JIBA CJIVUAS BPOXXIAEHHOTO HMXTUO3A HOBOPOXIEHHDbIX
OT OJIHO¥ MATEPU C IOCJIEAVIOIIHNM POXIEHWEM
310POBOI'O PEBEHKA

Acc. 0. A. Kopoavkosa u acc. C. I'. Caguna
-1 kagenpa akywepcTBa H THHEKOJOrHH (3aB.— npod. Il. B. MaHeHxkos)

KAa3aHCKOrO MEIMUHMHCKOTO MHCTHTYTa H  aKylIepCKO-THHEKOJIOrHYecKoe OTAENCHHC
Pecny6HKAHCKOl  KJIHHHUCCKOH GOJHHIbL  (riaBBpay — III. B. Bukuypun §)

BpozK/1eHHBH HXTHO3 (Ichthyosis congenita) oTHOCHTCS K 4YHCJAY PEAKHX BPOXKICHHDIX
TI0POKOB Pa3BHTUSI HOBOPOKIEHHBIX.

DTHOJOHST ero [0 CHX mop He sicHa. [lo [JaHHBIM pasJHuHbIX aBTOPOB, B PA3BHTHH
ero mpiaacrcs GoJblias poOsb (paxropam HAC/IeACTBCHHOCTH (cuduanc H paccTpoicTso
(QyHKUMH Kesie3 BHYTpeHHeil cexpenun). K/iuHHUecKas KapTHHA BPOXKACHHOrO  HXTHO32

NnpeacTaBJ/JsieTCs JIOBOJIBHO ﬂpKOﬁ M THIHYHOH, UTO MO3BOJsIeT NOC/ae I[epBOoro 3HAKOMCTBA

¢ Helo CTABMTL AMArHo3 6e3 0COOLIX 3aTPYIHEHMH.
IMpusoauM Haui  HaGIOLCHHS.

1. 81 1960 r. B 13 u. 15 MHH. IIOCTYIHJA B POMHJbHOC OTIAE/ICHHE A., 23 ger. Hacuea-
cTBeHHOCTb 370poBasi. V3 mepeHeceHHHIX 3a00JIeBaHHH OTMeuaeT MaJsipHIO U MHEBMOHHIO.
Menctpyupyer ¢ 16 ger, mo 3—4 sus, uepes 98 nmeii. Ilosopast xu3Hb ¢ 19 zer. Myx
agopos. Co CTOPOHbI BHYTPCHHHX OPraHos i reHUTaJHil OTKJOHEHHii OT HOPMBI HET.
RW orpuuarensHasi. BepeMeHHOCTh BTOpast. TlepBas 3akonumiach B 1958 r. HOpMAaJbHBIMH
poaamu. PeGeHOK KHB.

TeucHHe JaHHON GEPEMCHHOCTH H POIOB Ge3 OCOGEHHOCTEH.

8/1-60 r. B 19 u. 50 Mmur POAMJICS MaJbUHK 2600,0, nauuo# 47 cm. Kpux cnabeii,
JbIxaHHe ToBepxHOCTHOE, KOXKHBIE IOKPOBBL FOJIOBDI, TYJOBHILA, BEPXHHX H HUXXHHUX KOHeY-
HOCTell CIJIONIb TIOKPBITHL MACCHBHOH CepOBATOTrO LBETA oporoseBaroleil KOpoi 3MHAePMHCA
B BHLC MJIOTHOTO TAHLWHPS HJH YellyH, MeCTaMH HMeloulell IJyGOKHe TpPEIUHHEL, 0COBGeHHO
BHIPAYKCHHBIE B 1aXOBOH 06/1acTH, JIOKTEBBIX H KOJICHHBIX crufax m Ha Jjuue. Por mpH-
OTKPHIT B BHAE «pblObero». Bekd OOGOHX T/a3 BBIBEPHYTEI, HOC CceIJJOBHUOHBIN, YILHbIE PaKo-
BHHBl 1e()OPMHPOBAHDbI, 6€3 BHAMMBIX CJYXOBBIX TPOXOIOB, MOKDPBITHL r'ycTOH TBOPOKHCTOH
NepBOPONHOl cMa3koH. BepxHue H HHXKHHE KOHEYHOCTH neopMHPOBaHBl, HEIOPa3BHTH,
KO3Ka OBeHXx KuCTefi M CTON OTeuHas, Tvajkas, JocHsmascs. [TpH NpPHKOCHOBEHHH K KOIKC
W JIBIKEHHSX HOBOPOXKJIEHHBIH KPHUHT.

B nocJjenyiollde JHH JKH3HM peGeHKa TPELIWHBl Ha KOxKe HECKOJIbKO YBEJIHYHIHCH H
CTaqM KPOBOTOUHBBIMH. B JIeTKHX NOSIBH/IMCh Odard  BOCMAJICHHA. HoBOpOXK AeHHbIH
BCKAPMJIHBAJICS. TPYAHBIM MOJIOKOM C JIOXKEUKH, AABAJCS KHCIOPOA LIS BIBIXaHHS5, BBOIH-
JHUCb CepJEUHble CPeiACTBa, CYAb(AHHIAMUIABI, KOXKHBIE TOKPOBHI 06paBaTLIBAINCL TEHH-
UHJIIHHOBOH Masbio.

14/1-60 r., Ha 7-fi JDeHb >XH3HH, TPH HapacCTaHHH CHMNTOMOB HWHTOKCHKAIHH H ynajake
CepeYHOH AESTeJBHOCTH PeGeHOK CKOHYasCs.

T1aTO/IOrOaHATOMHYECKHI [HATHO3: BPOMKIEHHBIH HXTHO3, SM(pH3EMaTO3HOE PAaCIUHPEHHE
_ JerkHX C OT/J/bHHIMH OuaraMH BOCHAJEHHs =B HHIMKHAX monsx. SIpKo-KpacHbie, KPYyMHO-
NSTHHCTbIC KPOBOH3JIHSIHHSI Ha SMHKapJe H IIeBPAJbHBIX JACTKAX.

II. 13/X-60 r. uepe3 9 MecsineB MOCJe BTOPBIX POJOB A. nmocrynuaa ¢ 6epeMeHHOCTbIO
39-—33 memeau. 13/X B 17 u. 25 MuH NPOU3OILJIH TMPEKIEBPEMEHHbIE POMBI JKUBOH HENO-
HOmIEHHOH mneBoukoii Becom 1700,0, mmauno# 41 cm. BHeWwHHH BHI HOBOPOKIEHHOH HAanoOMH-
HaeT npeablayulero peGeHka ¢ eme 6osee BBIPAXKCHHBIMM TpEUIMHAMA Ha KOXe JHua H
TyJOBHINA, TAE KOpa 3MHIEpMHCa MpefCcTaB/sAer co6oit rpy6ble MJIOTHEIE HACJAOCHHMs B BHAEC
nanuupsi. Beku oGOMX Taa3 BBIBEPHYTBI, TOT e «pbiGHii» poT, TO XKe HeAOpa3BHTHE BepX-
HHX M HHMJKHHX KOHEUHOCTEH. ~

IMpu ompepeneHHH TPYNIBI KPOBH MOCJHEHHSS OKasanacb y pe6enka — 0 (I), y mare-
pu—B (1), y otua—0 (I). Tlpu onpenejenun Rh-npHHAL/IEKHOCTH Y BCEX TPOHX
KpoBb OKasaiach Rh-TONOXKHTeNbHOH, NPH ONpe/eseHHH Tunosot Rh-coBMecTHMOCTH KPOBb
comectuMa. TakuM o6GpasoM, CBSI3H BPOXKAEHHOTO MOBTOPHOrO YpPOACTBA mjoda OT OIHO¥H
U Toil ke Mmarepd ¢ Rh-KOH(JHKTOM He 0Ka3aJjocCh.

IlAst JeueHHsl NPHMEHEHBl CEpICYHEIC CPEICTBa, HOPCY/b(asoJ, 59, pacTBOp TJIIOKO3LI
AN TpHEMa BHYTPb, KHCJIOPOR JJIsi BABIXAHHS H MECTHO — CTEPHJLHOE Ba3eJHHOBOE
MacJo.

Ha 4-ii nenp xusuu (16/I) peGeHox CKOHUAJCs.

. T1aToJOroaHATOMHYECKHI [MArHO3: BPOXKEHHBIA HXTHO3 (8 TaAXKesOH ¢opMe), MpaBo-
CTOPOHHSAS CJHBHAs TNHEBMOHMsS, CJeBa — Kpaesas sMbu3emMa H YUacTKH arejiekTasa
JIETKHX.

B konue fgeka6ps 1960 r. macrynuna IV GepeMeHHOCTb. VuuThIBasi OTSITOLUEHHBIH aKY-
lIepCKHii aHAMHe3, JKEHIIWHe, HauMHAas C 5-HeleJbHOH 6GepeMEeHHOCTH IO pPOJOB, NPOBOIH-
JIOCh KOMILIEKCHOE JIeUeHHe: [HeTa, GoraTas OeJKaMH H BHTaMHHaMH, BHTaMHHOTepanHs
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(suramii E 1o | uafiHoft okke 2 pasa B jeHb, BuTaMuH C B HACTOE UWIHNOBHHKAE, BUTA-
MHH Bis B HHBEKUMSIX, NOJMBHTAMMHBI B Apake, reMaToOrcH K puibuit zup). Tlposeasuo
3 npoGHBIX Kypca JIeueHHst XVIOPHIHHOM H CYJIb(OIUME3HHOM 110 HHCTPYKUHH N1a6opaTopuu
TOKCOMJ/Ia3MO3a HHCTHTYTAa HM. [amasiess (XOTsl HHKAaKkMX JaHHBIX O TOKCOMJA3MO3€ BLIsE-
JIEHO He ObLI0).

8/X-61 r. GepeMEHHOCTh 3aKOHUHJACD POZKI(EHHEM ZKIBOIrO 310POBOIO PEOCHKA MYyxi-
ckoro nosia — 3400,0. TTocko/bKy Ko:KHAst nmpo6a, MOCTABJACHHAS C TOKCOIIJIa3MHHOM, OKa-
3ajiaCb OTPHUATE/LHOI M 60JbHAs NPOMHIAKTHYECKH MOJYuada BHTAMHHBI C 5-if Hexes
0epeMeHHOCTH, MOYKHO MOJIaraTh, 4YTO B NPClyNPeKACHHH — HXTHO3a B [JaHHOM  Ciyyae
CBIFpajia Kakylo-TO POJib BUTAMHHH3AILHS.
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KPATKHE COOBLIEHUS

Hou. T'. A. Teabhep (Topekuil). OnblT npUMeHeHUs: HOBOKAWHOBOH OJ0Kaabl
no B. W. Kasanckomy npe creHokapjuu

B. M. Kasanckuit B 1952 r. npemsnoxua ssoauts 0,5% pacTBOp HOBOKAHHA B KOJH-
uectse 80 M4 Uit AHECTE3HU IIPEIAOPTAJILHOTO CILICTEHHST NYTeM NYHKIHH nepesHero
CPENOCTEHHS Yepe3 SIPEMHYIO SIMKY.

Mbl npumenund ¢ 1957 r. sTorT Metox 56 GOJBHBIM CTEHOKApAHe B Bo3pacte ot 30
A0 69 ser (MyzKuymH — 45, KeHwuH — 11).

Jleuenne HauHHAJIOCL uepes 1—2 HemesH NOCJAe NOCTYMJCHHS B KJIMHHKY, KOIAa yCcTa-
HaBJIHBAJIOCh, UTO OOGBIYHOH COCymOpacIiupsiiomieil ¥ TPOTHBOGO.IEBOH Tepanued, a B psac
C/ly4aeB M BHYTPHKOXKHOH HOBOKAHHOBO G6JIOKaZOii He YyIaBaJoCh JUKBHAMPOBATH G0Jle-
BOH CHHADOM.

Y 49 GoubHEIX mOCJe TepBOi  GJIOKaAbl OTMEUEHO IPEKPAlICHHE HJM  BPEMEHHOE
ofJjier4eHrHe NPUCTYNOB OObHO Ha 1—2 cyrtok. IlpekpauleHHe NPHCTYIOB HJH 3HAUHTEIL
Hoe oGisieryeHue y GOJBLIMHCTBA GOJBHBIX HACTYNasl0 JIHIb NOCAe 4—5 Tpoumenyp. Ilpu-
MeHeHHe GJIOKajbl MPEKPallaloch, €M MOCHe ABYKPATHOrO €e NPOH3BOJCTBA CTCHOKAPIH-
THYCCKHE NPHCTYNBl HE BO30GHOBJAMHCL. BOMBIMHCTBY GOJIBHBIX MPOBOIMJIOCH 1O 6—7
Gnokan. Ecim nocae 2—3 6noKaj He HACTyNalo MHOJOMKHMTENLHOTO pe3yapTaTa, To Aaib-
Heiflllee NpUMEHEHHE HX OKa3bIBAJOCh HELENecO0Opa3HBIM.

NuTepBanpr MeKAy NOBTOPHBIMH G6JI0KaJaMH YCTAHABJAHBAIOTCS B  3aBHCHMOCTH OT
4acTOTbl NIPHCTYNOB M CTEMEHH NOGOYHOrO BJHSIHMSI HOBOKaWmHAa. Tak, ecaH siBJEHHS HOBO-
KaHHOBOH HMHTOKCHKALMH HACTYNaJH TOCJe NOBTOPHBIX IPOLEAYP, TO TPOMEKYTKH MEXIy
HUMH VIVMHSJINCE 10 3—4 nHeil; meppble 2 6/0KaAbl IIPOH3BOAMIKCL uepes, MeHb, a mph
YacThIX MpHCTynax — 2 aHs noApsia. Kpome TOro, mpH sIBJEHHSIX HHTOKCHKAIHH yMeHbIIA-
/0Cb,. KaK 3T0 pekomenayer @. E. Ocramiok, KOJHYECTBO BBOIUMOIO KaXKALIH pa3 HOBO-
KauHoBoro pacrteopa 10 50—40 ma, Bmecto 80 ma. Ecau yaiHHeHHEM — TpOMEXYTKOB
MEXAY HHBEKUHUSIMH H YMeHbUIEHHEM J[O03bl HOBOKAWHA He YJIaeTcss NPeJOTBPATHTb SBJe-
HU{l HMHTOKCHKAalMH, TO JAajbHelilllee NpHMeHeHHe G/JIOKaABl CJELYET NPEKPATHTb, TaK XaK
HOBOKAaHHOBAsl MHTOKCHKAUMsl caMa NPHBOAMT K BO30GHOBJEHH'0 NMPHCTYNoB. HaM npuiwtocs
IPEKPATHTh IPHMEHEHHEe 3arpyJUHHOH aHECTE3HH H3-3a MNOBHIIICHHON YYBCTBHTEJILHOCTH K
HOBOKaHHYy ONHOMY O6OJBHOMY moCJe TepBOH Ke INpOoHeAypPH H 3 Mocje BTOpOH; H3-3a
YXYHAIIEHHs] COCTOSIHHSI — OJNHOMY moCJe BTOPOH O6JOKaAbl H JABYM — IOCHe mnepBoil. Psjn
GOJIbHBIX OTMeuaJs mocje GJoKaasl HeGOJIbIIOe OI(YLUIEHHE TAXKECTH 3a TPYAMHOMH, CTemedb
H JUIMTENIBHOCTh KOTOPOrO 32aBHCENH OT HEPBHOro craryca GoJbHOro. ¥ -GOJILIIHHCTBA 3TO
omymenue npoxoanao uepes 0,5—1 u. TlouTH y noJIOBHHBEI GOJIBHBIX BCKOpe TocJe 6J0Kast
OTMEUAJHCh JIETKOE TOJIOBOKPYXKEeHHe H HeGoJsibllasi ciabocTb, KOTOPHIE NPOXOAHIH Yepea
15—30 mun. pyrux oc/aoxKHeHHH Ha 282 G6JoKaasl OTMEUEHO He G6bLio.

Oddext seyeHHs PACUEHUBAJICS KaK XOPOWIMH, €C/M MPUCTYIH CTEHOKAPIHH M ApYyrHe
BHECEPJEYHEIE CHMIITOMBI, HX CONPOBOXKIAIOLIME, Npekpaumanuck. B rpynny c yaosaerso-
DHTEJIbHEIM 3((EKTOM OTHEeCeHbl OGOJIBHBIE, Y KOTODHIX BBIDAXKEHHBIE, YacTble NPHCTYNB B
MOKOe MJM TPH HeGOJBUIOM HANPSIKEHHH CMEHSUIMCh JIETKHMH, KPaTKOBPEMEHHBIMH Go.le-
BBIMH OULYIIEHHAMH TNPH (PU3HYECKOM, HJIH HEPBHOM HanpsXKeHHH.
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