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JUATHOCTHUKA BPOXKJIEHHOW ANCHYHKIIUHU
KOPbI HAAIIOYEYHUKOB Y HOBOPOKAEHHDBIX

Ky3HeuoBa H.A. — Bpay nHheKLUMOHHO-60KCUPOBAHHOIO OoTAENEHUA ANns
HoBoOpoOXAeHHbIX; MNMeTpoBa H.H. - Bpa4y NHPEKUMOHHO-00KCUPOBAHHOIO
oTAerneHus Ans HoBOpoXAeHHbIX; baxTuHa T.XK. - 3aB. UH(EKLNOHHO-
OOKCUMpPOBAHHbLIM OTAENIeHUeM ANA HOBOPOXAEHHbIX; JibiceHko U.M.* —
A.M.H., npodpeccop, 3aB. kadheapoun neauaTpumn

V3 «Bumebckas demckasn obracmuas kKiunuyeckas bonrvhuyay, Bumeock, berapyco
*YO «Bumebcxuii 2ocyoapcmeennviil opoena opysicovl Hapooo8 MeOUYUHCKULL
VHUgepcumemy, kageopa neduampuu, Bumeock, benapyco, lysenko o (@mail.ru

Sometimes there 18 very difficult to diagnose salt loosing form of con-
genital adrenal dysfunction. The single clinical criteria of such pathology
could be the absent of weight gain in newborns and infants. Laboratorial crite-
ria of salt loosing form of congenital adrenal dysfunction are high sodium and
potassium levels, metabolic acidosis, increased hemoglobin, ACTH and 17
oxi-progesterone levels.

Key words: newborns, salt loosing form, congenital adrenal dysfunc-
tion; ACTH, clinical and laboratorial criteria.

Beenenue. Bpoxxnennas nucdynkius kopsl Haanoyeynnkos (BJIKH)
00yCIIOBJIEHAa HACJIEICTBEHHBIM Je(PEKTOM CHHTE3a TOPMOHOB KOpPOH HaAIo-
YEYHUKOB (ayTOCOMHO-PEIECCUBHBIN TUN HaciemoBanus). PacmpocTtpanen-
HOCTB — OT 1:5000 1o 1:67000. Cpenuss 3a005ieBa€MOCTh B MUPE COCTABIISIET
1:14500, B 6onpmmHcTBe EBponeiickux crpan — 1:13500. CHikeHue cuHTE3a
KOPTHU30J1a U alibiocTepoHa ctumynupyet cekpennto AKTI (o tumy obpart-
HOM CBsI3M), YTO BENIET K TUIEPIUIA3UM CETUYATON 30HBI KOPHI HAATMIOYCUHUKOB
Y TUNIEPIPOYKIIMU aHAPOTeHOB [1].

~ 148 ~



B 3aBrcUMOCTH OT BBIPQXKEHHOCTU I'€HETUYECKOTO Je(eKTa pa3IndaroT
nosiHbie ¥ yactuuHbie popmbel BIKH. BeinenstoT Taxke KIMHUYECKUE BapH-
aHThI 00JIe3HU, MAaHU(DECTUPYIONINE B HEOHATAIHLHOM MEPHOJIE M HEKIMHUYE-
CKHUe, Korja 3aboseBaHue IposBIsSETCs y JeTel B cTaplleM Bo3pacte, myoep-
TaTHOM IIepuoje WM y B3pociblx. Hambosmee pacmpocrpanenHoit (opmoit
BJKH sBasercas nedurur 21-ruapokcunassl (92-95%), moarBepxkaaeTcs
BBICOKMM YpPOBHEM |7-rupokcunporectepoHa Kposu. IIposBisieTcss npoctoi
(BupmibHOM) — y 15-25%, unm conbrepsitoieid popmoit — 75-85% pdereit.
Bupunuzanust 7eBoYeK MPOUCXOAUT BHYTPUYTPOOHO, OHU POKIAOTCS C He-
OTIpEAENEHHBIMUA TEeHUTATUSIMHU: OT THMEPTPO(UN KIUTOpa JO0 MOUIOHKOOO-
Pa3HbIX MOJIOBBIX T'Y0 C YpETpOM, OTKPBIBAIOILEHCS B TEJIO MOJIOBOIO WIECHA U
TpeOyrommx nuddepeHmanbHoil JUarHOCTUKN € JBYCTOPOHHUM KpPHIITOP-
XU3MOM Y MaJIbUUKOB. MaJlbuMKU POKIAIOTCA C YBEIMYCHUEM. HAPYKHBIX
MOJIOBBIX OPTaHOB M MUTMEHTUPOBAHHON MOLIOHKOM [2, 3.

C 1-4 Henmenmu MOKET pPa3BUBATHCS CHUHIPOM ATOTEPU. COJIM: ILIOXas
npubaBKa U MPOrpeccUpyrolias moTepsi Macchl Te€aa U3-3a CPHIrTMBAHUMN, PBO-
Thl «(hoHTaHOMY, Auapeu, noauypun. CHwkaetcs AJl, Taxukapnaus, TiyxXue
TOHBI Cep/illa, MPaMOPHOCTh KOXHU. CMepTh HAacTymaeT (B OTCYTCTBUU IaTO-
IeHEeTHYECKOM Teparuu) OT BHE3aMHOW~OCTAHOBKU Ceplla, BCIEICTBHE TH-
nepkanueMuu. Ecian HOBOpOXKICHHbIE MAIIBYUKN UMEIOT HOPMaJbHbIE T€HH-
TaJINM, 3aM0f03pUTh OOJIE3Hb B MEPBBIC. JHU KU3HW HEBO3MOXKHO, TaK Kak
€MHCTBEHHBIM KIMHUYECKUM CHUMIITOMOM SIBJISIETCSI OTCYTCTBUE MPUOABKHU
Macchl Tena. JlabopaTopHO — rHUIIEpKaTMEMUs, THIIOHATPUEMUS, TUIIOXJIOpE-
MU, TIOBBIIICHHUE TeMATOKPUTA, META0OINUECKHUM alu103, BEICOKUI YPOBEHb
17-OH-nporecrepona, nosbimeHHbIH ypoBeHb AKTI kposu [1, 2, 3].

Ieap uccaenoBaHust — HPEIIOKUTL KPUTEPUA CBOEBPEMEHHOW JTHAr-
HOCTHKHU BPOXKJIEHHOU AUCHYHKIMU KOPBI HAJIIMOYEUHUKOB Y MaJbYMKOB I1€-
pHOJ1a HOBOPOXKICHHOCTH.

Marepuadbl M MeTOAbI. AHAIU3 3-X KIMHUYECKUX CIIy4aeB, UMEBLIUX
Mecto B Y3 «BJIOKb» B 2007 rony.

Pe3yabTathl ucciaenoBanusi. Pebenox C.K., moctymun B BJIOKB
2.02.2007 ¢ B.Bo3pacte 1,5 mecsnes. Ot Il 6epemennoctH, I pogor (I Gepe-
MEHHOCTB — CaMOIIPOU3BOJILHBIN BBIKUJIBIII B Cpoke 6 Hezenb). Hacrosmas
OepeMeHHOCTh HacTynmia uepe3 1 mecsi nocne 1-if, mpotekana Ha poHe yr-
PO3bI TIpephIBaHu (CTAllMOHAPHOE JieueHne B cpokax 8-9, 14, 17, 27-28 He-
nenb). Ponel B 38 Henmenb uepe3 e€CTECTBEHHBIE POJOBbIE IyTH, IMEPBUYHAS
pomoBas ciabocTth, pogoakTuBaiusi. Bec npu poxaenuun 3520,0, poct 52 cMm.
Crpenroctaduioaepmus B Bo3pacte 1 mecsaua. HacnencTBenHblii aHaMHe3 HE
otsironied. B Bo3pacte 30 queit Mmacca tena pedbenka — 3550 r (nedurut mac-
col 21,5%, runotpodus II cr.). CocrosiHue npu NOCTYIJIEHUH OYE€Hb TSKE-
noe: runotrpodus Il crenenu, s3KCUKO3, TSKEIbIE METAOOIUYECKUE Hapyllle-
HUs1, COMIOPO3HOE COCTOSIHUE, KIOHUYECKHE CYA0pPOrd Ha (POHE BBIPAKEHHBIX
ANEKTPOJIUTHBIX Hapyuenuil. 'ocnutanusuposad B PAO BJIOKB. B nabopa-
TOPHBIX MCCJIEIOBAHUAX MPHU MOCTYIJIEHUHM — YMEpPEHHbIH JeilkonuTo3. B
OMOXMMHUYECKOM aHAJIU3€ KPOBU CTOWKAs rurepkairemus (Tadiauna 1).
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Tabmuua 1 — YpoBeHb 3JEKTPOIUTOB IJ1a3Mbl KDOBU

Bpewms uccnenoBanust | K (Mmonw/n) | Na (Mmonb/m) CI (MMomb/m)
B nenb nnoctynienus 10,14 112,2 89,1
2 JIeHb 6,22 128,4 108
5 neHn 8,56 126,7 100
12 neHn 7,37 136,3 100
14 nenn 6,22 136,0 100

UccnenoBanne ropMoHansHoro craryca: T3 — 2,05 Hwmonw/m, T4—
109,64 Hwmoumnw/n1, koptuzon — 220,99 Hmons/n (Ha oHe MHTEHCUBHOU Tepa-
Uy, BKItoyaromen B T.4. npeanausonon) TTT — 0,17 mM/a. KOC — meTta6o-
andeckuit anuao3. Y3U ronoBHOT0 Mo3ra, HaJlOYeUYHUKOB, OPTaHOB OpPOII-
HOM MOJIOCTU — 0€3 MaTOJIOTMH; KOMITbIOTEpHAasi TOMOTpadusi roJAOBHOTO MO3-
ra — MPU3HAKU UIIEMHYECKU-TUIIOKCHYECKOTO MOPaKEHHs TOJIOBHOIO MO3ra;
OKI' — 3ameyieHue BHYTPUIKEITYAO0UKOBOM MpoBOAUMOCTHU. [I0CEeB KpoBU Ha
CTEpUIBLHOCTh — MUKpO(dIIopa HE BhiAeNeHa. CToiKasl TUMepKaTUEMUsl SIBU-
Jachk MOKa3aHUEM JUIsl repeBoja pedeHka ¢ nojxo3penueM Ha AI'C B nerckoe
SHJIOKPUHOJIOTHYECKOE OTACIECHUE 2-U TOPOACKOM KIMHHUYECKOW JETCKOU
O0oNpHULBI T. MUHCKa, rae auarHo3 ObUT MOATBEPIKIICH: BPOXKIEHHAs JHC-
GyHKIMS KOl HAATOYEYHUKOB, COJbTEpstonias popma, cTaaus JeKOMIICH-
caiuu. [lpomoimkena 3amecTuTeNbHas Tepanus. kopredoM U KopTuHEDOM.
VYposens 17-rugpokcunporecrepoHa Ha (oHE HaYaTON 3aMECTUTENIbHOU Te-
panuu coctaBui 66,5 HMoJb/T (HOpMa. 'y HOBOPOXAeHHBIX 10 30, netu mpe-
nyOepraTtHoro Bo3pacta 0,1-2,7). BuHacTosiliee BpemMsi HAXOJIUTCS HA JIMC-
MIAHCEPHOM YYETE y IHAOKPUHOJIOra, IOJIYYaeT 3aMECTUTENIbHYIO TEpaIuio:
koptedom u koptunedom. Ha dhone repanuu yposens 17- OH- nporectepona
causmics 10 Hopwmabl (3,5), AKTI = 0 HMonb/m.

Bropoii cnyuaii. Pebenok K.M., noctynun B BJJOKbB B 2,5 mecsa.
Anamue3: Pe6enok or'T 6epeMeHHOCTH, TpoTeKaBIiel Ha (GOHE Yrpo3bl Tpe-
peiBanus B 20, 35 Henenb, ¢ (heTomIaneHTapHON HeA0CTaTOYHOCThIO, XPOHHU-
YECKOM BHYTPUMATOYHOM TMIIOKCHUEN IUIOJIA, MAJIOBOJIUEM, SHIOLIEPBULIUTOM.
Ponsl B 43 Henem, ofepaTUBHbIE (KIMHUYECKU y3KHI Ta3, KPYIHBIA IUION).
Bec npu poxaenun 4930,0, siBieHus BHyTpUyTPOOHOTO BE3UKYJIOMYCTYJIe3a,
BHYTpUYTPOOHOI mHeBMOHUU (cTanmoHapHoe jedyenue B B/JIOKDB). Uepes me-
CSLl HMOBTOPHO TOCHUTAIM3UPOBaH ¢ abcueccoM mnoadopoaka. OTmedanoch
IPOrPECCUBHOE CHIDKEHHE Macchl Tena jno runorpoduu Il cremenu (Bec
4500), B cBsi3u ¢ ueM ObLI MEepeBejieH B coMatudeckoe otaenenue. [lpu mo-
CTYIJIEHUU COCTOSIHUE TsKeoe: OJIe/IeH, 3HAUUTENIbHO CHUYKEH Typrop TKa-
HEH, yMEpEeHHAas MbIIICYHas AUCTOHUSA. Y peOeHKa He ObLIO CHHAPOMA CPbI-
TUBAHUS U PBOTHI, TUAPEU, IMTMEHTAIIMU MTOJIOBBIX OPTraHOB U KOXKU. /[aHHbIE
00 ypOBHE 3JIEKTPOJIUTOB IPUBEICHBI B TAOJIHIIE 2.
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Tabnuua 2 — YpoBeHb 3JIEKTPOIUTOB IJ1a3Mbl KPOBU

Cpoxu uccnenoanusi | K (MMomn/m) Na (mmonw/n) | Cl (MMomb/m)
2 NleHb 6,73 125,1 93,5

11 nenp 6,84 128 108,4

13 nenp 5,89 134,9 102,7

17 nenp 5,56 137 107,4

O6mexmuandeckue ob6cnenosanus, KILC, moroBas mnpoba, mpoba
[[IBaxmaHa, uccneq0BaHUS JAKTO3bl Kaja M MOYH, APYyrue OUOXMMHUYECKUE
napameTpbl KpoBH, Y3W opraHoB OpIOUIHOW MMOJIOCTH, TOJIOBHOTO MO3Ta,
HajnoueyHukoB, KT ronoBHoro mosra — 6e3 marosioruu. MccienoBanus rop-
MoHajsHOTO craryca: T3 — 1,58 Hmomnw/n, T4 — 124,98 Hmomnw/n, " TTI" — 4,24
MM/i; xkoptuzon 107,77 Hmonw/n; Tecroctepor 0,05 #ar/mi, ®CIN — 0,18
ME/n; JIT' — 3,72 ME/n. B3sara kpoBs Ha 17- OH-niporecTepoH, HauaTa mpo0-
Hasl 3aMECTUTENbHASI Tepanusl THIPOKOPTH30HOM B/M M KOopTuHE(DOM, HHPY-
3uoHHas Tepanus. Ha done neuenus: peGenok mpudasui B Bece 500 1. boin
nepeBeneH s gooocnenoBanus B PHIIL «Mate m aurs» ¢ amarHo3om:
BpPOXKJEHHAs TUIOIUIAa3usl KOPbl HAJAIIOYEUHUKOB, COIbTEpsAonas ¢gopma, cTa-
st gekomnencauuu, runorpodust I crePezynbrars! nccnenoanus 17 — OH
— nporectepoHa kpoBu - 260 Hmons/n, kouTpoas B PHIIL «Mate u autsa» —
150 HMomb/11 moATBEP K AAI0T BBICTABICHHBIN THArHO3.

Tperunii cnyudail. Pebenok T.C., mepeBeieH U3 pOAMIBHOIO JIoMa B
BJIOKb na 10 nenn xu3zuu. Ot IV OepemeHHOCTH, MpoTekaBlield Ha (oHe
deTroruialieHTapHON HeIOCTaTOUHOCTH, MajoBonaus, HocuTenbcTBa HBCAg,
XPOHUYECKOM rurnokcuu miona. bepemennas B cpoke 33-34 Henenb o0cieno-
Ba"a B PHIIL] «Matp uw auts»=J{narnos: cHHAPOM BHYTPUYTPOOHOM 3a/1epiK-
ku pazButus mwoaa..Poasr 111 B 41-42 nenenu. Bec npu poxknenuun — 2660 r,
pocT 48 cM, BE3UKYJIOITYCTYJI€3, BbIPaKEHHAs! MUTMEHTAUs KOKHU, MOIIOHKH,
OKOJIOCOCKOBO# 30HBI. MblllIeuHast AUCTOHUSL CO CHUKEHUEM MBIIIIEYHOTO TO-
Hyca, OTCYTCTBHE mpubaBku B Macce. OOIIECKINHUYECKUE HCCIICIOBaHNUS,
onoxumugeckue mapamerpsl, KOC, OKI', Rtg OI'K, Y3U ronoBHoro mosra,
OpraHoOB. OPIOHTHOM TOJIOCTH, HAIMOYEUYHUKOB U BUIIOYKOBOM JKee3bl — 0e3
MaTOJIOTHH, YPOBHH JJIEKTPOJIUTOB TMpecTaBieHbl B Tabmuie 3. Ha done
HPOBOAUMOM 3aMECTUTEILHON W MH(PY3MOHHON Tepanuu COCTOSIHUE peOeHKa
crabunu3upoBasioch, nepeseaeH Bo 2-10 ['JIKb r. Muncka. Yposens 17-OH-
nporecrepona Ha 4 nensb xu3Hu 730 Hmonw/n, Ha 14 cytku xku3nu 950. Ha
¢boHEe MPOBOAMMON 3aMECTUTENIbHOM Tepanuu ypoBeHb 17 — OH-
nporectepona cauzuics 10 38,3 Hmonnw/n. Habnrogaercs y a3HA0KpUHOIIOTA.
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Tabnuua 3 — YpoBeHb 3JIEKTPOIUTOB

Cpoxu uccienoBanusi | K (MMomn/m) Na (MMoJ1B/1) CI (MMomb/m)
3 neHb 7,27 127,1 109,6

4 neHb 8,36 126,6 101,7

5 neHn 8,62 124,2 99.4

6 eHb 6,78 127,4 100,7

7 neHb 5,54 135,9 108,9

8 IeHb 5,45 1333 105,7

TpyaHOCTH THAarHOCTUKHU MEPBBIX 2-X CIy4aeB: y MAJIbYUKOB HE OBLIO
IPU3HAKOB BHYTPUYTPOOHOUN BUPHIIM3AIIMU, MUTMEHTAIMN KOKU U HOJIOBBIX
OpraHoB; OTCYTCTBHE CHUHApPOMA CPHITUBAHUN U PBOT, TUapeu; Y POBCHb KOP-
TH30Ja (B IEPBOM CIIy4ae) COOTBETCTBOBAJI HOpME (BO3MOXHO, Ha (DOHE Tpo-
BOJIMMOM MO TSKECTU MHTEHCUBHOM Tepaluu ¢ BBEJICHUEM IMPETHUZ0JIOHA); B
TPEThEM ClIydae MMeJla MECTO BBhIpAKEHHAsi MUTMEHTAIUs KOXXH. MOIIOHKH,
n3meHeHus ekTpoauToB (K, Na) kpoBH, M03BOJIMBILKAE 3alI0J03PUTh HAJIH-
gre 3a00eBaHNs y peOeHKa y’Ke B POAUILHOM JIOME.
BoiBoabI:
BoisiBnenne tpoux nereit (manbuukoB) ¢ nuarHo3zom BJIKH, combre-
pstomas ¢popma B Teuenue 10 mecsieB B BJIOKB nokassiBaer akTyanbHOCTb
JaHHOM mpoOaembl. OTCYTCTBUE paHHEH UAarHOCTHKW M MaTOT€HETUYECKOU
Teparui HEMUHYEMO MPUBEAET K JIETAIbHOMY. UCXO1y. A Ha3HauYCHHAas Tepa-
nusi 00ecreyuT JOCTATOYHBIA YpOBEHb KauecTBa JKU3HU Yy TMAlMEHTOB C
BJIKH. Hannuue noctosiuHoro ckpunuHra-Ha BJIKH o6neruut mocraHoBky
JAHHOTO JIMarHO3a B PAHHUE CPOKH.
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