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Ïðèâîäèòñÿ îïèñàíèå ñëó÷àÿ îñòðîé ïîðôèðèè ñ ïîëèíåâðîïàòèåé ñ ýôôåêòèâíûì ëå÷åíèåì ãëþêîçîé. Çàáîëåâàíèå ìà-
íèôåñòèðîâàëî â âîçðàñòå 36 ëåò ñ áîëåé â æèâîòå, êëèíè÷åñêîé êàðòèíû ïàðåçà êèøå÷íèêà. ×åðåç 3 íåäåëè îò íà÷àëà çàáî-
ëåâàíèÿ âîçíèê òåòðàïàðåç, îáóñëîâëåííûé ïîðàæåíèåì ïåðèôåðè÷åñêèõ íåðâîâ ñ ïðåèìóùåñòâåííûì ïîðàæåíèåì ïðîêñè-
ìàëüíûõ îòäåëîâ êîíå÷íîñòåé. Ïîÿâèëàñü òåìíàÿ ìî÷à. Îòìå÷àëàñü òàõèêàðäèÿ ñ ÷àñòîòîé ñåðäå÷íûõ ñîêðàùåíèé 125
â 1 ìèíóòó. Êà÷åñòâåííûé òåñò ìî÷è íà ïîðôèðèþ ñ ðåàêòèâîì Ýðëèõà îêàçàëñÿ ïîëîæèòåëüíûì. Îáùèå ïîðôèðèíû â ìî÷å
áûëè óâåëè÷åíû áîëåå ÷åì â 10 ðàç, ïîðôîáèëèíîãåí áûë ïîâûøåí áîëåå, ÷åì â 100 ðàç, äåëüòà-àìèíîëåâóëåíîâàÿ êèñëîòà
áûëà ïîâûøåíà ïî÷òè â 15 ðàç. Äèàãíîñòèðîâàíà îñòðàÿ ïîðôèðèÿ, òÿæåëîå òå÷åíèå, ñåíñîðíî-ìîòîðíàÿ ïîëèíåâðîïàòèÿ,
òÿæåëûé ïåðèôåðè÷åñêèé âÿëûé òåòðàïàðåç. Íàçíà÷åíî ëå÷åíèå ãëþêîçîé â äîçå 100 ã, çàòåì 250 ã ñóõîãî âåùåñòâà â òå÷å-
íèå ñóòîê. Òàêæå íàçíà÷àëè âèòàìèíû ãðóïïû Â (Â1, Â6, Â12), àëüôà-ëèïîåâóþ êèñëîòó ïî 600 ìã âíóòðü. Íà ôîíå ëå÷åíèÿ
ãëþêîçîé ïîëíîñòüþ âîññòàíîâèëàñü ìûøå÷íàÿ ñèëà òðåõãëàâîé ìûøöû ïëå÷à è ïîäâçäîøíî-ïîÿñíè÷íîé ìûøöû. Çíà÷è-
òåëüíî óâåëè÷èëàñü ñèëà äåëüòîâèäíîé ìûøöû. Ñèëà ñãèáàòåëåé ïàëüöåâ êèñòåé òàêæå íåñêîëüêî óâåëè÷èëàñü. Ïîýòîìó ïðè
åå íåýôôåêòèâíîñòè ñëåäóþùèì ýòàïîì ëå÷åíèÿ ïîðôèðèè íàçíà÷àþò àðãèíàò ãåìà. Â äàííîì íàáëþäåíèè ãëþêîçà îêàçà-
ëàñü ýôôåêòèâíîé.

Êëþ÷åâûå ñëîâà: ïîðôèðèÿ, ãëþêîçà, àðãèíàò ãåìà

Ââåäåíèå

Ïîðôèðèè — ãðóïïà çàáîëåâàíèé, ñâÿçàííûõ ñ íà-
ñëåäñòâåííûì èëè ïðèîáðåòåííûì íàðóøåíèåì áèî-
ñèíòåçà ãåìà [1] (ðèñóíîê).

Ðàñïðîñòðàíåííîñòü ðàçëè÷íûõ ôîðì íàñëåäñòâåí-
íîé ïîðôèðèè îòëè÷àåòñÿ â ðàçëè÷íûõ ñòðàíàõ. Â Ôèí-
ëÿíäèè ðàñïðîñòðàíåííîñòü îñòðîé ïåðåìåæàþùåéñÿ
ïîðôèðèè ñîñòàâëÿåò 1: 60 000 [2]. Âî Ôðàíöèè ñðåäè
çäîðîâûõ äîíîðîâ âûÿâëåíî 1:1675 ëàòåíòíûõ íîñèòåëåé
ýòîãî çàáîëåâàíèÿ [3]. Ñóùåñòâóþò ïå÷åíî÷íûå è ýðèò-
ðîïîýòè÷åñêèå ïîðôèðèè.

Âûäåëÿþò ñëåäóþùèå íîçîëîãè÷åñêèå ôîðìû
ïîðôèðèé:

I. Ïå÷åíî÷íûå:

À. Îñòðûå:

1. Ïîðôèðèÿ, îáóñëîâëåííàÿ äåôèöèòîì äåãèäðàòà-

çû �-ÀËÊ (àóòîñîìíî-ðåöåññèâíûé òèï íàñëåäîâàíèÿ,
õðîìîñîìà 9(9q32). Îïèñàíî îêîëî 200 â ìèðå.

2. Îñòðàÿ ïåðåìåæàþùàÿñÿ ïîðôèðèÿ (àóòîñîì-
íî-äîìèíàíòíûé òèï íàñëåäîâàíèÿ, õðîìîñîìà 11
(11q.23.3). Ðàñïðîñòðàíåííîñòü — 5—10 íà 100 000 íàñå-
ëåíèÿ.

3. Íàñëåäñòâåííàÿ êîïðîïîðôèðèÿ (àóòîñîìíî-äî-
ìèíàíòíûé òèï íàñëåäîâàíèÿ, õðîìîñîìà 3 (3q.12.1).
Ðàñïðîñòðàíåííîñòü — 3—5 íà 100 000.

4. Âàðèåãàòíàÿ (ñìåøàííàÿ) ïîðôèðèÿ (àóòîñîì-
íî-äîìèíàíòíûé òèï íàñëåäîâàíèÿ, õðîìîñîìà 1
(1q.23.3). Ðàñïðîñòðàíåííîñòü — 2—3 íà 100 000.

5. Õ-ñöåïëåííàÿ äîìèíàíòíàÿ ïðîòîïîðôðèÿ (õðî-
ìîñîìà Õ, Õð11.2).

Á. Íå îñòðûå:

6. Ïîçäíÿÿ êîæíàÿ ïîðôèðèÿ (àóòîñîìíî-äîìèíàíò-
íûé òèï íàñëåäîâàíèÿ, õðîìîñîìà 1 (1ð.34.1).

II. Ýðèòðîïîýòè÷åñêèå.

7. Ýðèòðîïîýòè÷åñêàÿ ïðîòîïîðôèðèÿ (àóòîñîì-
íî-ðåöåññèâíûé òèï íàñëåäîâàíèÿ, õðîìîñîìà 18
(18q21.3).

8. Âðîæäåííàÿ ýðèòðîïîýòè÷åñêàÿ ïîðôèðèÿ (àóòî-
ñîìíî-ðåöåññèâíûé òèï íàñëåäîâàíèÿ, õðîìîñîìà 10
(10q26.2).

Îñòðûå ïîðôèðèè — ãðóïïà ãåíåòè÷åñêè îáóñëîâ-
ëåííûõ çàáîëåâàíèé, àññîöèèðîâàííûõ ñ öèêëîì áèî-
ñèíòåçà ãåìà, èìåþùèõ îñòðîå, èíäóöèðîâàííîå íà÷àëî,
ïðîãðåññèðóþùèé õàðàêòåð òå÷åíèÿ, â îñíîâå êîòîðîãî
ëåæèò èçáûòî÷íîå íàêîïëåíèå ìåòàáîëèòîâ ïîðôèðè-
íîâîãî îáìåíà. Áîëåçíü ìîæåò äëèòåëüíî ïðîòåêàòü ëà-
òåíòíî áåç ñèìïòîìàòèêè èëè ñ ëåãêî âûðàæåííûìè íà-
ðóøåíèÿìè.

Èíäóöèðóþùèå ôàêòîðû:

� äëèòåëüíàÿ ãèïîãëèêåìèÿ;

� áàêòåðèàëüíûå, âèðóñíûå èíôåêöèè;

� àëêîãîëü;

� ëåêàðñòâåííûå ïðåïàðàòû;

�èçìåíåíèå ãîðìîíàëüíîãî ïðîôèëÿ ó æåíùèí;

�èíñîëÿöèÿ;

�ôèçè÷åñêèå ïåðåãðóçêè, ýìîöèîíàëüíûå ñòðåññû.

* Îòñóòñòâóåò êîíôëèêò èíòåðåñîâ.



Òèïè÷íûå êëèíè÷åñêèå ïðîÿâëåíèÿ îñòðûõ ïîðôè-
ðèé:

� áîëè â æèâîòå, ðâîòà, çàïîðû;
� òàõèêàðäèÿ;
� àðòåðèàëüíàÿ ãèïåðòåíçèÿ;
� áîëè â ñïèíå, êîíå÷íîñòÿõ;
�ïðîãðåññèðóþùàÿ ìûøå÷íàÿ ñëàáîñòü;
�ïàðåçû;
� ýíöåôàëîïàòèÿ;
� ýïèëåïòè÷åñêèå ïðèïàäêè;
� ãàëëþöèíàöèè;
�ïñèõîçû.

Ïîðàæåíèå íåðâíîé ñèñòåìû âîçíèêàåò íà 7—10 äíè
îò íà÷àëà ïðèñòóïà. Ïðåèìóùåñòâåííî ïîðàæàþòñÿ ïðî-
êñèìàëüíûå îòäåëû êîíå÷íîñòåé. Äèàãíîñòèðóåòñÿ ñåí-

ñîðíî-ìîòîðíàÿ ïîëèíåâðîïàòèÿ, òåòðàïàðåç èëè òåò-
ðàïëåãèÿ. Â òÿæåëûõ ñëó÷àÿõ ïîðàæàþòñÿ ÷åðåïíî-ìîç-
ãîâûå íåðâû — VII, IX, X, XI, XII ïàðû. Âîçíèêàåò ïàðåç
äèàôðàãìû, ñêåëåòíîé äûõàòåëüíîé ìóñêóëàòóðû, íàðó-
øàåòñÿ ôóíêöèÿ òàçîâûõ îðãàíîâ.

Ïðè÷èíàìè íàðóøåíèÿ ôóíêöèè öåíòðàëüíîé íåð-
âíîé ñèñòåìû ÿâëÿþòñÿ [4]:

�íåéðîòîêñè÷åñêèé, äåìèåëèíèçèðóþùèé ýôôåêò

ïðåäøåñòâåííèêîâ ïîðôèðèíîâ (�-àìèíîëåâóëåíîâàÿ
êèñëîòà è äð.);

� äåôèöèò ñâîáîäíîãî ïóëà ãåìà â íåéðîíàõ;
�ìóëüòèôîêàëüíàÿ èøåìèÿ âñëåäñòâèå ñïàçìà ñîñó-

äîâ ãîëîâíîãî ìîçãà;
� ñèíäðîì íåàäåêâàòíîé ñåêðåöèè àíòèäèóðåòè÷å-

ñêîãî ãîðìîíà.
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Ñõåìà áèîñèíòåçà ãåìà.



Ñèíäðîì íåàäåêâàòíîé ñåêðåöèè àíòèäèóðåòè÷åñêî-
ãî ãîðìîíà îáóñëîâëåí íåïîëíûì ïîäàâëåíèåì åãî ñåê-
ðåöèè ïðè íèçêîì îñìîòè÷åñêîì äàâëåíèè ïëàçìû è îò-
ñóòñòâèè ãèïîâîëåìèè. Ñèíäðîì íåàäåêâàòíîé ñåêðå-
öèè àíòèäèóðåòè÷åñêîãî ãîðìîíà ñîïðîâîæäàåòñÿ ïîâû-
øåííûì âûäåëåíèåì ìî÷è, ãèïîíàòðèåìèåé è ãèïîîñ-
ìîòè÷åñêèì ñîñòîÿíèåì êðîâè. Ãèïåðãëèêåìèÿ — íàè-
áîëåå ÷àñòàÿ ïðè÷èíà ãèïîíàòðèåìèèè. Êëèíè÷åñêèå
ñèìïòîìû — âÿëîñòü, îòå÷íîñòü, óâåëè÷åíèå ìàññû òå-
ëà, äåçîðèåíòàöèÿ, ñóäîðîãè, êîìà. Ñîñòîÿíèå ïàöèåíòà
óõóäøàåòñÿ ïðè ïîñòóïëåíèè â îðãàíèçì áîëüøèõ
îáú¸ìîâ âîäû (âíóòðü èëè âíóòðèâåííî); íàïðîòèâ, ðå-
ìèññèÿ íàñòóïàåò ïðè îãðàíè÷åíèè óïîòðåáëåíèÿ âîäû.
Íå ïîêàçàíî áûñòðîå ââåäåíèå íàòðèÿ, òàê êàê îíî ïðè-
âîäèò ê ðàçâèòèþ ñèíäðîìà îñìîòè÷åñêîé äåìèåëèíèçà-
öèè. Âîçíèêàåò öåíòðàëüíûé ïîíòèííûé ìèåëèíîëèç ñ
î÷àãàìè â îáëàñòè ìîñòà. Âîçìîæåí ýêñòðàïîíòèííûé
ìèåëèíîëèç ñ î÷àãàìè â áåëîì âåùåñòâå ïîëóøàðèé ãî-
ëîâíîãî ìîçãà.

Àáäîìèíàëüíûé ñèíäðîì âñòðå÷àåòñÿ â 90% â äåáþòå
îñòðîé ïîðôèðèè. Áîëè íå èìåþò ÷åòêîé ëîêàëèçàöèè,
ìèãðèðóþò. Â ðåçóëüòàòå ïàðåçà êèøå÷íèêà óâåëè÷èâà-
þòñÿ ðàçìåðû æèâîòà. Ñèìïòîìû ðàçäðàæåíèÿ áðþøè-
íû îòñóòñòâóþò èëè ñîìíèòåëüíûå. Îòìå÷àþòñÿ òîøíî-
òà, ðâîòà, çàïîð. Îòñóòñòâóþò ëåéêîöèòîç è óñêîðåííîå
ÑÎÝ. Àáäîìèíàëüíûé ñèíäðîì ðåãðåññèðóåò ñàìîñòîÿ-
òåëüíî ÷åðåç 3—4 íåäåëè.

Ýòàïû äèàãíîñòèêè ïîðôèðèè:

1. Êà÷åñòâåííûé ñêðèíèíãîâûé òåñò ñ ðåàêòèâîì Ýð-
ëèõà;

2. Êîëè÷åñòâåííîå îïðåäåëåíèå ïîðôèðèíîâ â ìî÷å;

3. ÄÍÊ-äèàãíîñòèêà.

Ëå÷åíèå çàáîëåâàíèÿ — èñêëþ÷åíèå ïðîâîöèðóþùå-
ãî ôàêòîðà, ïîäàâëåíèå ñèíòåçà ïîðôèðèíîâ (óãëåâîä-
íàÿ íàãðóçêà, àðãèíàò ãåìà). Ýëèìèíàöèÿ ïîðôèðèíîâ
ìåòîäîì ïëàçìàôåðåçà ìåíåå ýôôåêòèâíà, òàê êàê ïî-
ñòîÿííî îáðàçóþòñÿ íîâûå ìåòàáîëèòû. Íåîáõîäèìà
ïðîôèëàêòèêà òðîìáîçîâ.

Ãëþêîçà ÿâëÿåòñÿ èíãèáèòîðîì àêòèâíîñòè ôåðìåí-
òà ñèíòåòàçû àìèíîëåâóëåíîâîé êèñëîòû è åå äåéñòâèå
àíàëîãè÷íî ïðåïàðàòàì ãåìà, íî ìåíåå ýôôåêòèâíî [5].
Ãëþêîçó íàçíà÷àþò ïî 200,0—400,0 ã ñóõîãî âåùåñòâà
â òå÷åíèå ñóòîê. Âîçìîæíî ââåäåíèå âíóòðèâåííî èëè
ïðèåì âíóòðü íå áîëåå 20% ðàñòâîðà. Èíñóëèí íå íàçíà-
÷àþò. Êîíòðîëèðóþò óðîâåíü ãëþêîçû â êðîâè. Îáû÷íî
äî ëå÷åíèÿ îí ñíèæåí. Íåîáõîäèìî êîíòðîëèðîâàòü
óðîâåíü íàòðèÿ â êðîâè, òàê êàê ïðîèñõîäèò åãî ñíèæå-
íèå ïðè ïðèåìà ãëþêîçû. Åñëè ÷åðåç 3 äíÿ óëó÷øåíèÿ
íå íàñòóïàåò ââîäÿò âíóòðèâåííî àðãèíàò ãåìà (íîðìî-
ñàíã) â äîçå 3 ìã/êã â ñóòêè 4—7 äíåé. Íîðìîñàíã ââîäÿò
â 100 ìë ôèçèîëîãè÷åñêîãî ðàñòâîðà âíóòðèâåííî êàïå-
ëüíî áûñòðî, íî íå ìåíåå, ÷åì çà 30 ìèíóò â òåìíîé
ñòåêëÿííîé ïîñóäå, çàùèùåííîé îò ñâåòà ñèñòåìå. Ñëå-
äóåò èñïîëüçîâàòü öåíòðàëüíóþ âåíó èëè âåíó ïðåäïëå-
÷üÿ. Ïîñëå ââåäåíèÿ ïðåïàðàòà ñòðóéíî ñèñòåìó ïðî-
ìûòü 100 ìë ôèçèîëîãè÷åñêîãî ðàñòâîðà.

Ïðèâîäèì íàáëþäåíèå ëå÷åíèÿ áîëüíîãî îñòðîé
ïîðôèðèåé ñ èñïîëüçîâàíèåì ãëþêîçû.

Áîëüíîé Ä. 36 ëåò ïîñòóïèë â îòäåëåíèå íåâðîëîãèè
ÃÁÓÇ ÌÎ Ìîñêîâñêèé îáëàñòíîé íàó÷íî-èññëåäîâà-
òåëüñêèé êëèíè÷åñêèé èíñòèòóò èì. Ì.Ô. Âëàäèìèð-
ñêîãî (ÌÎÍÈÊÈ) 29.12.14 ã. Æàëîáû íà ñëàáîñòü è
îãðàíè÷åíèå äâèæåíèé â êîíå÷íîñòÿõ, áîëåå âûðàæåí-
íûå â ïðîêñèìàëüíûõ îòäåëàõ.

Àíàìíåç çàáîëåâàíèÿ: áîëåí ñ 22 ñåíòÿáðÿ 2014 ã. Îò-
ìå÷àë ïîâûøåíèå òåìïåðàòóðû òåëà äî 39°. Áûëè îçíîá
è ñëàáîñòü. Ïðèíèìàë êîëäðåêñ. 24.09.14 ã ïîÿâèëèñü
ñèëüíûå áîëè â æèâîòå, çàäåðæêà ñòóëà â òå÷åíèå òðåõ
äíåé. Áûë ãîñïèòàëèçèðîâàí â õèðóðãè÷åñêîå îòäåëå-
íèå. ×åðåç 2 äíÿ âûïèñàí áåç îïåðàòèâíîãî âìåøàòåëü-
ñòâà. 7.10.14 ã áûë ïîâòîðíî ãîñïèòàëèçèðîâàí â õèðóð-
ãè÷åñêîå îòäåëåíèå â ñâÿçè ñ áîëÿìè â íèæíåé ÷àñòè
æèâîòà, çàäåðæêîé ñòóëà. Äèàãíîñòèðîâàíà äèíàìè÷å-
ñêàÿ êèøå÷íàÿ íåïðîõîäèìîñòü. 13.10.14 ã âíåçàïíî ïî-
ÿâèëàñü ñëàáîñòü â íîãàõ, óïàë. Ñîçíàíèå íå òåðÿë.
Ñ ýòîãî âðåìåíè îòìå÷àë ñëàáîñòü â ðóêàõ. Íóæäàëñÿ
â ïîñòîðîííåì óõîäå. Èçìåíèëñÿ öâåò ìî÷è íà òåì-
íî-êîðè÷íåâûé. Ïåðåâåäåí â íåâðîëîãè÷åñêîå îòäåëå-
íèå ñ äèàãíîçîì: îñòðàÿ âîñïàëèòåëüíàÿ ïîëèíåâðîïàòèÿ

ñ òÿæåëûì ïðîêñèìàëüíûì òåòðàïàðåçîì. Ïîëó÷àë èì-
ìóíîâåíèí 3 ââåäåíèÿ âñåãî 3,75 ã, ìåòèïðåä. Ñòàë ñà-
ìîñòîÿòåëüíî ïåðåäâèãàòüñÿ â ïðåäåëàõ ïàëàòû. Íà ÝÊÃ
— ñèíóñîâàÿ òàõèêàðäèÿ, ÷àñòîòà ñåðäå÷íûõ ñîêðàùå-
íèé 125 óä. â ìèíóòó. Ôèáðîêîëîíîñêîïèÿ: äèñêèíåçèÿ
ëåâîé ïîëîâèíû òîëñòîé êèøêè ïî ãèïîòîíè÷åñêîìó
òèïó. ÓÇÈ îðãàíîâ áðþøíîé ïîëîñòè: âûðàæåííûé
ïíåâìàòîç êèøå÷íèêà. Äèíàìè÷åñêàÿ êèøå÷íàÿ íåïðî-
õîäèìîñòü. ÝÍÌÃ 1.12.14 ã. — âûðàæåííàÿ ïîëèíåâðî-
ïàòèÿ, ïðåèìóùåñòâåííî ïðîêñèìàëüíûõ îòäåëîâ áåç
ñóùåñòâåííîé çàèíòåðåñîâàííîñòè ñåíñîðíûõ âîëîêîí.

ÀÄ 130 ìì ðò. ñò, ïóëüñ 76 óäàðîâ â 1 ìèíóòó. Æèâîò
ìÿãêèé áåçáîëåíåííûé.

Â íåâðîëîãè÷å÷êîì ñòàòóñå: ñèëà â ïðàâîé êèñòè
20 êã, â ëåâîé 22 êã. Ñèëà äâóãëàâîé ìûøöû ïëå÷à 4 áàë-
ëà, òðåõãëàâîé ìûøöû ïëå÷à — 2 áàëëà, äåëüòîâèäíîé —
1 áàëë, ïîäâçäîøíî-ïîÿñíè÷íîé ìûøöû ñëåâà — 3 áàë-
ëà, ñïðàâà — 4 áàëëà. Êàðïî-ðàäèàëüíûå ðåôëåêñû ñíè-
æåíû, ñ ñóõîæèäèÿ äâóãëàâîé è òðåõãëàâîé ìûøö ïëå÷à
ñðåäíåé æèâîñòè. Êîëåííûå ðåôëåêñû íå âûçûâàëèñü,
àõèëëîâû ñðåäíåé æèâîñòè. Íà ïÿòêè âñòàòü íå ìîã. Èç
ïîëîæåíèÿ ñèäÿ âñòàâàë ñ ïîìîùüþ ðóê. Ðóêè îò òóëî-
âèùà îòâîäèë ïîä óãëîì 30°. Â ïîçå Ðîìáåðãà áûë óñòîé-
÷èâ. ×óâñòâèòåëüíîñòü íå íàðóøåíà.

Äèàãíîç: îñòðàÿ ïîðôèðèÿ, òÿæåëîå òå÷åíèå, ñåíñîð-

íî-ìîòîðíàÿ ïîëèíåâðîïàòèÿ, òÿæåëûé ïåðèôåðè÷åñêèé

âÿëûé òåòðàïàðåç.

22.12.14 ã. òåñò ìî÷è íà ïîðôèðèþ ñ ðåàêòèâîì Ýðëè-
õà ïîëîæèòåëüíûé.

Êîëè÷åñòâåííîå îïðåäåëåíèå ïîðôèðèíîâ â ìî÷å:
îáùèå ïîðôèðèíû 2,22 ìã/ë (â íîðìå äî 0,15), ïîðôî-
áèëèíîãåí — 239,5 (â íîðìå äî 2,0) ìã/ë, äåëüòà-àìèíî-
ëåâóëåíîâàÿ êèñëîòà 67,4 ìã/ë (â íîðìå äî 4,5).
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22.12.14 ã. Áèîõèìè÷åñêèé àíàëèç êðîâè: ãëþêîçà
4,7 ììîëü/ë, êàëèé 3,9 ììîëü/ë, íàòðèé 140 ììîëü/ë,
æåëåçî 15 ììîëü/ë.

22.12.14 ã. Àíàëèç êðîâè îáùèé — ãåìîãëîáèí 128 ã/ë,
(â íîðìå 132—173), ýðèòðîöèòû 4, 13 åä/ë (â íîðìå
4,3—5,7), ãåìàòîêðèò 0,37 I/I(â íîðìå 0,39—0,49), òðîì-
áîöèòû 255,00 10^9/ë (â íîðìå 150—400), ëåéêîöèòû 4,8
10^9/ë (â íîðìå 4,5—11), ëèìôîöèòû 44,90% (â íîðìå
19—37), ÑÎÝ 40 (â íîðìå 0—15).

Ëå÷åíèå: Â1, Â6, ïî 2,0 âíóòðèìûøå÷íî, Â12 ïî
500 ìêã âíóòðèìûøå÷íî, îêòîëèïåí ïî 600 ìã âíóòðè-
âåííî êàïåëüíî, ãëþêîçà 40% 250,0 2 ðàçà â ñóòêè
âíóòðü. Â ïîñëåäóþùåì íàçíà÷åíà ìèëüãàììà ïî 1 òàá.
2 ðàçà â ñóòêè, áåðëèòèîí ïî 1 ê. 2 ðàçà â ñóòêè, è 25%
ðàñòâîð ãëþêîçû ïî 1000,0 âíóòðü.

12.01.15 ã. îòìåòèë óëó÷øåíèå ñîñòîÿíèÿ. Ñèëà
â ïðàâîé êèñòè 21,5 êã, â ëåâîé — 24 êã. Ñèëà äâóãëàâîé
ìûøöû ïëå÷à 4 áàëëà, äåëüòîâèäíîé ìûøöû 3 áàëëà.
Ðóêè îòâîäèë îò òóëîâèùà ïîä óãëîì 60°. Ñèëà îñòàëü-
íûõ ìûøö 5 áàëëîâ. Âñòàâàë èç ïîëîæåíèÿ ñèäÿ áåç ïî-
ìîùè ðóê.

Îáñóæäåíèå

Â ïðåäñòàâëåííîì ñëó÷àå îòìå÷àëîñü äëèòåëüíîå
áåññèìïòîìîíîå ëàòåíòíîå òå÷åíèå ïîðôèðèè. Òîëüêî
â 36 ëåò ïîñëå ïðèåìà íåñòåðîèäíîãî ïðîòèâîâîñïàëè-
òåëüíîãî ñðåäñòâà, ñîäåðæàùåãî ïàðàöåòàìîë, ó áîëüíî-
ãî âîçíèêëà ñèìïòîìàòèêà îñòðîé ïîðôèðèè: áîëè â æè-
âîòå, çàäåðæêà ñòóëà, îáóñëîâëåííàÿ ïàðåçîì êèøå÷íè-
êà. ×åðåç 3 íåäåëè îò íà÷àëà çàáîëåâàíèÿ âîçíèêëè ñèì-
ïòîìû ïîðàæåíèÿ ïåðèôåðè÷åñêèõ íåðâîâ â âèäå ïîëè-
íåâðîïàòèè ñ ïðåèìóùåñòâåííûì ïîðàæåíèåì ïðîêñè-
ìàëüíûõ îòäåëîâ êîíå÷íîñòåé. Ïîÿâèëàñü òåìíàÿ ìî÷à.
Îòìå÷àëàñü òàõèêàðäèÿ ñ ÷àñòîòîé ñåðäå÷íûõ ñîêðàùå-
íèé 125 â 1 ìèíóòó. Ó÷èòûâàÿ íàëè÷èå ïîëèíåâðîïàòèè,
êîòîðàÿ õàðàêòåðíà äëÿ ïîðôèðèè, áûë ïðîâåäåí êà÷å-
ñòâåííûé òåñò ìî÷è íà ïîðôèðèþ ñ ðåàêòèâîì Ýðëèõà,
êîòîðûé îêàçàëñÿ ïîëîæèòåëüíûì. Ïîýòàïíàÿ äèàãíîñ-
òèêà ïîðôèðèè âêëþ÷àåò ïðîâåäåíèå êîëè÷åñòâåííîãî
îïðåäåëåíèÿ ïîðôèðèíîâ â ìî÷å â ñëþ÷àå ïîëîæèòåëü-
íîãî êà÷åñòâåííî òåñòà. Îáùèå ïîðôèðèíû áûëè óâåëè-
÷åíû áîëåå, ÷åì â 10 ðàç, ïîðôîáèëèíîãåí áûë ïîâûøåí
áîëåå ÷åì â 100 ðàç, äåëüòà-àìèíîëåâóëåíîâàÿ êèñëîòà

áûëà ïîâûøåíà ïî÷òè â 15 ðàç. Õàðàêòåðíàÿ êëèíè÷å-
ñêàÿ êàðòèíà è óâåëè÷åíèå ïîðôèðèîâ â ìî÷å ïðè êîëè-
÷åñòâåííîì èõ îïðåäåëåíèè ïîçâîëèëî óñòàíîâèòü äèà-
ãíîç îñòðàÿ ïîðôèðèÿ, òÿæåëîå òå÷åíèå, ñåíñîðíî-ìî-
òîðíàÿ ïîëèíåâðîïàòèÿ, òÿæåëûé ïåðèôåðè÷åñêèé âÿ-
ëûé òåòðàïàðåç.

Íà ôîíå ëå÷åíèÿ ãëþêîçîé ñîñòîÿíèå áîëüíîãî óëó÷-
øèëîñü (òàáëèöà). Â ïîñëåäóþùåì áîëüíîìó áûëî íàçíà-
÷åíî ïðîäîëæåíèå ïðèåìà ãëþêîçû è âèòàìèíû ãðóïïû
Â (Â1, Â6, Â12), àëüôà-ëèïîåâàÿ êèñëîòà ïî 600 ìã âíóòðü
äî ïîëíîãî âîññòàíîâëåíèÿ ìûøå÷íîé ñèëû.

Êàê âèäíî èç òàáëèöû, íà ôîíå ëå÷åíèÿ ãëþêîçîé
ïîëíîñòüþ âîññòàíîâèëàñü ìûøå÷íàÿ ñèëà òðåõãëàâîé
ìûøöû ïëå÷à è ïîäâçäîøíî-ïîÿñíè÷íîé ìûøöû. Çíà-
÷èòåëüíî óâåëè÷èëàñü ñèëà äåëüòîâèäíîé ìûøöû. Ñèëà
ñãèáàòåëåé ïàëüöåâ êèñòåé òàêæå íåñêîëüêî óâåëè÷è-
ëàñü.

Âûâîäû

Òàêèì îáðàçîì, ïðè îñòðîé ïîðôèðèè ëå÷åíèå ãëþ-
êîçîé ýôôåêòèâíî. Ãëþêîçà — èíãèáèòîð ôåðìåíòà
ñèíòåòàçû àìèíîëåâóëåíîâîé êèñëîòû. Ãëþêîçà äåéñò-
âóåò ñëàáåå àðãèíàòà ãåìà. Ïîýòîìó ïðè åå íåýôôåêòèâ-
íîñòè ñëåäóþùèì ýòàïîì ëå÷åíèÿ ïîðôèðèè íàçíà÷àþò
àðãèíàò ãåìà.
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Òàáëèöà
Äèíàìèêà ìûøå÷íîé ñèëû ó áîëüíîãî Ä. ñ îñòðîé ïîðôèðèåé íà ôîíå ëå÷åíèÿ ãëþêîçîé

Èññëåäóåìûå ìûøöû Äî ëå÷åíèÿ ×åðåç 2 íåäåëè îò íà÷àëà ëå÷åíèÿ

Ñãèáàòåëè ïàëüöåâ êèñòè ñïðàâà 20 êã 21,5 êã

Ñãèáàòåëè ïàëüöåâ êèñòè ñëåâà 22 êã 24 êã

Äâóãëàâàÿ ìûøöà ïëå÷à 4 áàëëà 4 áàëëà

Òðåõãëàâàÿ ìûøöà ïëå÷à 3 áàëëà 5 áàëëîâ

Äåëüòîâèäíàÿ ìûøöà 1 áàëë 3 áàëëà

Ïîäâçäîøíî-ïîÿñíè÷íàÿ ìûøöà ñïðàâà 3 áàëëà 5 áàëëîâ



Acute porphyria polyneuropathy and positive treatment effect glucose

Kotov S.V., Sidorov O.P.
Moscow Regional Research and Clinical Institute («MONIKI»), 61/2 Shchepkinaul., Moscow, 129110, Russian Federation

The athors described the case of acute porphyria polyneuropathy with an effective treatment for glucose. The disease is manifest
at the age of 36 years with abdominal pain, bowel clinical paresis. After 3 weeks from the onset of the disease originated tetraparesis
due to peripheral nerve lesions with a primary lesion of the proximal extremities. There was a dark urine. There was a tachycardia with
a heart rate of 125 1 per minute. The qualitative urine test for porphyria with Ehrlich’s reagent, which was positive. By quantifying total
urinary porphyrins porphyrins were increased more than 10 times, porphobilinogen was increased more than 100 times,
delta-aminolevulinic acid was increased almost 15-fold. The diagnose was acute porphyria, severe course, sensory-motor
polyneuropathy, severe peripheral tetraparesis. The treatment was: glucose given treatment dosage of 100 g, then 250 g of dry mat-
ter during the day. Also appointed B vitamins (B1, B6, B12), alpha-lipoic acid 600 mg orally. The was a positive effect of the treatment.
The muscle strength triceps muscle and the iliopsoas muscle became 5 points, the strength of the deltoid muscle increased signifi-
cantly. The strength of the flexors of fingers also increased slightly. Consequently, for treatment of acute porphyria glucose effec-
tively. Glucosa — inhibitor of synthetase enzyme i aminolevulinic acid. Glucose acts weaker arginate gem. Therefore, in the next stage
of its inefficiency porphyria treatment prescribed heme arginate. In this case, glucose was effective. Appointment of haem arginate is
not needed.

Key words: porphyria, glucose, heme arginate
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