha o6macTs enmyaka. [1onoOHbIH MOIX0/ U CTPOroe BBIIOIHE-
HHE PEKOMEH/IaIMii IT03BOIMIN H30eKaTh OCIOKHEHHH.

Pesynbrarel nmpeHaTalbHOIO CKpUHHMHIA | TpuUMecTpa: pHCK
XPOMOCOMHBIX aHOMAaJIMI — HU3KUI, PUCK Pa3BUTHS IIPEIKIIAMII-
CHW — HH3KHUH, PUCK ITPEK/IEBPEMEHHBIX POJIOB — HU3KHH.

Bo II mpumecmpe, yuuTbIBas W3MEHEHHE IIOKa3aTe-
Jel KIMHUYECKOro aHanm3a KpoBu? (3puTpormThl 4x10'%/n
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((3,8-5,1)x10'2/n), remoniobun — 102 r/n (117-155 r/n),
rematokput — 33 % (35-45%), cpenuuii 00beM SpUTPOIIHUTA
(MCV) — 83 ¢ (81-100 ¢)), xpoHHUECKyIO xene3onedu-
LUTHYIO aHEMHIO, ObliIa TPOKOHCYJIBTHPOBAHA T'€MaTOJIOTOM.
Haznauanace BHyTpuBeHHas ¢epporepanus (DepuHxexT
5% — 2 mn (100 mr) B/B, uepe3 nieHb, Ne 5) ¢ MOJOKHUTEIb-
HeiM 3(pdexrom. [Ipenaranpubiii ckpunuHr I TpumecTpa:
0€3 NaToJIOTHiA.

Ha mpotskenun OepeMeHHOCTH MalieHTKa Halloganach
COBMECTHO C BpadoM-JiepMmarosioroM. Bo Bpems GepeMeHHO-
CTU KOXHBIA IaTOJIOIMYECKUI NPOLECC JIOKAIU30BBIBAJICS
Ha KOXKE MaJbLeB KUCTEH U CTOII, TOJICHSX U TYJIOBHIIE B BUJIE
arpoduueckux pyoOoB. HorreBbie miacTHHBI KUCTEH U CTOI
H3MEHEHBI 110 AUCTPO(YUIECKOMY THITY.

B Il mpumecmpe B cpoke 33 Henmenu OSpeMEHHOCTH KOH-
CYIBTHPOBaHa BPauOM-AEPMATOJIOrOM KOXKHO-BEHEPOJIOTruye-
ckoro aucnancepa ['BY3 Mockosckoit obmactn «PeyToBckas
KIMHUYECKas OolbHULA» — 0e3 ocinokHeHuil. B 34 menenu
KOHCYJIBTAIlUSI B TOCYIAPCTBEHHOM OFO/DKETHOM YUPEKICHUH
3paBOOXpaHeHusl ropora MockBbl «MOCKOBCKMI Hay4yHO-
MPAKTUYECKUH LIEHTP JePMATO BEHEPOJIOTHU M KOCMETOIOTUH
Hemapramenta 3apaBooxpaneHns ropoga Mockseny (IBY3
«MockoBckwii LleHTp nepMaToBEHEPOIOTHH 1 KOCMETOJIOTHI)
[0 BOMPOCY BbIOOpa MeToza pomopaspeineHus. [IpuHuMas
BO BHMMaHHE HAIW4YHE Oy/UIC3HOTO JIMUAEPMOIIH3a, BBICOKHUIA
PHCK TpaBMaTH3aIMK KOXKH, PEKOMEH/IOBAHO POOPA3pPEILICHUE
IyTEM KecapeBa CEYCHHUS, C HCIIOIb30BAaHHEM CIICIHAIBHBIX
pacTBOPOB, IIOBHOTO ¥ TIEPEBSI309HOTO MaTepHana.

B 36 menens 5 gueti 16.02.2024 B [lepuHaTaibHOM LIEHTpE
I'BY3 «I'KBb Ne 31 uMm. akamemuka I. M. CaBenbeBoit JI3M»
ObBUT MIPOBEZICH IIEPUHATAIIBHBIA KOHCHIIMYM C y4acTHEM Bpa-

yen — AKYyHICPOB-T'MHEKOJIOI0OB, aHECTE3M0JI0ra, HCOHATOJIO-
Tra, CpCaAHEro MEJIUIMHCKOTO IIE€PCOHAA.

Du3uKaIbHAS TUATHOCTUKA

Status praesens Ha MOMEHT IIPOBEIICHHS IIEPUHATAILHOTO
KOHCHJIMyMa: OOIllee COCTOSIHUE YIOBJIETBOPUTEIBHOE, CO-
3HaHHe sAcHoe. TenocnoxxeHne HopmocTeHnueckoe. KoxkHble
TIOKPOBBI ¥ BUIVIMBIC CIU3HCTBIE (PH3UOIOIMYECKOH OKpa-
ckd, orexoB HeT. Y/IJ] 12 B MuH., AbIXaHHE BE3UKYISIPHOE.
A1 110/60 MM pTt. cT. ¢ 0beux cropor, HCC 66 ynapoB B MH-
HyTy. TOHBI cepana sSICHbIE, pUTMUYHBIE, ITyMOB HET. JKuBot
MSATKHHA, 0e30011e3HeHHBIH. [IedeHp He yBeNMYeHa, celie3eHKa
He nanbnupyercs. Mouencnyckanue He HapymeHo. dusunono-
THYECKHE OTIIPABJICHUS B HOPME.

Status specialis: KOXKHBIA TTaTOJIOTUYCCKHUIA TPOIIECC pac-
MPOCTPaHEHHBIH, CUMMETPUYHBII. BBICHIIAHUS C BBIpaXKEH-
HBIM 9BOJIIOIIMOHHBIM HOMMMOp(U3MOM. CBeXUe eANHUYHBIE
Iy3BIpU B 00JIACTH TIepeHel TOBEPXHOCTH KOJIEHHOIO CyCTa-
Ba (BCKPBITHI CAMOCTOSITENIFHO), a TAK)KE Ha TepeIHe-00KOBOI
MTOBEPXHOCTSIX HIKHEH TpeTH mpasoro oenpa (puc. 1 A). Bri-
CBITIAHUS TIPEZICTABIICHBI PO3MSAMH B CTaNH YBEPEHHOH SITH-
TEJIN3aINH, HEOObIINE o4ark aTpouu KoM B MeCTax Io-
BBILIIEHHOH TpaBMaTH3aIMH (KOJICHHBIE 1 JIOKTEBBIC CYCTaBBbI).
B npouecc BoBieueHb! KUCTH M cToIbl. OTMEYaeTcsl YacTHY-
HOE COXpaHEHHE HOTTEBBIX IUIACTUHOK Ha KHCTSIX, Ha CTO-
Iax OTMEYAETCsl MOJIHOE OTCYTCTBHE HOTTEBBIX IUIACTUHOK
(puc. 1 B). Cnusucteie 000J09YKH B MPOIECC HE BOBICUECHEI,
OIIHAKO B aHAMHE3€ OTMEUCHO MOSBJICHHE 3JIEMEHTOB. Poct
M Ka4eCTBO BOJIOC HE HApyIIEHO.

HapyxHoe akymepckoe HcCIeIOBaHUE: KUBOT YBEIHUYCH
3a cueT OepeMEHHONW MaTKH, COOTBETCTBYET CPOKY OepeMeH-

Puc. 1. Bremnwnit Bug nanueHTKH [.: A — Oyiie3HbIe BBICHIITAHHS U pyOI[OBasi TKaHD B 00JIACTH MEepeaHE TOBEPXHOCTH
KOJICHHOTO cycTaBa (0TMe4eHO Gurypoii); b — oTcyTcTBHE HOrTEBBIX MJIACTHHOK Ha CTOMAX (0TMEYeHO (Gurypoii)

Tlpumeuanue: pomoepagpuu svinonnervl asMopamu.

Fig. 1. Patient G., appearance: A — bullous rashes and scar tissue in the area of the anterior surface of the knee joint (marked
with a figure); B — absence of nail plates on the feet (marked with a figure)

Note: the photographs were taken by the authors.
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HocTH 36 Henenb. [lonokeHue miuoga mMpojoiabHOE, Mpesie-
JKaHHE TOJIOBHOE. ['0JI0BKa II0/1a PacHoIoKeHa HaJl BXOJIOM
B Manblil Ta3. CepaueOuenue miona scHoe, putMu4yHOe. Ya-
CTOTa CEpJICUHBIX COKpaleHuit 10 145 ynapoB B MUHYTY.

IIpeaBapuTe/ibHBII IHATHO3

Bbepemennocts 36 Henens 5 aueil. [onoBHOE npeyiexkaHue.
Bpoxnennsiii muctpoduueckuii OyIUIe3HBIH SMHACPMOIN3,
TeHEepaJIN30BAHHBIN THII.

[IprHNMas BO BHMMaHWE JAaHHBIC MHPOBOHM JIMTEPATYpBI,
aHaMHe3a, OOBEKTUBHOTO CTaTyca, peKOMEHIAUK JEpPMaro-
JIOTOB, HACTPOH MAIMEHTKH, OBIIIO IPHHATO PEIICHNE O POJIO-
pa3pelIeHny IIyTeM KecapeBa CEUYeHHs B ITAHOBOM IMOPSIIIKE
B cpoke 39—40 Henmenb OEpEeMEHHOCTH. YUUTHIBas OOIBIIYIO
BEPOATHOCTH 00pa30BaHMs OyIUT B pe3ylIbTaTe TPEHUS U CIIBH-
ra KOKHBIX TOKPOBOB, OBUI pa3pabOTaH IUIaH MOATOTOBKH
TIAIMEHTKN K POJIOPAa3pEIICHNIO, MEPHI 1TO0 MPEIOTBPAIIECHHIO
TPaBMHUPOBAHMS KOXKH M CIIM3HCTHIX, BEIOOP METONa aHecTe-
3WH, TOCIICOTIEPAMOHHBIA yXO/ 3a TaIMEHTKOW M HOBOPO-
KIICHHBIM.

BpeMenHas mkaJja
XpOHOJIOTHSI OCHOBHBIX COOBITHI IpeIICTaBICHA Ha PUCYHKE 2.

JAunarsocTuyeckue mpoueaypsol
JlabopamopHhbie uccnedosanus (GbINOIHEHbI 8 HCEHCKOU KOH-
cymomayuu I'6Y3 MO «Peymogckas knunuueckas 601bHuyay).

Obwuii ananus kposu (10.02.2024). B npenenax pedepeHt-
HBIX 3HAUCHUH.

buoxumuueckuii ananusz xposu (10.02.2024): tnroxosa, 00-
nmid 6enok, anpOymuH, MoueBuHa, kpeatunuH, AJIT, ACT,
OunMpyOuH oOmMH — B mpeaenax peepeHTHBIX 3HAYCHHM.
IHepopanvuoiii enoxozomonepanmuoiii mecm (23.11.2023) —
HOpMa. Yposenv mupeomponnoco eopmona (05.10.2023) —
HopMma. Koaeynoepamma (10.02.2024): akTUBHPOBAHHOE
YaCTUYHOE TPOMOOILIIACTUHOBOE BpeMs, (pUOPUHOTEH, Mpo-
TPOMOMHOBBII HHAEKC, TPOMOMHOBOE BpeMsl — B IpezAesax
pedepeHTHBIX 3HAYCHU.

Obwuii ananuz mouu (10.02.2024): B npenenax pedepeHT-
HBIX 3Ha4eHUH. [loces Mouu Ha beccumnmommuyio b6axmepuy-
puto (06.10.2023) — oTpuULIaTeNBHO.

Lumonoeuueckoe uccredoeanue MuKponpenapama ey
Mamku (Maska ¢ NOBEPXHOCMU WEUKU MAMKU U YepeUKalb-
noeo xanana) (18.08.2023) — NILM uHTpa’nuTeIHAIbHBIE
W3MEHEHHsI M 3JI0KaueCTBEHHBIE IPOLECCHl OTCYTCTBYIOT
(negative for intraepithelial lesion or malignancy)).

Hmmynogpepmenmuvie ananuser kposu (10.02.2024): an-
TUTENIa K BO3OYAUTENIO0 CH(UINCA B PEAKI[MH MHKDPOIIPEIIH-
nutanuu (PMII) — orpunarensHel, aHTUTENa K BUPYCHOMY
renatuty C — orpunarensHsl, renatut B: HBsAg — orpuna-
teneH, anturena k BUU-1 (Bupyc ummyHonedunura) — or-
punarensHel, antutena k BUU-2 — orpunarensbHbl.

Ha ocHOBaHMM KIMHUYECKHX
MpPOSBICHUN U MEAULIUHCKOTO
UCCIIEIOBAHUS], C yUETOM CEMEHHOro
aHaMHEe3a BBICTABJICH TUArHO3:
BPOXKJCHHBIN OYyJI€3HBIN AMUAEPMOIIH3,
TeHepaIn30BaHHbII THII

Koncynpranus I'bBY3 «MockoBckuii Llentp
JIE€PMAaTOBEHEPOJIOTUU U KOCMETOJIOTHI.
PexomeH10BaHO poIOpa3pellIeHUE MyTeM

KecapeBa CeYeHHUsI C UCTIOIb30BaHUEM
CIIEIUANBbHBIX PACTBOPOB, IIIOBHOTO
U TIepEeBsI304UHOT0 MaTepHuaa

Ponopaspemienue nytem
KecapeBa CeUeHHUs

06.02.2024

16.02.2024

04.03.2024

[TocraBnena Ha y4yeT B JKEHCKYIO
koHcyibTauio I'bY3 MockoBckoii obmactu
«PeyToBckast KnmuHHYECKast OOTBHAIIA»
Ha cpoke OepemeHHocTH 10 Hemenb

[IpoBenen nepuHaTanbHbIN
koHCcmmuyM ['BY3
«I'Kb Ne 31 uM. akagemMuka
I"'M. CaBenbeBoii JI3M»

st 310poBbs
Y COLMAIBHOM ajanTanuu
OIraronpusATHBIH

Puc. 2. XpoHosnorust pa3BUTHsI OYJIC3HOTO SMUACPMOJIN3a Y TAIIUCHTKH [, 10 1 BO BpeMsi OEPEeMEHHOCTH: KIIFOUCBBIC COOBI-
THUSA U IPOTHO3

Tpumeuanus: 610Kk-cxema 6pemMeHHOU UWKAIbl 8bINOIHeHA agmopamu (coznacho pekomenoayuim CARE). Coxpawenus: I'BY3 Mockoeckoii
obnacmu «Peymosckas kiunuueckas 601bHUYAY — 20CY0apcmeenHoe bio0icemuoe yupecoeHue 30pasooxpanernus Mockosckoti ooracmu
«Peymosckas xknunuueckas 6orvnuyay, I'BY3 «Mockosckuii Llenmp depmamoseneponocuu u KOCMEmMono2uuy — 20Cy0apcmeenHoe
b10021cemnoe yupesicoenue 30pasooxpanenusi copooa Mockevl «Mocko6ckuli HAYUHO-NPAKMUYECKUL YeHmp 0epMamo8eHepoIocu
u kocmemonozuu /lenapmamenma 30pasooxpanerus 2opooa Mockewiy, I'BY3 «I'KE Ne 31 um. Axademura I M. Casenvesoii J[3M» —
eocyoapcmeennoe 6100xcemnoe  yupescoeHue 30pagooxpanenus «lopodckas kiunuveckas Oonvhuya Ne 31 umenu axademuxa
I M. Casenvesoii [lenapmamenma 30pasooxpanenust Mockawly.

Fig 2. Chronology of epidermolysis bullosa in patient G. before and during pregnancy: key events and prognosis

Notes: performed by the authors (according to CARE recommendations). Abbreviations: I'BY3 Mockoeckoii obracmu «Peymoeéckas
xkaunuueckasn bonvnuyay — Central City Clinical Hospital of Reutov, Moscow Region Health Department; I'BY3 «Mockoeckuii [{enmp
depmamogeneponozuu u kocmemonocuuy — Moscow Center of Dermatovenerology and Cosmetology, Moscow Health Department; [BY3
«I'’KB Ne 31 um. Axaoemuxa I M. Casenvesout /[3M» — City Clinical Hospital No. 31, Moscow Health Department.
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Hucmpymenmanvhoie uccie008anus (8bInoaHensl npu npo-
sedenuu koncunuyma 6 Ilepunamanvuom yenmpe I'bY3 «I'Kb
Ne 31 um. akaoemuxa I M. Casenvegou J[3M»).

Kapouomoxoepagpua (KTT') nnooa (16.02.2024) — cocro-
SIHHE IUToJa COOTBETCTBYyeT 8 Oaymam mo mkane Pumepa
(HOpMA).

Vavmpaseyxosoe uccredosanue (Y3H) nrooa (16.02.2024) —
0e3 TaTOIOTHH.

Koncynemauyusa cneyuanucmos (¢ I'bY3 «Mockoeckuii na-
yuno-npakmuueckuil yewmp (HIIL]) depmamonozuu u xocme-
monoeuu [{3M 2. Mockevry, om 06.02.2024).

Jlepmamonoe.  JlnarHo3: BpOXKIEHHBIH AuUCTpodUUECcKuit
OyJUIC3HBIN AHICPMOIIH3, TCHEPATH30BaHHbBIN THIT. PeKoMeH-
JIOBAaHO: POJOpa3peIIeHUe IyTeM KecapeBa CeIeHHs C UCTIONb-
30BaHMEM B Ka4€CTBE IIIOBHOTO MaTepraia KapOHOBBIX HUTEH
JUIA 3allIMBaHUS TTOIKOKHOW XHPOBOM KIIETUYATKH U KOXU.
BozgepkaTbcst OT WCIIONB30BAHUS aNTE3WBHBIX (TIOBS3KH,
IDTACTBIPH, KPETICHHE KaTeTepoB U Tp.) MaTepuanoB. [locie-
OIEPAMOHHYI0 00pa0OTKY IIBa OCYIIECTBIATH C HUCIONB30-
BaHUCM aHTHOAKTCPUAIILHBIX Ma3el, (PUKCAIUI0 CTePIIIbHON
canderku Ha paHe MPOU3BOJUTH IIPU IMOMOIIU CHTHKOHOBBIX
HETKaHBIX TOBS30K.

Kannnvecknii nuaraos

[To 3akiroueHHI0O KOHCHJIMYyMa OBUI BBICTAaBIECH JWAarHo3:
6epemenHocth 39 Henmenb 1 neHb. [onoBHOE mperiexaHue.
Bpoxkaennslit quctpoduueckuil  Oysie3HbIH AMHUAEPMOIIH3,
TeHEepaJIM30BaHHbIN THII.

JAuddepennnanbHasi AMATHOCTHKA

YuuThiBas BpO)KZ[eHHbIﬁ XapaxkTep 3&60J’IeBaHI/IH, JHUArdo-
CTHPOBAHHBIN y MAallMEHTKH B JIETCTBE, Anu(depeHnuaibHas
JAUArHoCTUKa HE MMPOBOAUIIACH.

MeauuuHCKHe BMENIATEJIbLCTBA

[Tocne nmpoBeneHnst KOHCHIMYMa MEUIIMHCKHAE BMETIaTehb-
CTBa HE IPOBOIMWINCH. PEKOMEHIOBaHO: pOjOpa3pelIcHHe
IIyTeM KecapeBa CEUeHMs B IJIAHOBOM IOpsKe B cpoke 39—
40 Henenb OEPEMEHHOCTH, KOHTPOJIb 32 LIEBEICHUAMH IUIO/A,
KTT mona ¢ xpatHocThio 1 pa3 B 2 Hememnu.

JlnHaMuKa ¥ UCXOABI

B teuenne 3-x Henens (¢ 16.02.2024 o 04.04.2024) namu-
€HTKa HaxOAWIach I0J HAONIONEHHEM Bpava >KEHCKOW KOH-
cynsraumu ['BY3 MockoBckoii obnactu «PeyToBckast KIIMHH-
yeckasi 00JbpHULAY. [IpOBOAMICS KOHTPOIb 32 ILIEBEJICHUSIMU
mwiona, KTI" mmoga omgHokpatHO (27.02.2024) — coctosiHUE
IUIOZIa COOTBETCTBYET 8 Oayuram mo mkane @umepa (HopMa).

04.03.2024 B cpoke recranuu 39 Henens u 1 1eHb 6epeMeH-
Has Opuia roctmranmsupoBana B [BY3 «'Kb Ne 31 uM. aka-
nemuka I. M. CasenbeBoid JI3M» 1715 miIaHOBOTO ponopaspe-
LICHUSL.

[Ipy mocTymieHnu cocTosHUE yAOBIeTBOpHUTENbHOe. JKa-
7100 He npenbsaBisuia. OCMOTP HAMEHTKH MEPCOHANIOM IIPO-
BOJIMJICS B IIEPYATKAX, C UCTIOJIb30BAHUEM HMOJIUECHTOB.

Status praesens: KO)XKHbIe IOKPOBBI U BUAMMBIE CIIU3UCTHIE
(busnonoruyeckoii okpacku, orekos HeT. YJIJ1 12 B MuH., ApbI-
xanue Besukyisapaoe. AJl 110/60 MM pT.CcT. ¢ 00eHx CTOPOH,
UCC 66 ymapoB B MHHYTY. TOHBI cepama SICHbIE, PUTMHY-
HBIE, ITyMOB HeT. JKuBoT Msrkuii, 6e30one3nenHbid. [ledeHp

HE yBeJlW4YeHa, cele3eHKa He majbnupyercs. Mouencmycka-
HHE He HapymeHo. PU3NO0I0THYeCKHe OTIPABICHUS B HOPME.

Axywepckuil cmamyc: XUBOT NPABHILHON OBOUIHON (op-
MBI, YBEJIMUYECH B pazMepe 3a cueT OepEeMEHHON MaTKH, COOT-
BETCTBYyeT Cpoky 39 Hemenb OepeMeHHOCTH. OKpYXHOCTh
JKMBOTa Ha ypoBHe mymnka 96 cm. Beicota nHa matku 38 cm
HaJl JIoHOM. Marka B HOpMOTOHYCE, IIPH MaJbHalui BO30Y/IH-
Ma, 6e300ne3nenHa. [lonoxkeHune 10 MpoaoIEHOE, TO3UIIHS
nepBasi, NMepelHuil BUJ, TOJOBHOE Mpeasexanue. [ooBka
TUTOJIa TIpIPKaTa Ko BXOAy B Maiblid Ta3. CepaneOuenune rmio-
Jla ICHOE, pUTMUYHOE. BhIcoymumBaeTcs cripaBa HUXKE ITyNKa
¢ yacTtoToil 10 140 ynapoB B MUHYTY.

JlaGoparopHble nccnenoBaHusi B Tpenenax pedepeHTHBIX
3HAYCHUI: OOLIMI aHaJIU3 KPOBH; OOIIMI aHAIN3 MOYH; TJIIO-
Ko03a; o0mmii 6e10K; anp0yMuH; ModeBHHA; KpeaTnauH; AJIT;
ACT; OunupyOuH o0UMii; aKTHBUPOBAaHHOE YaCTUYHOE TPOM-
OorutacTHHOBOE BpeMs; GHOPHHOTEH; MPOTPOMONHOBEIA HH-
JIeKC; TPOMOMHOBOE BpEMSI.

KTTI mioma — cocTosiHEE TUTOJa COOTBETCTBYET 8 Oamam
no mkaste dumepa (Hopma). Y3U mrona — 6e3 maroioruii.

KoHncynpTrpoBana TepaneBTOM U aHECTE3HOJIOrOM — IpO-
THBOIIOKA3aHUH K MMPOBEACHUIO ONICPATHBHOI'O BMCIIATEILCT-
Ba HET.

3a 30 MUHYT 70 KOXKHOTO pa3pe3a ¢ IEIb0 MPOGHIAKTHKU
THOMHO-CENITHYECKUX OCJIOXHEHMH Obllla TpoBeAeHa aHTH-
OakrepuanbHas npodunakruka (nedasonun 1 r B/B).

C memplo  TIpemyNpeXICHHS  IOBPEKACHUH  KOXH
Jutst (PKCAIMU KaTeTepOB UCTIONb30BaIaCh CHIIMKOHOBAS JICHTA
«Kocmonop» (Hartmann, Vicnauust), o MaH>KeTKy U3MEpEHHS
AJl mpuKkiagpiBaniachk MsITKas TKaHEeBas MPOKIIaIKa, Ui ycTa-
HOBKH ITYJIb,COKCUMETpA ITPUMEHIIAch MUIIEeBast IICHKA.

B nonoxenun cuns Oblla IpOBEAEHA CIMHAIBHAS aHECTe-
3usi. Koka, MOKphIBaromiass MEXI03BOHOYHOE MPOCTPAHCTBO
L3-L4, 6puta obpaborana crpeem «OKTEHHCENT», (BOTHBIIN
pacTBOp), 6€3 pacTHpaHusl, C CAaMOIIPON3BOJIBHBIM BBICHIXaHH-
eM. ITocne 006paboTKK pyK aHECTE3HMOJIOTa U ONEPAIIOHHOTO
NOJISL B aCENTUYECKUX YCJIOBHUSIX IPOU3BENICHA ITyHKIUS CyO-
apaxHOMIAJIHHOTO IPOCTPAHCTBA CIMHAIHHOM UTIIOMH 27 Kanu-
Opa Ha ypoBHe L3-L4, BBomuics Oymuakans 0,5 % 8 mr. Me-
CTO TpoKoJia OBLIO 3aIIHWINEHO Heaare3WBHOW CHIIMKOHOBOM
noBsizkoi. [lanmenTtka Obula IMOMeIleHa B IOJIOXKECHHUE JIexKa
Ha CIIMHE, CO CMEIIEHHEM MaTKH BIIEBO.

Xupypruueckas Ae3MH(PEKINs KOXKH ITPOBOIUIIACH CIIpEeM
«OxkreHncenT» (BOIHBIM pacTBOp), O3 pacTHpaHus, ¢ camo-
ITPONU3BOJIbHBIM BBICBIXaHUEM. OHepaHI/IOHHOC IoJIC OrpaHu-
YMBAJIOCh HEAJIre3UBHBIMH CTEPUIBHBIMH XHPYpPIHY€CKUMHU
OpOCTHIHAMH. J[7s1 aTpaBMaTW4HOTO M3BJIECUECHUS pebeHKa
ObUT crenaH BBHIOOP B MONB3y OoJee [UIMHHOTO pa3pe3a KOXH
u TKaHelt (12 cm) myteMm upeBocedeHus mo Jxoan — Koxe-
HY, TIOCIIOWHO BCKpBITA OpromHas mosiocTs. Bo m3bexanue
SNEKTPOKAyTEPU3alMd BMECTO MOHOIOIAPHOW AWaTepMHUU
npuMeHsulach ounonspHasi. Ha marke, 6€3 BCKpPBITHS ITy3bIp-
HO-MaTOYHOM CKIIAJIK1, B HI?KHEM MaTOYHOM CETMEHTE ITPOH3-
BEJICH pa3pe3 JUIMHOM 3 CM, TYIIBIM ITyTeM PacIIMpeH B CTOPO-
HBI 10 11-12 cM. Be3 TexHUYeCKHUX CIIOKHOCTEH, 3a TOJIOBKY,
Obu1a M3BJICYECHA JKUBasI, JOHOIIEHHAs AeBouka BecoMm 3100 r,
poctoM 51 cm, ¢ oreHko# o mkane Anrap 8/9 6amioB. DHep-
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TMYHOTO PACTUPAHMSI KOXKHM HOBOPOXKIIEHHOTO HE IPOBOJIU-
JIOCh, YUYHUTHIBas PHCK HacinenoBaHus 3aboseBaHus. Paspes
Ha MaTKe 3alllMT HEIPCPLIBHBIM BUKPUJIOBBIM IIBOM M OT-
JIeIbHBIMU IIOTPY>KHBIMU BUKpUJIOBbIMU 11Bamu. IlocnoiiHo
BOCCTAHOBJICHA TEpEIHsisi OpIOLIHAs CTEHKa: Ha OpIOUIMHY
HaJIOXKECH HEIPEPBIBHBII BUKPUIIOBBIA ILIOB, HEIPEPBIBHBIN
BUKPUJIOBBI 1I0B Ha annoHeBpo3. [lonkoxkHas KupoBas Kier-
yaTKa 3aluTra OTACJIbHBIMU IIIBAMHU C HMCIIOJIB30BAHHUEM B Ka-
yecTBe woBHoro Marepuaina Elcryl 30 mm (Elemaar, Poccust).
Ha xoxXy Hajlo)k€H BHYTPUKOXHBIU ILIOB C HCIIOJb30BaHUEM
kanpoHoBoi HuTH Elpramid 25mm (Elemaar, Poccus). Ilo-
CJICONIEPAlMOHHBI 1IOB 00padoTaH NPOTHBOMHUKPOOHBIM
npenapatoM — cyiab(anmwiamun (puc. 3). Kposomorepst uH-
TpaonepanoHHo coctaBmia 304 mir.

[To oxOHYaHMM ONEpaly MAlUEHTKY OCTOPOXKHO IEepelio-
JKMJIM Ha KPOBATh U IIEPEBENIU B MOCJICONEPAOHHYIO Nasia-
Ty, TIe 3a Hel HaOiropanu B TedeHue 6 yaco. [Tocneomnepa-
LMOHHBIA MEPUOJ MPOTeKall 0e3 OCIOKHEHUH, MPOBOIMIACH
yTEpPOTOHUYECKas Tepamus M ajeKkBaTHoe 00e3001BaHKe
C IPUMEHEHHEM MYJIBTHMOZAJIBHBIX CXeM JIeUeHHs, 00padoT-
Ka MOCJICONePAIIMOHHOTO miBa (puc. 4).

Yxoz 3a nociieonepauoHHON paHOi MPOBOIUIICS COITIACHO
PEKOMEHIAIMAM JepMaTosioros. st 0OpabOTKH KOKHU MPH-
MEHSJICSL CTEPUIIbHBIM PacTBOP, COAEPKALUN IOJIUT€KCAHU]
u OeTauH, MMEIOIIHe INUPOKUH aHTUMHUKPOOHBIH CIIEKTP U aK-
THUBHBIC B OTHOWICHUU Pseudomonas aeruginosa, E. coli, St.
aureus, St. epidermidis, Methicillin-resistant Staphylococcus
aureus (MRSA), rpu0oB. [IJi1 npOTHBOBOCHIAIUTEILHOTO, aH-
TUMHKPOOHOTO JICUCTBHUS U C LEIbIO YIYUIIEHUS pereHepanum
paHEBOIl IOBEPXHOCTU IPUMEHSIACh Ma3b «JIeBOMEKOIbY.
HOBer HaKJIaJbIBaJlaCb CTCpUJIbHAA Ma3€Basd paHCBas MMOBA3-
Ka, U3TOTOBJIEHHAs U3 MOJUAMUJIHON CETKU Ha TPUKOTAKHOU
OCHOBC, MPCABAPUTCIIBHO MNPOIMUTAHHAA MYCJIMHBIM BOCKOM.
[oBsizka oGnasaeT OaKTEPULUIHBIM, MPOTHBOBOCIIAINUTEIb-
HBIM U paHO3aKUBJIAIOIINM CBOﬁCTBaMH, CMATYACT KOXKY, Ipe-
JOTBpaIias ee 00e3BOKUBaHKE, 00pa3ysl MOIYIPOHUIIACMYIO
wieHky. J{ist ¢pukcanum uCnonp30Banach CTEPUIbHAS BIIUTHI-
BaroIjas MoBsA3Ka IJIACTBIPHOI'O TUIIA C KOHTAKTHBIM CJIOEM
u3 cwiMkoHa. IToBsi3ka MMeEeT THIPOLEILTIOISIPHYIO TOHKYIO
OCHOBY, COCTOSILIYIO M3 HETKAHOT'O MaTeprajia OCHOBBI U BIIH-
ThIBAIOIIEH Noxymedku s paHbl. O0e 4acTH MOBSI3KHM TO-
KPBITbI CHUJIMKOHOBBIM KJICCBBIM Hep(i)OpI/IpOBaHHbIM CJIOEM
U 3alIUILEHbI IIJIEHKOM.

IocnepomoBeIiil mepro/ MpoTeKasl 0€3 OCIOKHCHU.

C ponwibHUIICH ObUTa TIPOBEJICHA Oecea 0 HEOOXOJMMOCTH
IpYIHOTO BCKapMiMBaHus. PazbsicHeHa 0e3011acHOCTh pUMe-
HCHHWA HAKJIaJOK Ha COCKH, TPUMEHCHUC KOTOPBIX MUHUMU3U-
PYET pUCK TpaBMaTu3aluu Koxu. J{ist mpenorspatenus odpa-
30BaHUs BOJNJBIPEil HA COCKaxX XOpowIo ceOs 3apeKOMEH10BaIH
00MJIbHO CMa3aHHbIE TelieM HakiIaaku. OHAKO ManueHTKa Ka-
TEropHYeCcKH OTKa3anach OT TPyAHOTO BCKapMJIMBAHHMS B CBSl-
34 ¢ comMarryeckuM 3aboseBaHueM. Jlakrauus Oblia ronasie-
Ha pueMoM npenapara «Kabeproiaun» coriacHO HHCTPYKIHH
(1 r mocne mpuema NUIIK OJHOKPATHO).

Pa3pe3 Ha koke 3a)mi1 XOpolno, 0e3 KaKUX-Iubo OCIOXK-
HEHMI, C pesnuTeIn3alnuei B NOCIeayIEM ONepallMOHHON
paHbI B TeYEHHE HECKOJIBKUX Henenb (puc. 5 A, b).

Puc. 3. IManmentka I. O6paboTka TOCIEONEPAITHOHHOTO
mrBa cynbpanmiaMuoM (OTMEYeHO (UTYPOif) IO OKOHYA-
HUU ONEpanu

Tpumeyanue: homoepagusa svinonnena agmopami.

Fig. 3. Patient G. Postoperative suture treatment with sul-
fonamide (marked with a figure)

Note: the photographs were taken by the authors.

Puc. 4. Tlanuentka I. CocTosiHMEe mOCIEONEPALIIOHHOTO
mrBa (oTMedeHo (UTypoii) depes 6 9acoB MMOCIIE OMEPAIIHH.
O0paboTKa MOCIeONePAMOHHOTO 1IBa CYIb()aHMIaMUIOM
ITpumeuanue: homoepagus evinonnena agmopami.

Fig. 4. Patient G. Condition of postoperative suture (marked
with a figure) 6 hours after surgery. Postoperative suture
treatment with sulfonamide

Note: the photographs were taken by the authors.

PanHui HeOHATAJIBHBIN EPHOA HOBOPOXKIEHHOIO IPOTEKAI
6e3 ocobeHHOCTEH. B ynoBIEeTBOPUTEIEHOM COCTOSHIH AN~
eHTKa BMecTe ¢ pebenxoM Brimucana 07.03.2024, na geTBep-
TBIE CYTKH TIOCJIE poAopa3perieHus. PekoMeH10BaHO TTOBTOP-
HOE TIOCEIIEHUE Yepe3 3 HEeJIeNH MoCye ONepalny.

28.03.2024 mutaHOBBIA TIpHeM B KIWHUKO-IHArHOCTHU-
yeckoM otaenennu IlepmnaramsHoro mentpa ['BY3 «I'Kb
Ne 31 um. akagemuka I. M. CaBenbeBoii J13M».

Kano6 ne mpembssinser. Obmiee COCTOSHHE YIOBIETBO-
puTeNBbHOE, CO3HAaHUE ACHOEe. KoXHbIE MOKPOBBI U BUIUMBIC
CIM3HUCTHIE (PU3MOIIOTHYECKOW OKpackw, OTekoB HeT. Y/
14 B muH., neixanue Be3wkyisipHoe. AJl 115/65 mm pt. cT.
¢ obeux cropoH, YCC 68 ymapoB B MuHYTY. TOHBI cepara
SCHBIC, pUTMHYHBIE, ITyMOB HeT. JKuBOT Msrkuii, 6e300me3-
HeHHBIN. [ledeHs He yBennUeHa, CENe3eHKa HE MaIblIuPyeTCs.
Mouencnyckanue He HapyueHo. PU3HOIOrHUECKUE OTIPaB-
JICHUS] B HOpPME.

Status specialis: KO)KHBIA TTaTOJIOTHYECKUHA TPOIIECC pac-
MPOCTPAHCHHBINA, CUMMETPUYHBIA. CBEXHE E€AWHUYHBIEC ITy-
3bIpU B 00NIACTH TEpeHEH TOBEPXHOCTH KOJICHHOTO CyCTaBa,
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Puc. 5. Ilammentka I. JlnHaMuKa COCTOSTHIS TTOCICOIIEPAIIHOHHOTO PyOIIa: A — MepBBIe CYyTKH ITOCIIE ONepanny (0OTMEICHO
¢urypoii). O6paboTka mocaeonepanuoHHOro 1mBa cyibdanuiamMugom; b — nocneonepalioHHblil pyOel Ha BTOpbIE CyTKH

noce onepanuu (oTMeueHo Gurypoit)
Ipumeuanue: gomoepaghuu gvinoHeHvl A8MOpPamu.

Fig 5. Patient G. Dynamics of the postoperative scar: A — first day after surgery (marked with a figure). Postoperative suture
treatment with sulfonamide; b — postoperative scar on the second day after surgery (marked with a figure)

Note: the photographs were taken by the authors.

a Takke Ha nepenHe-00KOBON MOBEPXHOCTH BEPXHEH TpeTH
npaBoro Oespa. Bhichinanus MpeacTaBIeHbl 9pO3USIMU B CTa-
UM YBEPEHHOW SIMTEIU3AINH, HEOOJBIIUE OUard arpohuu
KO)KA B MECTaxX IOBBIIIEHHOW TpaBMaTu3anuu (KOJECHHbIE
U JIOKTEBBIE CYCTaBbl). B mpoliecc BOBIEUEHBI KUCTH M CTOTIBI.
OTMeuaeTcsi 4aCTUYHOE COXPAHEHHE HOTTEBBIX ILIACTUHOK
Ha KHCTSIX, HA CTOMAaX OTMEYAETCs MOJTHOE OTCYTCTBHE HOI'TE-
BBIX [TACTHHOK.

[ocneonepaoHHbIH pybel B YIOBICTBOPUTEIEHOM CO-
CTOSIHUH, TIPH TaJbaiuy 0€300JIe3HEHHBIH, C MOIEKAIIUMHE
TKaHSMU He CrasH (puc. 6).

PexoMeHI0BaHO HAOMIONCHUE BPAuOM aKyIEPOM-THHEKOJIO-
TOM TI0 MECTY NMPHUKPETIICHHSL.

IIporuno3

YunThIBas IIaAKOE TEUCHHE ITOCICONEPAOHHOTO IEPHO-
I1a, 3BKUBIICHUE pa3pe3a Ha Koxke 0e3 KaKuxX-THO0 OCIIOXKHe-
HUH, TPOTHO3 OTHOCUTEIHHO OIaronpUsSTHBIH.

Puc. 6. [Tannentka [ /IluHaMuKa COCTOSIHHUS MOCIeonepa-
IMOHHOTO pyO11a uepe3 21 JeHb mociie onepamnuu (oTMeue-
HO (urypoii)

Tpumeuanue: gomoepagus gvinonnena asmopamu.

Fig. 6. Patient G. Dynamics of the postoperative scar
21 days after surgery (marked with a figure)

Note: the photographs were taken by the authors.

OBCY/XJIEHUE

Benenne OepeMEHHOCTH y MAIMEHTOK C COMaTHYECKOU
MATOJIOTHEW COMNPSDKEHO ¢ HEKOTOPBIMHU CIOKHOCTSIMU. Mme-
€T MeCTO BIUsIHUE 3a00JIeBaHMsI Ha TeueHHE OSpPEeMEHHOCTH.
Kpome Toro, mpoucxoasiye (HU3HOIOrHYECKHE W3MEHEHHMS
OTPaXKaIOTCsI Ha MPOSIBICHHUSIX OCHOBHOIO 3200JI€BaHMSI.

KHCIIOTHOCTB JKEeyI04HOTO COKa MOBBIIAETCS, pacciadis-
©TCsSl TOHYC MHIIEBOAHOTO C(PHUHKTEPA, YTO MPUBOAUT K pas-
BUTHIO peduTiokc-330(arura, 4actora KOTOPOTO BO BpeMs
oepemennoctu cocraniser 20-80% [6]. Psx uccnenosareneit
OMHKCHIBAIOT YXY/AIICHUE TCUCHUS UMCIOIIUXCS XPOHUYCCKHUX
3a00JIeBaHU HKEITyTOYHO-KUIIIEUHOTO TPaKTa MpU OyJIe3HOM
snuaepmoiuse [5, 6]. PBoTta mpoBoiupyet 00pa3oBaHKHe BOJ-
JBIPEH ¢ TOCICAYIONMM pyOIleBaHHEeM MuIeBoaa [6]. Yuu-
ThIBasi BEPOSTHOCTh YCYTyOJICHHS paHee CYIIeCTBOBAaBIIUX
3a00JIeBaHU KETyA0UHO-KHIIEYHOTO TPAKTa, HEOOXOIUM MO-
HUTOPHUHT M JICYUCHHE TOIIHOTHI U PBOTHI, OCOOCHHO B TPYIIIC
MAIMEHTOK C paHee CyLIeCTBOBaBILEH ractpo3sodareaibHon
pedurokcHON 00JIe3HbI0, CTPUKTypamu mumieBoma [8]. Ila-
IUCHTKaM C kajio0aMH Ha TOLIHOTY U PBOTY JOJDKHBI OBITh
JTaHbI PEKOMCHIAIMH IO COONMIOCHUIO AueThI [6, 8, 9]. Tuera
BKIJTIOUAET: APOOHOE MUTAHUE, MAJIBIMU TOPIHUAMH, UCKITIOUC-
HHUE U3 palloHa YKUPHBIX, XKAPEHBIX OJTFO, IIOKOJIa/1a, OCTPHIX
OJr0T, Ta3MPOBAHHBIX HAMKMTKOB, KOQe, Kpenkoro yas. bepe-
MEHHOH MAaIlUCHTKE C JKalIo0aMu Ha H3KOTY ODKHBI OBITh
JTaHbl PEKOMEHIANNHU MO0 W30ETaHUI0 MOJIOKCHUN Tena, CIo-
COOCTBYIOIIMX BO3HUKHOBEHHUIO HM3)KOTH; COOJIIONCHUIO JHe-
ThI; HOLICHUIO CBOOOMHOM OMEXKIBI, HE AaBsieii Ha 00IacTh
xKeyaka. bepeMeHHbIM ¢ kKajno0aMu Ha U3KOTY NMPU OTCYT-
ctBun 3ddexTa 0T coOIIoAeHHS IUETHl 1 00pa3a )KU3HH pe-
KOMEH/IOBAHO Ha3HaueHHE INPEnapaTroB C aHTAWAHBIM Jeii-
CTBHEM, TaK)Ke OOBOJAKHBAKOIIMX M BSOKYIIUX MpErapaTroB
pPacTUTENBLHOTO MpoucxoXkaeHus [6, 8, 10].

JluckyTabenbHBIM OCTaeTcsl BOIPOC O BBIOOpE MeTona po-
JopaspenieHus npu Oy/uie3HoM smuaepmonnse. Hemuoroun-
CJICHHBIC JTAaHHBIC JIUTEPATYPhl IPOTUBOPEUUBEL. Psifi aBTOpOB
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yKa3bIBa€T Ha TO, YTO OYJUIE3HBIH SMHICPMOJIN3 HE SIBISETCS
MIPOTUBONOKA3aHUEM IJIsi POJIOB 4YEpe3 ECTECTBEHHBIE pO-
noBble MyTH. bosee Toro, yTBep:KIalOT, YTO JaHHBIH METON
ponopaspemienus npeanoututenexn [7, 8, 10, 11]. Ognako
MIpUBEJICHHBIE HCCIIEJOBAaHUSI B OCHOBHOM OIMCHIBAIOT HAHOO-
JIee JIErKo MPOTEKAIOMINK THUI OyJIe3HOTO 3MUAEPMONIN3a —
npoctoil. ToMy ecTh OObSCHEHUE: JaHHBIN TUI 3a00JEBaHUS
6onee pacnpoctpanennsiit (70 %). Jucrpodudecknii Oymies-
HBIA 3MHIEPMONN3, ONMCHIBAEMBIN B HAIlleM KIMHHYECKOM
HaOmoneHny, BeTpedaercss ¢ gactotol 25%. OOycnosieH
MOPaKEHUEM 30HBI HIDKE TEMHOW IIJIACTHHKU 30HBI 0a3aiib-
HOW MeMOpaHBbI, IMEeT reHepan30BaHHbIN XapakTep u Ooiee
TsoKenoe Tedenue [2]. [lo MHEHHUIO psiga KOJIIET, KecapeBo ce-
YEeHHUE IT03BOJISIET MPOBOIUTH 00Jiee KOHTPOJINPYEMBIE POABI,
a Taroke n30exarp pucka o0pa3oBaHM OyJUT BO BpeMs POIOB,
OTTOP)KEHMS LIEPBUKAIBHOIO U NPOMEKHOCTHOTO 3IMUTENHs,
MMOBPEXKICHUS MATKAX TKaHed Ta3zoBoro nmHa [12, 13]. BrI-
COKOTPABMAaTUYHBIMH SIBIISIIOTCSI ONEpaI HAJIOKEHHs aKy-
IIEPCKUX MIMIIOB M BaKyyM-3KCTPAKIIMH IIJI0/a, UCKJIIOUUTH
BEPOATHOCTh HEOOXOIMMOCTH MTPUMEHEHHSI KOTOPBIX B pojiax
HEIb3s1.

ITpu nanHOM 3a00NEeBaHUY BaXKHO IIPHHUMATH BO BHUMaHKE
TIPEATIOYTEHNSI CaMOM MAIllMEeHTKH B BEIOOPE METOA poopas-
pemeHus. B HameM mpuMmepe, YIUThIBas JaHHBIE COMaTHYe-
CKOTO aHaMHe3a, CKIIOHHOCTh K 00pa30BaHMIO OyIlT TpH HE3Ha-
YUTENBHON TpaBMaTH3alUH, C Pa3BUTHEM HHQPEKINOHHBIX
OCJIOKHEHHUI Ha KOXe, TPeOyIOIUX AIUTEIFHOTO U YIIOPHOTO
JIeUCHUs, TAlMeHTKa HMCIBITHIBANa OIACEHUs INepe] poldaMu
yepe3 eCTECTBEHHbIE pPOJOBbIE MyTH. Mcxoas u3 Tex ke co-
00pakeHHH B MOCIEPOIOBOM HIEPHOJIE 0TKA3aJIaCh OT TPYIHO-
IO BCKapMJIBaHUsI, HECMOTPSI Ha IIPUBEICHHBIE HAMH JOBOJIBI
0 0e30MacHOCTH JAaKTallMM Ha (OHE HMCIONB30BaHHA reneil
Y HaKjaaokK Ha cocku [8, 10]. [IpuHrmMas BO BHUMaHHE BbIIlIe-
W3JIOKEHHBIE TaHHbIE, OBUIO MPUHSTO PEIICHUE O POIopa3pe-
LIEeHUU ITyTeM KecapeBa ceueHus [12-16].

J1st MUHIMH3aUY OCJIOXKHEHUH Ha MPEeHaTalIbHOM KOHCH-
JIUyME C y4yacTHEM Bpadel — aKyIlepOoB-TMHEKOJIOTOB, aHe-
CTE3MO0JI0Ta, HEOHATOJIOTa, CPEAHETO MEANIIMHCKOTO EPCOHA-
J1a, OTMMPAsCh Ha PEKOMEHJAINU JIePMATOIOrOB, HAMHU OBLIH
pa3paboTaHbl Mephl MO IMPEAOTBPAIICHHIO TPaBMHPOBAHHSA
KOXKM M CJIM3UCTBHIX ManueHTKH. [Ipu 1r000M KOHTaKTe ¢ KO-
el M IPOBEICHUN MaHUITYJSIIUH PEKOMEHIYETCS HCIONb30-
BaTh MPOKJIAJKH, SMOJIHECHTHI, CUITMKOHOBBIE JICHTHI M TIOBSA3KH
[8, 10, 11].

HeoGxonuma nopomoBast mpeaBapuTeNbHas OLIEHKAa METO-
Jla aHECTE3WH C NOTCHIMAIbHBIMH IPOOIIEMAMH JIbIXaTEIIhb-
HBIX IyTeH U paHaMH MOACHUIBL. BriOop MeTona aHecTe3nu
3aBHCHUT OT JIOKIN3AIMH M BBIPAXEHHOCTH NMOBPEKACHHH
KOXHBIX ITOKPOBOB M CIU3UCTBIX. OOLIMpPHBIE paHBl HIDKHEH
YacTH CIIMHBI MCKIIIOYAl0T PErHOHapHYyIo aHecTe3uio. Heoo-
XOOUMO YYECTh BO3MOXHBIC 3aTPyAHEHHS IPOXOIUMOCTH
BEPXHHX JBIXaTENbHBIX IyTeH M OrpaHMYEHUS] OTKPBHIBAHHS
pTa. 3a01aroBpeMEHHO Ba)XKHO OIICHUTH COCTOSHHE JIbIXa-
TEIBHBIX IyTei, 3y00B U koxu [8, 11]. Hamn BeIOOp B mOIB3Y
CIIMHHOMO3IOBOW aHECTE3UH, a HE 3MHUIYyPAJbHON WIM CIU-
HaJIBHO-3MUAYPAIBbHONW, OBUI OCHOBAaH Ha HCIIOJIb30BaHHH
Ooree IPOCTON METOIUKHU, KOTOpas Moria Obl CBECTH K MU-

HUMYMy TPaBMy U JaBJeHHE Ha KOXXy. bonee Toro, smumy-
paNbHBIA KaTeTep BO BpeMsl HHTPA- M MOCIEONEePAI[IOHHOTO
MEpHO/a YBEIUYMII ObI PUCK TOSIBIICHNS HOBBIX MOPAKEHHH.
B curyanuun BBIHYKAEHHOTO Tepexoja Ha SHAOTpaxealbHbIH
HapKo3 ¥ HEOOXOAWMOCTH HCIIONB30BaTh HOCOBBIE KaHIOJH,
MacKy ISl JIMIA, SHAOTpaxeajbHylo TPyOKy, ObUT mpemyc-
MOTpPEH AJIsi IPUMEHEHHsS aHTHCENTHYECKHH CHUIIMKOHOBBIN
renb. MynsTUMOZaNbHAS aHATIBIE3Us HMENa PElIatollee 3Ha-
YeHne AJIS IPENOTBPALICHUS YPE3MEPHBIX IBMKCHUH M HO-
BBIX TpaBM Koxu [8, 11].

XUpYypruyeckyro Ie3uH(PEKIHNI0 KOXKH MPOBOAMIN CIPEEM
«Oxrenucent» (BOAHBIA pacTBOp), Oe3 pacTupaHus, ¢ caMo-
MIPOMU3BOJILHBIM BbICBIXaHHEM. OINeparioHHOE MOJIe OTPaHH-
YHBAJIOCh HEAJIre€3WBHBIMH CTEPUIBHBIMH XHPYPIHYE€CKUMHU
NPOCTHIHSAMH. JIJIi aTpaBMaTW4HOTO W3BJIEUEHHs peOeHKa
ObUI caenaH BHIOOP B MOINB3y OoJiee JUIMHHOTO pa3pe3a KOXKH
u Tranel (12 cMm). Bo u3bexanue 371eKTpoKayTepru3allii BMe-
CTO MOHONOJIIPHOW JUAaTepMUH IPHMEHsIAch OHUIOISIpHAS.
IMTonkoxxHast )kupoBasi KJI€TYaTKa BOCCTAHABINBAJIACH OTIEIIh-
HBIMH IIBAaMH{ C MCIOJIb30BaHHEM B Ka4eCTBE IIOBHOTO Mare-
puana Elcryl 30 mm. Ha xoxxy Haslo)keH BHYTPHKOXHBIU I1IOB
C MCIONb30BaHUeM KarpoHoBod HUTH Elpramid 25 mm. Jlan-
HBII1 BEIOOP TEXHUKH U IIIOBHOTO MaTrepuaa MoKa3al B HalleM
MPUMEpPE XOPOIIHNE pe3yabTaTel. Mbl HE HAOMIOAATN HUKAKHUX
OCIIO)KHEHHUI CO CTOPOHBI MOCIIEONepaliOHHOM paHbl. Paspes
HAa KOXe 3a>KIJ XOPOLIO, C PE3NUTENU3aliell B MOCIeIy0IEM
OIIEePaLlMOHHOM PaHbI B TEUEHHE HECKOJIIBKUX HEAETb.

Henb3st HCKIMIOUNTH PUCK POXIACHUS pedeHKa ¢ OyIIe3HBIM
MUAEPMOIN30M. UTOOB!I CBECTH K MUHHMYMY MOBPEXICHHS
KOKH, C HOBOPOXKICHHBIMH CIIEAyeT oOpamarbcs ¢ 0coOon
OCTOPOXKHOCTBIO, N30€erast SHEPru4IHOr0 PACTHPaHHs HOBOPO-
JKIeHHoro [8].

SAKJIFIOYEHUME

Hecmotpst Ha cyuiecTByrolue pPHUCKH, MHOTHE >KEHIIH-
Hbl ¢ OYy/UIE3HBIM OJIUACPMOIU30M YCIEIIHO BBIHAIIUBA-
10T U pokaroT gereil. CorlacHO MCCIEJOBaHUSAM U HaIIeMy
OTIBITY, KJIFOUEBBIMH (DaKTOpamMH MJIsl YCIICITHOTO BEICHUS
OCpEeMEHHOCTH W POJOPA3PEUICHUS SIBISCTCS WHIUBUAYaIU-
3UPOBaHHOC HAONIOACHUE. MEXKITUCIMILIMHAPHBIN TTOIXO0]
C TIpUBJIEYEHUEM Bpaua akyllepa-TMHEKOJIOTa, epMaTosora,
AQHECTE3MOJIOTa, HEOHATOJIOTa, TICHXOJIOTa YITydIIaeT MCXOABI
BeICHUS OEPEeMEHHOCTH U POIOB, TTO3BOJISISI MUHIMH3HPOBATh
PHUCKH Kak AJI1 MaTepu, Tak U JUIsl HOBOPOXKAEHHOTO.[6—10].
Bri0op MeTona pomopasperieHus TOKEH ObITh MHIMBHIya-
JIU3UPOBAH B COOTBETCTBUU C OCOOEHHOCTSAMHM Ka)JIOTO Ta-
ueHTa. Hamr ombIT MOKa3bIBAaeT, 4TO aAeKBaTHAs Mperorie-
paIMoHHAas ITONTOTOBKAa UMEET BaXKHOE 3HaUCHUE. AHECTE3Us
u 00e300JIMBaHNE MOTYT MPOUTH C MAHUMAJIBHBIMA OCJIOXK-
HeHusiMu. Oco0oe BHUMAaHHE CIEIyeT YACIHTh pa3padoTKe
Y BHEIPECHUIO CHEIHAIU3UPOBAHHBIX MPOTOKOJIOB BEICHHS
OepeMEHHOCTH W PONIOB Y JKEHIIMH C OYJJIe3HBIM SIHAEP-
Monm30oM. Takue MPOTOKONBI JOJKHBI YUHTHIBATE BCE OCO-
OcHHOCTH 3a00JIeBaHUs, a TAaKXKe MPEIOCTABIATh YeTKHUE pe-
KOMEHJIAaLIMU IO BEJECHUIO MAallMEHTOK Ha Pa3IMYHBIX dTarax
OCpEMEHHOCTH U TOCJEC POAOB. DTO MOMOXET MHHUMHU3UPO-
BaTh PUCKH U 0becreunTsh Hanbonee 3pPeKTUBHOE MEIUIINH-
CKO€ COTIPOBOX/ICHHE.
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